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lMpoueccobl kamabonu3ma CcornpsikeHbl € ye-
nibiM psidom npobnem. B mo xe spems Hedoc-
mamo4yHocmb  ¢hepmeHmos8  buocuHmesa
8cmpeyaemcsi HaMHo20 pexe. [eno, eeposm-
HO, 8 MOM, 4mo 8pOxAeHHOe HapyuweHue 6uo-
cuHmMesa 4vawe okasbigaemcsi abCcomomHo
niemarnbHbIM U [pugooum K CrIOHMaHHOMY
abopmuposaHuto nnoda.

A. Meunep

BBEAEHUE

Obmen sewjecmg — CIIOXKHAs CUCTEMa XUMHMYECKHX PEaKIMH, KOTOpBIE
MOYKHO YCJIIOBHO Pa3/IeIUTh HA PEaKIHHU IUIACTHYECKOTO M JHEPreTHUECKOro
oOMeHa, a TakXKe peakiuy, JIeXKallie B OCHOBE OCYIIECTBIICHHUS 00IIeH pery-
Jsnuy Metadbonu3ma. ['TTaBHBIMH LENSIMH 3THUX PEaKkIui SBISIOTCS TEHEPUPO-
BaHHE JHEPIMH NpPU KaTaOoIM3Me IHUIIEBBIX BEUIECTB, 0Opa3oBaHHWE CTPOHU-
TENFHBIX OJIOKOB B XOJie THAPOJM3a IOCTYMAIOIINX H3BHE OMOIOINMEPOB,
CKOHCTPYHPOBAHHBIX 0 UY)KHM I'€HETHYECKUM IIPOrpaMMam, U CHHTE3 coOCT-
BEHHBIX ITOJIMMEPOB, CTPOCHHE KOTOPHIX COOTBETCTBYET MHIWBHIYAJIBHOI Te-
HETHYECKOH MpOorpaMMe OpraHM3Ma, a TaKKe CO3JAaHHE W MHAKTHBAIMSA CHUT-
HaJIbHBIX MOJIEKYIL.

OOmrass OmoxuMHUYeckass cxeMa OOMEHa BEIECTB BKIIIOYACT MHO)KECTBO
LIETIOYeK MOCIIEA0BATEIFHBIX PEAKINH, eNIble KAaCKaAbl U IUKIBl XUMHUIECKIX
NIpeBpaIIeHui, OOBEIMHEHHBIX MEXIy CO0OH CB3YIOIIMMH MeTadommyec-
KHAMH ITyTSMH.

Kak paBHOBecHast cucTeMa pa3HOHANPABJICHHBIX ITPOIECCOB OOMEH Be-
IIECTB HE MOXET OBITH IEIUKOM H3MEHEH B KaKOM-TO OJJHOM HAaIlpaBJICHUM.
[Tpwn mo6oii hopme maToIoruu CKOpocTh M 3GHEKTUBHOCTD PA3IMIHBIX XUMH-
YECKUX PEaKLUi M3MEHSETCs] pa3HOHANPaBICHHO. Tak, IpH MHCYIMHO3aBUCH-
MOM CaXapHOM JuadeTe YCHIMBAIOTCS TIFOKOHEOTEHHOE 00pa30BaHKE TITHOKO-
3Bl M pacraj TIIMKOTeHa, HO TopMo3sTest mukin Kpebca n meHro3odocharHbit
yTh. [Ipn QeHunkeToHypun CHIKaeTcsl ypoBeHb 00pa30BaHMs MENAHUHA, HO
YCHUIIMBAETCS MIPOAYKIHUS (PEHUIITHIAMHHA.

Jis perynaiumu oOMeHa BEIIECTB 3BOJIIOIMOHHO C(OPMHPOBAINCH pa3-
HOOOpa3HbIe MEXaHM3MBI, BBICTYMAIONINE B POJIM MHCTPYMEHTOB TOHKOI Ha-
CTPOHKH METa00JIN3Ma, T. €. 3TH HHCTPYMEHTHI 00ECTIEUNBAIOT KOPPEKIHIO Ka-
TATNTHIECKOW aKTUBHOCTH (DEPMEHTOB, @ TaKKe CHOCOOCTBYIOT M3MEHEHHIO
KOH(OPMAaLOHHBIX MTApaMETPOB M, KaK CIeICTBHE, a(PUHHOCTH peLenTop-
HBIX OCJIKOB K CBOMM JIUTaH/AAM.

OTH GOpMBI KOHTPOJISI OCHOBAHBI HA XUMHYECKOW CHIHAJIM3ALMH C yda-
cTHeM cyOCTparoB, HOHOB, TOPMOHOB, HEMPOMEINATOPOB U AHTUTEN. Y MHO-
TOKJICTOYHBIX OPTaHU3MOB, MIICKOIUTAIOIINX ¥, B KOHCYHOM UTOr€, y YeJIOoBe-
Ka 9BOJIIOIIMOHHBIN NpoLece IPHBEN K (POPMHPOBAHHIO BBHICOKOCTICHM(DUIHBIX
BapUAaHTOB XMMHYECKOH CHUTHAIM3ALWH, BKIIOYAIOIIUX YYaCTHE SHIOKPHUH-
HBIX, HEPOMEIMATOPHBIX U HEHPOIHAOKPUHHBIX PETYISTOPOB, B3aUMOJEHCT-



BYIOIIUX MEXIY cO00#. PerymsropHble CHTHAIBI W aHTUCHUTHAIBI 00Opa3yroT
WHPOPMAIIMOHHBIC CETH, TAaKWE KaK, HANpUMEp, WAHOTUI-aHTHUIAOTHUITH-
YecKast CeTh MMM YHOJIOTHYSCKUX B3aUMOJICHCTBUHA.

[Ipu ocymIecTBICHNN CUTHABHON PETYIISAIUA MeTaboI3Ma aKTHBAIUS H
WHAKTHBaNusA  (EPMEHTOB MOTYT IPOUCXOIUTh TaKKe HA  HOCHI-
MPAHCIAYUOHHOM YPOGHe, TIPHIEM B POJIH aJUIOCTEPUICCKUAX PErYIIITOPOB MO-
T'yT BEICTYIAaTh Pa3HbIC XUMUYCCKHEC CUTHAJBI — MOHBI, TOPMOHBI M CaMH Cy0-
ctpaThl. bonbmioe perynsTopHOe 3HAaYEHHE MOXKET UMETh aIPEeCHOE 3aKperuie-
HUEC (PEpPMECHTOB B TE€X WM WHBIX KOMIIAPTMEHTAX KICTKH W HAa COOTBETCT-
BYIOIIUX OmomeMOpaHaxX opraHeil. V3BeCTHYIO pONIb WTpacT BO3MOXHOCTH
M3MEHEHUS C IIOMOIIBI0 TOPMOHOB HPOHUYAEMOCHU KNeMOYHbIX MeEMOPAH, 9TO
MTO3BOJISICT BAPHUPOBATh YCIOBUS MPOTEKAHUS META0OIMUYCCKHUX IPOIECCOB U
JTIOCTYITHOCTh META0OJIUTOB B PA3JIMYHBIX YACTIX KICTKH.

Amoctepriyeckre MEXaHU3MbBI METaOOIMYECKOW PEryISsIIAN, BOSHUKIIIHES
Y ONHOKJIETOYHBIX OPTaHW3MOB, HE MCYE3IH, a, HA00OPOT, COXPAHSIOT CBOIO
aKTyaTbHOCTh W V BBICIINX OPraHW3MOB. Tak, HalpuMep, UMCHHO aJUIOCTEPH-
YECKUM TMOCTTPAHCIAIUOHHBIM ITyTEeM KOPTHKOCTEPOHIIBI aKTHUBUPYIOT Y de-
JIOBeKa KIFOUeBOH (hepMeHT KaTtabonm3Ma TpunrodaHa — mpunmogpanokcuze-
Hazy.

PerynsaropHble cUTHaIIFHBIE XUMHUYECKAE BO3ACHCTBHSI MOTYT HEMOCPEI-
CTBCHHO WM Yepe3 IOCPEIHUKOB BO3NICHCTBOBATh M HA KIICTOYHBIA TEHOM,
H3MEHSS TIOPSIOK U CKOPOCTh MpAaHCKpunyuu 2enos. [1pu 3TOM TPOUCXOIUT
KOMITJIEMEHTAPHOE B3aMMOJICHCTBHE XUMHUYECKOTO PETYIIATOPA C AIEMEHTAMH
TCHETHYECKOTO almapara, BOCIPHHAMAIONIMMHA ¥ PacIIA(POBHIBAIOIIAMHI
curnai. CUrHain crmocoOeH BBI3BaTh H3MECHEHHE TPAHCKPUIIINK MaTpHII, 00ec-
MIEYNBAONINX OMOCHHTE3 (DEPMEHTOB WIIM PEIETITOPOB, KOTOPHIE UCIIONB3YIOT-
¢S B XOJIe METa0OIMIECKOro mporecca. Kpome Toro, MOXeT MOAYIHPOBATHCS
CKOPOCTb W XapakTep HOCMMPAHCKPUNYUOHHOU MOIU(PHUKAINN MATPHUIl U
cyms6a nonroxuBymmx PHK.

Haxkoren, xuMudeckne OHOPETYAATOPHI CIIOCOOHBI BMEIIMBATHCS U B
MIPOTIECC MPAHCAAYUU, BIUASASA HA €Tr0 HHUIAAINIO U 9PPEKTHBHOCTb.

PerynsaropHple MexaHU3MBI OOMEHA BEIIECTB TAKOBBI, YTO MPH TapaHTHU
MO ACP)KaHUS JHHAMUYCCKOW ONTUMAIIFHOCTH BHYTPEHHEH Cpeasl OHH MOTYT
C TIOMOIIFI0 MHUHUMAJBHBIX WH(POPMAIMOHHBIX BO3ACHCTBHIA 0OECIICUNBATH
OCYIIECTBIICHHUE IIETIOTO aHCAaMOJIsI METaOOIMYCCKUX CIABHTOB. JTO JTACT BO3-
MOKHOCTh METa0OIIM3MY B IIETIOM OBITh THOKMM U JOCTHTaTh COOTBETCTBYIO-
VX IIeTIeH B Pa3HBIX YCIOBUSX, MIPH PA3IMYHOM HaOOpE MUIIEBHIX MOJICKYI C
MaKCHMAIIGHOH 3(PPEKTUBHOCTHIO W TPU MHUHAMAIBHOM KOJIHYECTBE MOO0Y-
HBIX TIPOIYKTOB.



NEKUMA 1. NEPEBAPUBAHUE U BCACbIBAHUE
OCHOBHbIX TUNOB NMUTATEJIbHbIX BELLECTB

HccnenoBanust MpoIeCCOB CEKPELMH MUILEBAPUTENBHBIX COKOB M Iepe-
BapHBaHMS MMUIIH SBJSIIOTCS MPAKTUYECKH CAMbIMH PaHHUMH OMOXHMHYECKH-
MH HCCIIC[OBAaHUSIMHU, CTOSIIMMH Y HCTOKOB (DOPMHPOBAHMSI COBPEMEHHOMN
HayKky — OnoxuMun. OCHOBHBIMHM HCTOPUYECKMMH BEXaMU Ha 9TOM IyTH ObUIH
OTKpBITHE CIIOCOOHOCTH JKEITY/IKa CEKPETHPOBATh COJITHYIO KHCIOTY M OIHCa-
HUE EePMEHTAaTUBHOTO I'MIPOIH3a OeKa M Kpaxmaia ¢ y9acTHEeM KeIyZ0uHO-
T'O COKa U CIIOHBI COOTBETCTBEHHO.

OTKpBITHE TPOIYKIMHN JKEITYIKOM COJITHOW KHCIOTHI MPUHAUICKUT ame-
puKaHCKOMY Bpady Buibsamy bromony. B 1822 ronqy oH oneprpoBa nanueHTa
C paHeHHEeM >Kelyzka. [lareHT omnpaBMIICS OT paHEHHs, HO Y HErO OCTalIach
KenmynouHast ¢ucmyna M B. BIOMOH BOCIONB30BasiCSI BOZMOXXHOCTBIO TIOITY-
4aTh ¥ U3Yy4aTh KeITyIOUHBII COK B JJI000E BPEMsI CYTOK — KaK B MOMEHT IpH-
HSTHS ITUIIH, TAaK ¥ 1ocie. XUMHYECKUH aHaIu3 JKEITyJOYHOr0 COKa MOKa3al,
K OOJBIIOMY yJIWMBJICHUIO MCCIEAOBATENs, NPUCYTCTBHE HEOPraHWYECKOH CO-
JITHOW KHCJIOTHI B JOCTATOYHO BBICOKOW KOHIIEHTPALMH. JTO HAOIIOACHHUE 10-
3BOJIWJIO BIOCIIEICTBHU CHOPMYIHPOBATH OONIMH NPUHIUII YHUKAJIFHOH Cek-
penuy pa3IuIHBIX HEOPTaHWIECKUX BEIIECTB M THIPOIUTHIECKUX (DEPMEHTOB
CHEUMaIN3UPOBAHHBIMY KJIETKAMHU U KeJIe3aMH KeTyT0THO-KHUIIEIHOTO TPaK-
Ta.

Ha ocnoBanmm Gosiee MO3MHHUX JIOMONHUTENBHBIX HCCIEIOBAHUNA MPUH-
1 (pepMEHTATUBHOM Jerpafalliy TUTaTEeIbHBIX BEIIECTB MOIYIMI Bceooriee
npusHaHWe. B wactHOCTH, Hemenkuit aHatoM u Qusuonor Teomop IlIBanH B
1836 rogy omcan criocOOHOCTD JKETYOYHOTO COKa PACIIEIUIATh ATbOYMUH B
TIPUCYTCTBUH Pa30aBIIEHHONH KUCIOTHI. B pe3ymbraTe MpoBeIeHHBIX dKCIIEpH-
MmeHToB T. IIIBaHH mpwIIen K BBIBOAY, YTO B JKEIYTOYHOM COKE MIPUCYTCTBYET
HEeKHnH (hakTop, NerpaAnpyIomui aTb0yMIH B KUCIIOH cperie, KOTOpBIi OH Ha-
3Bai nencurnom (OT rped. PEPSIS — nepeBapuBaHue). B HacTosIee BpeMs Ipo-
LIECCHl CEKPELHH IHIIEBAPUTENBHBIX COKOB, IIEPEBAPUBAHUSA M BCACHIBAHUS
MUTATEIbHBIX BEIIECTB M 3JIEKTPOJIUTOB U3yYEHBI IOCTATOYHO JETAIBHO.

OCHOBHBIE TPYIIIIBI MATATENBHBIX BEIIECTB, KAK N3BECTHO, IPEICTABICHBI
OenkaMu, XUpaMu M YIIIEBOJaMHM. Pa3miuHble THIBI IPOAYKTOB NMUTAHHS MO-
T'YT LEIUKOM YJOBJICTBOPSTH MHUILIEBBIM ITOTPEOHOCTSIM YEJIOBEKA, JaXe eCIh
OHH OTJIMYAIOTCSA MO COOTHOUICHHWIO B HUX OENKOB, YITIEBOZOB M JKHPOB, a
TaKKe 10 COOTHOLICHHUIO TTEPEBapUBAEMOT0 U HETIEPEBAPHBAEMOr0 MaTepuaa.
He nopBsepraromyiecss n3MeHEHHSIM KOMIIOHEHTBI PACTHTENBHBIX IPOAYKTOB
OPEICTABICHBI BOJIOKHUCTBIM MaTepuaaoM (KICTYaTKOM), KOTOPBIA HE mepe-
BapuBaeTCs HU (epMCHTAMHU UYCIOBEKa, HU (PEPMEHTAMHU KHUIIIECYHOU (IIOPEIL.
BonokHHUCTBIN MaTepuai NMpecTaBlieH ITIaBHBIM 00pa3oM yITICBOAAMH, TaKH-
MH Kak 1esmonosa (0-1,4-Tirokan) W MeKTHHBI (CMECH METHIIBHBIX 3(PHUPOB
HOJIMTAIAKTYPOHOBOM KHCIOTHI, [TOIMTAIAKTO3bI U TIOIHAPaOUHO3E).



I[I/IGTI)I, BKJIFOYAIOMIME BBICOKOC COJACPIKAHUC KIICTYATKH, B HAIIC BPCMs
MOJB3YIOTCA onpezleneHHoﬁ OomyJISIpHOCTBIO BCIICACTBUC TOT'O, YTO, KAK IOJIa-
raror, BOJIOKHHUCTEII MaTepual MUIICBBIX NPOAYKTOB PACTUTCIIBHOI'O ITPOUC-
XO0XKACHUA NPCIATCTBYCT PA3BUTHIO paKa TOJICTOI'O KUIIICYHHKA.

3Hanue IpUpOAbL OCIKOB U YTIJIIEBOAOB, BXOISAIIHUX B HI/IIHGBOﬁ panroH
YCJIIOBCKaA, ‘lp€3BI>I‘IaI\/'IHO Ba)KHO C KJIMHHYECKOH TOYKHU 3pCHUA. Bonbiias yacthb
OCIIKOB U YIJIIEBOAOB B IMPOAYKTAX IMUTAHUSA J'IIO,HGfI npeacTaBJICHa HOPMAJIb-
HBIMU, T. €. O6I>ILIHI>IMI/I, JICTKO pacHICIUIACMbIMH COCTABJIAIOIIUMUA (I/IHl"peI[I/I-
CHTaMI/I). OZ[HaKO MNPUCYTCTBUC B MPOAYKTAX IMUTAHWA HCKOTOPbIX KOMIIOHCH-
TOB MOXKCET IOCITYKWUTb HpH‘IHHOﬁ BO3HUKHOBCHHUA KCITYAOUYHO-KHUIICYHBIX
paCCTpOﬁCTB Y OTACJIBbHBIX IMAITMCHTOB, IMOCKOJIBKY 3T KOMIIOHCHTBI HC B CO-
CTOSAHUU TICPCBAPUBATHCA B HUX IMHUIICBAPUTCIBHOM TPAKTEC. Uckmrouenne u3
quciia MPOAYKTOB IMUTAHUS HCKOTOPBIX WX BHUAOB, BbI3BIBAIOIINX HAPYIICHUC
nmUuIeBapeHus, U 3aMCHa UX APYIrUMU MOT'YT IOJHOCTBIO YCTPAHUTH CYILECT-
Byromiue HpO6JI€MI>I C INUTAHUCM Yy OTACIIBbHBIX JIIO,Heﬁ. HpI/IMCpaMI/I KOMIIO-
HCHTOB NHUIIH, KOTOPbIC MOT'YT BbI3bIBAaThb HAPYHICHUS IMUIICBAPCHUSA, CIIYXKAT
2nrwomeurH — OJHa H3 OCIIKOBBIX (bpaKL[I/Iﬁ HNIICHUIIBI — U JIaKmo3a — TJIaBHBIN
Aucaxapua MOJIOKA.

OpraHbl Xenygo4Ho-KMWe4YHOro Tpakrta
UMEeT MHOXeCTBEeHHbIe d)yHKLIVIVI B nepeBapuBaHnn

COBOKYITHOCTb ITOTJIOIIAEMBIX ITUTATEIBHBIX BEIIECTB COCTOMT U3 OOIb-
IIIOT'0 YHCJIA MOJINMEPOB, KOTOPHIE JOKHBI OBITh pacIeTuIeHbl 0 MOHOMEPOB
nepes TeM, Kak OHU BCOCYTCSI M CTaHYT JOCTYIHBIMU AJISL BCEX KJIETOK Opra-
Hu3Ma. [Iponecc paciieruieHust U BCachIBaHUS MUTATENBHBIX BELIECTB Ipea-
CTaBISIET COOOM CIOKHYIO ITOCIEAOBATEIFHOCTD PEAKIUH, KaTaTH3HUPYEMbIX
MIUIIEBAPUTENBHBIMU (pepMeHTaMu. OCHOBHBIE 3TAITBI 3TOTO MPOIIECCa CBOIST-
Cs K CIIEAYIOIEMY:

MEXaHWYECKOE pa3MeIbUeHUE NMUIIM M CMEIINBaHUE TBEPIBIX YACTHIL
C NUIIEBAapPUTEIBHBIMU COKAMHU, CEKPETHPYEMBIMH JKEJIE3aMH IKEITyAOYHO-
KHIIIEYHOTO TPAKTA,

CeKpenusl THIIEBAPUTEIbHBIX (DEPMEHTOB, KOTOPBIE THAPOIM3YIOT
MaKpOMOJIEKYJIBI 10 OJIMTOMEPOB, AUMEPOB M MOHOMEPOB,

CEKpELHsl IIEKTPOIUTOB (KHCIOT M OCHOBAHMIT), CO3IAOIIMX OIITH-
MaJIbHBIE YCIOBHS TSl (DYHKIIMOHUPOBAHHMS IUIIEBAPUTENBHBIX (DEPMEHTOB,;

CEeKpeIHs JKETYHBIX KUCJIOT, BBICTYIAIOMINX B POJIU JETEPreHTOB, KO-
TOpBIE COMOOMIN3UPYIOT JIUIH/IBI M 00JIEr4aroT UX BCACHIBAHUE;

THAPOJIN3 OJMTOMEPOB M JMMEPOB MUTATEIBHBIX BEIIECTB (hepMEH-
TaMH MOBEPXHOCTH TOHKOTO KHIIICYHHUKA,;

TPaHCIIOPT MOHOMEPHBIX MOJIEKYJI U AJIEKTPOJIMTOB U3 IIPOCBETA TOH-
KOT'0 KHIIIEYHNKA YePEe3 UTEITHAIbHBIC KJIETKN B KPOBb U TUMQY.

BeimonHeHne 3THX MHOTOYHCIEHHBIX (DYHKIMI CHCTEMBI NMUIIEBAPEHUS
3aBHCHUT OT JEATEIBHOCTH CHEIMAIN3NPOBAHHBIX KIIETOK JKEIyIKa, XKEIe3 U
SMUTEIUANBHBIX KJIETOK TOHKOTO KHIIEYHHKA, BXOISIINX B COCTAB XKEIyH0d-
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HO-KHILIEYHOTO TpakTa 4yejaoBeka. OCHOBHBIC OpPraHbl, IPHYACTHBIEC K MTHIIEBa-
peHuto, n uX QyHKIUK peIcTaBieHs! B Tadm. 1.1.

Tabnuya 1.1. Opeanvt nuwesapenus u ux OCHo8Hvle QyHKYUU

Opran OcHoBHasl (QYHKIHS B IIpolecce IepeBapiBaHUs U BCAChIBAHUS
CimoHHBIE JKeme3bl Cexpelusi cOKa U MUIIEBAPUTENBHBIX (PEPMEHTOB
Kenynok Cekpennst HCI, mpoTeonutideckix u JIMIOINTHIECKUX HEPMEHTOB
IMomwkenynounas xeneza | Cekpenust NaHCO3 u hepMEHTOB 111 TOTOCTHOTO IUIIECBAP CHUS
ITeuens ITpomyKIHs JKeTIHBIX KUCIOT
JKemunslii ny3sIpb XpaHeHHe U HAaKOIUICHHE JKeITIH
ToHKUI KHIIEYHUK 3aBepriaromue CTaJHU PACIICIICHHS TUTATEBHBIX BEIIECTB
U BCAChIBaHHE MOHOMEPOB U DIICKTPOIHTOB
ToncThlil KHIIEYHUK BcaceiBaHHE JIEKTPOIUTOB

IomxenynodHas xkene3a U TOHKUN KUIIEYHUK SIBISIIOTCS OCHOBHBIMU Op-
raHaMHM THIIEBapeHNs U BCAChIBAHWS NHUTATEIbHBIX BemlecTB. K cuacTeio, 0ba
OpraHa UMEIOT OIPOMHBIE PE3EpBHBIE BO3MOXKHOCTU. Hampumep, HapymieHus
MIUIIEBApEHHs, 00yCIOBICHHBIE AUCHYHKIMEH MOIKETYA0UYHOM XKemes3bl, cTa-
HOBSITCSI IEHCTBUTEIIFHO IIPOOJIEMOI TOJIBKO TOT/IA, KOTJIa CKOPOCTh CEKpPEeINn
(hepMEHTOB 3TOH KeJIe30i YMEHBIIAETCS 0 BEJIMYMHBI, COCTABIIAIONICH MeHee
OJTHOH JecsTOll HOPMaJbHONH CKOPOCTH CeKpelnnH. BripaboTka IeueHbio sxen-
YM SIBISIETCSI BaKHEUIINM MOMEHTOM It 3()(h)eKTHBHOTO BCAChIBAHUS JIUIIH-
JIOB, KOTOPOE 3aBUCHT OT IIPUCYTCTBUS KEITYHBIX KHCIOT B HEOOXOIMMBIX KO-
JINYECTBAX. B MPOTUBOMNOIOKHOCTh CKa3aHHOMY II€pEBAPUBAHHUE MUILIU B JKe-
JIyJKE HE SIBISAETCS ONPENEIIIONINM ANl aeKBATHOIO MUTAHMS U ITOTEPSI STOHU
(GYHKIMH MO>KeT OBITh KOMIICHCHPOBAHA IOJKEITyIOYHON KeNe30i U TOHKUM
KUIIEYHNKOM. BMmecTe ¢ TeM HOpMaibHOE (DYHKIMOHHUPOBAHHE JKEIyIKa Cy-
IIIECTBEHHO NOBBIMIACT 3((PEKTUBHOCTh M TOHKYIO «HACTPOWKY» Ipolecca
MIUIIEBApPEHNsT B IEJIOM. B 94acTHOCTH, KEITyIOK BBHINOJHAET (DYHKIHUIO Iep-
BUYHOTO pe3epByapa, B KOTOPHIM NHIIA IOCTYIAeT, OH oOecreunBaer Iepe-
MEIIMBAaHUE TUINM ¥ IPeIBapUTENbHBIN THAPOIN3 OENKOoB. DTH paHHHUE CTa-
JH (pepMEHTaTUBHOM 00paOOTKHM OENKOB XOTS M HE3HAYUTEIbHBI, HO YPE3BbI-
YaifHO BaYKHBI JUISI CTUMYIISAIMH (YHKIIMH TOKETYI0THOHN JKEeNe3bl U KeITIHO-
ro my3sIps. OOpa3zyromuecs B pe3yabTaTe IpeIBapUTEIbHOI0 THAPOI3a Oel-
KOB B JKeJIyZIKe OoJyiee KOPOTKHE HENTHIBI U CBOOOIHBIE aMHHOKHCIOTHI BBI-
CTYHAlOT B POJIH COCIUHEHNI — CTUMYIISITOPOB, KOOPAUHUPYIOLINX BBIIEICHNAE
MIUIIEBAPUTEIHHOTO COKa MOPKEYJOYHON JKeJIe30i M BBHIOPOC JKedu B TIPO-
CBET TOHKOTO KHIIEYHHKA, IOCPEACTBOM dero obecreunBaercs 3()(eKTHB-
HOCTb NIPOTEKaHMsI BCETO MPOLECca MUILEBAPEHUSI.

I'Io.q)Keny,qqua;l xXenes3a nocraBndaeT (*)epMeHTbI
AnA nepeBapuBaHnA B TOHKOM KULUeYHUKe

Co Bpemenu oTKpbITHs T. I1IBAaHHOM >KEITYJOYHOTO MPOTEOIUTHIECKOTO
(epMeHTa — nencuna yTBEPIUIOCH MHEHHUE, YTO PACIICIVICHHUE HIIEBLIX O1o-
MOJIMMEPOB  KaTAJIM3UPYETCs] BOJAOPACTBOPHMBIMU ()EpMEHTAMH M JTaHHBIN




MpOILECC IPOTEKACT B IIPOCBETE JKENYIKa U TOHKOTrO KulleyHnka. OIHAKO OKa-
3aJI0Ch, YTO HE JKENYIOK, a ITO/PKETyIOYHAs JKelie3a SBISCTCS TNIAaBHBIM Opra-
HOM, OOECHECYMBAIONIMM CHHTE3 U CEKPELHUIO ITOJABJISIONICr0 OOJBIIMHCTBA
(bepMeHTOB, HEOOXOIMMBIX VIS NiepeBapHBaHus MUIH. KonnyecTBo cekpeTH-
PYEMBIX THAPOIUTHYECKUX (PEpMEHTOB cocTaBiseT okoio 30 T Oenka B CYyTKH
Y B3pOCJIOrO 3J0pOBOTO 4enoBeka. DepMeHTHI MOMKETyJOYHO Kele3bl BMe-
CTe C JKEeIUYbI0 M3JIMBAIOTCS B IPOCBET BTOPOM (HUCXO/ISIIECH) IIOTOBUHBI Jge-
HaoyamunepcmHol KUKy Tak, 4To OOMNbIIast 4acTh PEaKIMH pacCIIeIUICHUS
NPOTEKaeT AUCTAlIbHEE 3TOr0 MEeCTa — B TOHKOM KHUILeYHHKe. VI3BecTHO, 4TO
(bepMeHTBI, MPOAYLHPYEMbIEC MOMKETYIOTHON JKeNe30i, HE MOT'YT MOJHOCTBEO
pacIIeUTh MUTATENbHBIC BEIECTBA A0 COCTOSHHUS, B KOTOPOM OHH MOTYT BCO-
catbes. Jlaxke TociIe MIMTENPHOTO KOHTAaKTa OCJIKOB U YIJIIEBOJOB C (hepMeH-
TaMH MODKEITYJOYHOM KeJIe3bl CyNIeCTBeHHAs YacTh CaXapoB U AMHHOKHCIIOT
NPUCYTCTBYET B BHJE TUMEPOB, TPHMEPOB U OJMTOMEPOB, KOHEYHOE pacIlier-
JICHHE KOTOPBIX 3aBHCHT OT YH3UMOB, ACHCTBYIONIMX HA TTOBEPXHOCTH TOHKOT'O
KUIIECYHUKA, T. €. B IpeJenax INAaBHBIX OOKIaJOYHBIX KIETOK SMUTEIUS — 9H-
mepoyumos.

OOpaleHHbIe K MPOCBETY KHUIIEYHUKA ITOBEPXHOCTH IUIa3MATHYECKHX
MeMOpaH 9HMmMepoyumog CWJIbHO YBEIMYEHBI 32 CUET MHOXKECTBA PETYISPHO
pachoNoXeHHbIX BHICTYIOB quameTpoM 100 HM, Ha3bIBAEMBIX MUKPOBOPCUH-
Kamu, KOTOPbIE UMEIOT BH WyenKuy U 00pa3yloT wemounyr KaemKy Ha I0J0-
crHoM (ammKaiabpHOM) momoce dHTeponuToB (puc. 1.1). DT manbleBHAHbIE
BBIPOCTHI TUIa3MAaTHYECKOH MEMOpaHBl SMHUTEIHATBHBIX KICTOK KHIICYHHKA
CHJIBHO YBEIIMYHMBAIOT €€ MMOBEPXHOCTH M, CIIENOBATENBHO, CKOPOCTh MOCTYII-
JICHHsT MOHOMEpPOB B KJIETKY. BHeIIHHe mia3MaTudeckiue MeMOpaHbl SHTEPO-
IIUTOB COJEP)KAT MHOTOYHCIICHHBIC (EPMEHTHl — IU- M OJUTOCaxapHIa3bl,
aMHHO- M JTUIENTHIA3b], a TAKXKe 3CTepasbl, KOTOPBIE M 00ECIEYNBAOT OKOH-
YaTeNnbHOE pacUICIUICHHE JUMEPOB U OJIMTOMEPOB CaXapoB U aMUHOKHCIIOT JI0
MoHoMepoB (Tabm. 1.2).

Puc. 1.1. Muxpogomoepaghua wemounoti Kaemxu, NOAYYEHHAS C NOMOWBIO CKAHU-
PYIOWezo 3NeKmpoHHO20 MUKPOCKONA. X0pouto 8UOHO, HACKOILKO GEUKA NIOWAOL HO-
BEPXHOCMU, Yepe3 KOMOPYIO NPOUCXOOUM BCACHIBAHUE NPOOYKIMO8 NUesapeHus

[17, c. 746]



Tabnuya 1.2. Cy6cmpamnas cneyughuuHocms (hepmenmos s3Hmepoyumos

DepmeHT

(TpUBHAIBHOE HA3BAHUE) CyGerpar
Maspraza Mabro3a
Caxapasa Caxapo3sa

I'mrokoammmnasza Ammiioza
b-rirokozumaza I'moko3unepamu

PacuieruieHne BHYTPEHHUX MENTUIHBIX CBA3EH
110 TUIPOoOOHBIM aMUH OKHCIIOTAM
OnuronenTtHy ¢ HEUTpaIbHOI
N-KOHIIEBOII aMUHOKH CJIOTOM

Duponentuaasa 24.11

AMPIHOHCHTI/II[BB& N

Amunonenrtuaaza A OnuronenTuy ¢ Kuciuoil N-KOHI[€BOIl aMHHOKHCIIOTOM
Junentuauiamuaonentuaasa 1V Onuronentuasl ¢ X-Pro mm X-Alana N-konne
gl nyramuntpancdepasza I'myTaTHoOH + aMHHOKHUCIIOTA
DHrepornenTraasa (YHTEPOKHHA3a) TpuncuHoreH

MHorue u3 3THX (EPMEHTOB BBICTYMAIOT W3 MEMOpAaHBI B MOJNOCTH KH-
mreunnka npumepro Ha 100 A, yrepxusascs B miazmatuueckoii MemGpane 3a
CUET MOJUIMENITUIHOTO «SIKOPSD», KOTOPBIA caM 1o cebe He MPUHUMAET YIaCcTHs
B KaraiuTuueckoM akte. CybcTparamu 3THX (DEPMEHTOB CIIY)XAT IPOIYKTBI
ruponu3a OelKoB U YIJIEBOJOB, 00pa3yIomuecs Mo ACHCTBHEM (hepMEHTOB
HODKEITYJOYHOM Keye3bl. DH3UMBI [Ia3MaTHICCKON MeMOPaHbl SHTEPOIIUTOB
OTHOCATCSL K KJIACCy 2IUKONPOmMeudos, KOTOpble TOCTATOYHO YCTOWYHMBBI K
NEHCTBUIO TPOTCONUTUYCCKUX U JIHIONIUTHICCKUX (DEPMEHTOB TOKEITy 104~
HOM JKeNe3bl W JeUCTBHIO aeTepreHToB. COBOKYIIHOCTH THAPOIMTHICCKUAX
(epMEHTOB Ha MOBEPXHOCTH MHKPOBOPCHHOK (POPMHUPYET TaK HA3bIBAEMBIA
2IUKOKANUKC, KOTOPBIM XOPOIIO Pa3iiddiM Ha 3IEKTPOHHBIX MHUKpOdOoTOrpa-
¢dusx (puc. 1.2).

Puc. 1.2. Iuxoxamukc Ha nOGepxHo-
CMu MUKPOBOPCUHOK DNUMENUATLHBIX
KIeMOK MOHKO20 Kueunurka (6visa6-
JIEHO Memooom 21yb0Ko20 npompas-
aueanus). Tosepxnocms  kadicoot
MUKPOBOPCUHKU ~ NOKpblma  cepuell
8bINYKIOCMell, Komopvle, Kak Hoaa-
earom, npeocmasiaom cooou uHme-
epanvhvle 6enxu. Inuxoxanuxc, no-
Kpbleaiowull 8epxyuiki MUKposopcu-
HOK, cocmoum u3 cemu 2nuKonpo-
meuodo8 u nuujesapumenvuvix ¢ep-
menmos [18]




CJ'IGHYIOHII/IM MCECTOM IMEpCBApHBaHUA IMUTATCIbHBIX BCHICCTB SABJISICTCA
HUTOILIa3Ma SHTCPOLMTOB. BHyTpHKHeTOQHOC MUIICBAPCHUEC B DHTCPOLUTAX
HUMCCT OIPCACIICHHOC 3HAYCHUC B OCHOBHOM [UIS TUAPOJIM3a AW- U TPUIICIITH-
J0B, KOTOPBIC CIIOCOOHBI MPOHUKATDh YCPE3 IMIa3MATUYCCKYIO MCM6paHy 9THUX
KJIICTOK.

MuweBapuTenbHble (hepMeHTbl CEKPeTUPYITCS
B BuAe 3MMOreHoOB

CIIIOHHBIE JKeJIe3bl, CIU3KUCTast 000I0UKa JKEIYIKA U IIOMKEITyI0YHAs HKe-
Jie3a COMIepIKaT CHELUATN3UPOBAHHBIC KIICTKH, PEAHA3HAYCHHBIE Ul CHHTE-
3a, YIAaKOBKW» B BE3HKYJBI U BBIOpOCa (DEPMEHTOB B IPOCBET JKEIYAOYHO-
KHUIIIEYHOTO TpakTa. Takoil crocod CeKpelru HAa3BIBAIOT IK30KPUHHBIM BCIIE]I-
CTBHE TOTO, YTO BBIICJICHHE OIPEACICHHBIX IPOIYKTOB OMOCHHTE3a OCYIIECT-
BIIICTCS. HE B KPOBbB, & HEMOCPECTBEHHO B MOJOCTh COOTBETCTBYIOLIETO Opra-
Ha nmmieBapenns (puc. 1.3).

Mpoceer npotoka

JMMOrEHD B HE

Tank
(hOpMHpD E 3HHA
gHY N B KOMANEKGE
MoneA%u

Priocome

Puc. 1.3. Cxemamuuecxoe uzopasicenue npoyecca cekpeyuu npogepmenmos (3umoee-
HO8) ayuHapHOU KiemKoi nodicenydounoi scenesvl (no pucynxy G. Palade us [1, m. 2]

Benkn, npennazHaueHHBIE A1 CEKPENINH, CUHTE3UPYIOTCSL HAa pHOOCcCOMax
[IEPOXOBATOTO HIOILIa3MaTiaeckoro perukyinyma (OI1P), koTopsiit ocobeH-
HO pa3BUT B TaKMX OK30KPHHHBIX KieTKaX. N-KOHIEBbIE aMHUHOKHCIIOTHBIC
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YYaCTKHA CHHTE3UPYEMBIX CEKPETOPHBIX OENKOB COAepkaT Crelu(pUIecKre
CHUTHAIBHBIC TTOCIIEJOBATEIbHOCTH, KOTOPbIE 00ECIeUNBaOT 3aKPEIUICHHUE PH-
6ocom Ha MemOpanax JOIIP mocpenctBoMm «npomackusanusn» N-kKoHIa Oenka
yepe3 MeMOpaHy BO BHYTPHBE3WKYISIPHOE IPOCTPAHCTBO SHAOILIA3MaTHUe-
CKOTO PEeTHKYyJIyMa. AMHHOKHCIIOTHI, ()OPMHUPYIOIINE CUTHAIBHYIO IOCIEN0-
BaTENb-HOCTh, MOT'YT OBITH 00pe3aHbl IpHU MocieayomeM npoueccudre. Cek-
peTopHbIe OENKM 3aTeM TPaHCIOPTUPYIOTCS OT SHAOIUIa3MAaTHYECKOTO PeTH-
KyJIyMa B KOoMIIIeKC [ 0b/0kN B cocTaBe HEOOIBIINX MEMOPaHHBIX BE3UKYIl. B
LUCTEPHAX SHIOIIIA3MATHYECKOIO PETUKYJIyMa M B anmapare ['ombmxu mpo-
HCXOJWT TIMKO3MIMPOBAHIE MHOTHX OCIIKOB ITOJ ACHCTBHEM (epMEHTa 2/iu-
KO3Uunmpancgepasol.

BrocniencTBuM cekpeTopHBIE OEIKHM YIAaKOBBIBAIOTCS B Oojee KpyIHBIE
BE3UKYJIbI AUAMETPOM TNPHOIM3UTENHHO 1 MKM, KOTOpPBIE BBITOIHSIOT (yHK-
LUI0 KOHTEHHepa 10 MONydeHHs KIETKOW CHUrHaja K cexpenuu. PazmudHble
nporeassl, oconunaza A u Apyrue TUAPONIA3bl 00pa3yroTCs W XpaHATCS B
(opMe HEaKTUBHBIX IPEIIIECTBCHHUKOB, HA3bIBAEMBIX NPOIHIUMAMU, VI
sumoeenamu. IToaTOMy Takue BE3UKYIIBI-KOHTEHHEPH! HA3BIBAIOT 3UMO2CHOBbI-
MU 2panyramu, KOTOpbIe OTIPaHMYEHBI THIMYHON KIETOYHOH MeMOpaHOH,
HMEIOILEHN TPEXCIOMHOE CTPOEHHE, XOPOLIO BUAHOE € MOMOIIBIO AIIEKTPOHHO-
rO MHUKPOCKOIA BBICOKOTO pa3pelleHNUsI.

[emSog

21« e U

Puc. 1.4. Oxzoyumapnoe ebzdeﬂenue CEKpPemopHbIX 2PaHyll 8 IK30KPUMHOU HaCmu
noodiceny0ouHoil ducenesvl. Jumozenogasn epanyna (3 npubnudicaemcs k eHympennerl
nosepxnocmu niazmamuyeckou memopanvt (IIM). Coedunenue dgyx membpan 6 pe-

3yabImame YUCCIUAHUS RPUGOOUm K obpasosanuto sxzoyumapnot uneacunayuu (OK)
[19, c. 106]

Korna KJICTKAa MOJy4acT COOTBCTCTByIOHIPIfI CUIr'HaJI, I'paHyJibl HepeMe-

mMAarnTCiA K IUIa3MaTHIeCKOM MCM6paHe, CIIMBAIOTCS C HEU U COACPIKUMOC BC-
3UKYJ B XOAC JK3oyumosa HN3JIMBACTCA B IIPOCBCT KEIYAOYHO-KHUIIICYHOTO
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tpakra (puc. 1.4). AKTuUBaIMs 3UMOTIE€HOB ITPOUCXOAUT TOJBKO ITOCIE UX BbI-
CBOOOKIIEHUS U3 KIIETKH.

Perynﬂuvm CeKpeuuun ocyLlecTenseTcs
nopg AencTeBnem CeKpeTOreHHbIX coeguHeHumn

IIponeccbl cekpenuu HH3UMOB M JJIEKTPOJIUTOB TOHKO U KOOpAHU-
HUPOBAHHO PEryaupyroTcs. OU3HONOrH4YecKas Peryisius CEKpelru OCylle-
CTBJIIETCS. C TIOMOIIBIO CEKPETOICHHBIX COEAMHEHHH, KOTOPBIE B3aUMOICHCT-
BYIOT C COOTBETCTBYIOLIMMH PELENTOpaMy Ha 0a3ajJbHONH CTOPOHE HK30KpHH-
HBIX KJIETOK. B poiM Takux CTUMYIMPYIOIIMX COEIUHEHHH MOTYT BBICTYIATh
TOPMOHBI, HEHPOMEINaTOPHhl, COSANHEHNS (PapMaKOIOTHIECKOr0 Ha3HAYCHMS,
a TaKKe HEeKOTOpble OakTepHabHbIe TOKCHHBI. Kak mpaBmiIo, pa3indHbIe 3K-
30KpUHHBIC KIJIETKH XapaKTepH3YIOTCS pa3InYHbIM HAOOpOM pELEeNnTOpOB.
B3anMopeiicTBrE CEKPETOr€HHBIX COEIUHEHUN C COOTBETCTBYIOUIVMMHU PELEH-
TOpPaMHU HHUIMUPYET LEIYIO [[eNb COOBITHH, KOTOPHIE 3aBEPIIAOTCS CIUSIHUEM
BHYTPHUKJIETOYHBIX MEMOpaH 3MMOT€HOBBIX TPaHyJ C IJIa3MaTHIECKUMH MeM-
OpaHaM¥ KJIETOK, YTO NPHBOIUT K BBHIOPOCY TPaHYSIPHOTO COAEPKHUMOTO BO
BHEKJICTOYHOE IPOCTPAHCTBO. B HacTosmiee BpeMs TOCTaTOYHO IOJPOOHO
M3YYCHBI IBa TIABHBIX CUTHANBHBIX myTH (puc. 1.5).

AT WMuodkTon-1 4.5

@ ToMdocdaT cAMD
DH-45F  aTd _j

Pocdonunaza A0EHMNST
Il LMK NEsa

P
HONEUMS TORMHWH . ]
[ |

ALETHMEONMH CerpeTIH

Puc. 1.5. Knemounas pezynayus 9K30KpUHHOU CeKpeyuu 8 KIemKAX NOONCeNYOOUHOU
orcenesvi. IP — sndonnasmamuveckuii pemuxynym; JI" — ouayunenuyepon; IIKC — npo-
meunxunasa C, IIKA — npomeunxunaza A, ®U-45-P, — gocghamuoununozumon-
4,5-ougpocpam [ 20]

[lepBBIii M3 HUX 3aKiIOYacTCss B aKTHBALMH (hochaTHIMINHOZUTOJICTIE-
muduunoit Gochonunazsr C, mox 1elcTBIEM KOTOPOH 00pa3yercsi HHO3UTOIM-
1,4,5-tpucocdar n auanunriunepodn. Ilocnenuue, B CBOIO ouepenb, 3amycKa-
10T BbIcBOOOKIeHHe Ca™" M3 SHI0MIA3MATHIECKOTO PETUKYIyMa B IIMTOILIA3-
My (unozuron-1,4,5-tpudocdar) wiu axruBupyror nporeunkuHasy C (mma-
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LUJITIIMIEPOIT) COOTBETCTBEHHO. J[pyroil CUrHANBHBIN MyTh 3aKIFOYACTCS B aK-
TUBAINH aJICHIIATIIUKIIA3E], YTO 00CCIICUNBACT IMOBBIIICHAE YPOBHS IUKITHYC-
ckoro AMP, ycunuBarouiero akTHBHOCTh MPOTEMHKHUHA3BI A. Pasnuunble cek-
PETOreHHbIE COETUHEHUSI aKTUBUPYIOT OJJUH U3 3TUX CUTHAIBHBIX MyTEH.

Bcro cOBOKYNHOCTb CEKPETOT€HHBIX BELIECTB MPUHATO pa3ieisTh HA TPU
KJacca.

K nepgomy xnaccy otnocar ayemunxonun, KOTOPbIA CTUMYJIUPYET CEKpe-
LU0 CITFOHHBIX JKEJe3, CEKPENHIo ()ePMEHTOB KEIyIKa U TIOHKETYTOTHOM JKe-
JIe3bl, a TAKIKE CEKPELIUIO JIEKTPOJIUTOB.

7 :
CH3—C—0—CH,—CH,—NI(CH3)5
ATETHIEOIIEH
AHGTI/IJ'IXOJ‘II/IH, BCPOATHO, ABJIACTCS I'NITABHBIM HeﬁpOMeI[HaTOpOM, CTUMY-
JIMpYHOIUM IPOHECChbl CCKPCLINH. AHGTI/IJ‘IXOJ‘II/IHOBLIG PeUCITOPbI SK30KPHUH-
HbIX KJICTOK OTHOCATCSH, KaK HM3BCCTHO, K PCUCITOpaM MYCKApHWHOBOT'O THIIA
BCJICACTBUEC TOI'O, YTO OHHU 6J‘IOKI/IPYIOTCH ATPOIIUHOM.

CHs
.
HyC. 0. CH,~N(CHg)g GH,~CH NH
CH O
‘|3H (I.;H N \A
CH—CH, i
Ho' e
lvorapmm ATpomm

DTOT OIOKHPYOMHUA AP EKT aTporHa OONBIINHCTBO JIFOJCH UCIBITAIIO
Ha cebOe. B cromaronmornuecknx kaOMHETaX TaHTHCTHI YaCTO MCIIONB3VIOT JTaH-
HBII OJIOKATOp IS «BHICYITUBAHUSD TTOJIOCTH PTa B MPOIECCE JICICHUS 3y0OB.

Bmopoti knacc cekpeTOreHHBIX COCAMHCHHN BKIIIOYAET HEKOTOPBIE OUO-
eenHvle amunbl. OMHAM U3 TAKUX XOPOIIO W3BECTHBHIX OMOTCHHBIX AMHHOB SIB-
JSIETCS 2ucmamui, CITYKAIIUA MOIHBIM CTUMYJIsTopoM cekperun HCl o6kia-
JTOYHBIME KIICTKAMH XKEITYIKA.

co;

o
4
‘NH—c—CH,—CH—C_ . NH—C—CH,~CH,—NH,
L1y o ]
CH CH 3 CH CH
N N
THCTHIHE TucTansm

OTOT aMUH B3aUMOAEHCTBYET CO CHENU(PUUECKUMH IMCTAMUHOBBIMH pe-
LENTOpaMu B JKEIIyJKe, Ha3blBaeMbIMU Hyp-penientopamu, KOTOpBIE paclolio-
KEHBI Ha 0a3aJbHON CTOPOHE ITa3MaTHIECKOH MeMOpaHbI OOKJIaI0YHBIX Kile-
TOK. J[0 CHX MOp HE CYIIECTBYET €AUHOIO MHEHUSI OTHOCUTEIBHO TOrO, KAKHE
KIICTKH MPOAYLHUPYIOT 2UCMAMUH, YIACTBYIOIIUI B peryisiiuu cexperud HCI.
B xnmHuueckoil npakTiuke 3TOT OMOTeHHbI aMMH M MHOTHE €T0 aHaJIOTH, Jeh-
CTBYIOIIIME KaK aHTaroOHWUCTHl TMCTaMMHA, HCIOIB3YIOTCS UISI KOPPEKIHMH Y
MAIMEHTOB B 3aBUCHMOCTH OT KOHKPETHOH CUTYallMH, CKOPOCTH NPOIYKLHU
HCl.
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Eme oqHuM GHOTEHHBIM aMHHOM, MPUCYTCTBYIOIIMM B JIOBOJBHO GOIb-
MIAX  KOJMYECTBAX B JKEIYJOYHO-KMIIEYHOM  TpPaKTe,  SBISETCA
5-euopoxcumpunmamun (cepomonut).

HO N
C—CH,~CH,~NH;

CH
NH
CepoTOmH

[Ipeamonaraercst, YTO CEpOTOHUH NMPHHUMAET ydacTHE B MpoIeccax Ipo-
nykuun NaCl kietkaMu Cau3ucTol 000JI0YKH TOHKOTO KHIIICYHUKA.

K mpemvemy xnaccy cekpeTOreHHBIX BELIECTB OTHOCATCS creruduye-
CKHE «IHIIEBapUTENbHBIC» IENTHIHBIE TOPMOHBI. B jKemy104HO-KUIIeYHOM
TpaKTe MPUCYTCTBYIOT MHOTOYHCIICHHBIC CIIEIHAIM3HUPOBAHHBIC SIHUTEIHAIb-
HBIE KJIETKH, COJlep)Kallue OOJbIINe KOJIWYEeCTBa OMOJOTMYECKH aKTHBHBIX
aMHUHOB WJIM NenTHAOB. «[IumeBapuTenbHbIe» MENTHAHBIE TOPMOHBI JIOKAJIH-
30BaHbI B OCOOBIX TpaHyiax, OOBIYHO PACTIONIOKEHHBIX OJHM3KO K Oa3abHOMY
TIOJTIOCY ATUX KJIETOK, U BBIOPACBHIBAIOTCSl HEMOCPEICTBEHHO B KpoBb. Hambo-
Jiee BaXHBIMH CEKPETOTCHHBIMH COCIMHEHHUSIMH, OTHOCSIIMNMHUCS K TPEThEMY
KITACCY, ABILSIIOTCS 2ACHPUH, XONeYUCMOKUHUH (NAHKPEO3UMUH) U CEKPEMUH.

T'acmpun cymiecTByeT IIIaBHBIM 00pa3oM B IBYX (hopmax — B BHJE JUINH-
HOro mentuaa u3 34 aMuHOKUCIOTHBIX OcTaTkoB (G-34-11) mmm kopotkoro
nenruna u3 17 amurOKMCIOTHBIX OcTatkoB (G-17-11), xoroperii sBsiercst C-
koHIeBbIM (parmeHToM G-34-l1. Kpome ¢pakumm ractpruHa, cocTOsImed H3
nentunoB G-34-11 u G-17-11, B opranusme npucyrcTByet Takxke ractput G-I,
KOTOPBII OTIMYAETCs] OTCYTCTBUEM OCTaTKa CEpHOIM KHCIOTHI 10 THPO3HHY,
xapaktepHomy st ractpuHa G-ll. IlpucyrcrBue cymbhaTnpoBaHHOTO THPO-
3WHA 3HAYUTENIFHO MOBBIIAET 3((EKTUBHOCTD NEUCTBHS racTpruHa. OyHKINO-
HaJIbHAsl aKTUBHOCTH TaCTPHHA NMPHHAUISKUT MOCTIETHUM MSTH aMHUHOKHCIIOT-
HBIM ocTaTkaM Ha C-KoHIle MOJIeKyJbl. CHHTE3UpOBaHHBIA XHMHUYECKAM ITy-
TEM IEHTAINENTH | COAEP KAIINil TOIBKO 3TH MATH AMUHOKHCIIOT, UCTIONb3yeTCs
B KJIMHUYECKOH MpakTuKe s crerupmaeckoi crumymsinud cexpernun HCl u
TIeTICHHA.

TepMHUHBI XOeyucmMoKuHUH N NAHKPEO3UMuH OTHOCSITCS K OAHOMY H TO-
My ke enTuay. Paznuynble ero Ha3BaHMS YKa3bIBAIOT HA pa3HbIe aKTHBHOCTH,
MIPOSIBIISIEMbBIE TIETITUIOM, U 3TH Ha3BaHUs ObLIM JTaHbI 10 pa3paboTku 3 ek-
TUBHBIX METOMOB OYMCTKM TIENTHAA A0 T'OMOTEHHOTO COCTOSHHMS, KOTOpBIC
BITOCJIC/ICTBHH ITOKA3aJIM, YTO peub MAET 00 OHOM U TOM Xe monmumepe. [lan-
HBII <«IIUIIEBAPUTENHHBII» TOPMOH 00E€CIEUNBACT COKPAIIECHHUE XEIIHOTO Iy-
3bIpsl (XOJICLMCTOKWHUHOBASI AKTHBHOCTD), & TAKKE CTHMYIHPYET CEKPELHUIO
(EepMEHTOB IOKEIYIOIHOM Kene3bl (IIAHKPEO3UMHUHOBAsE aKTHBHOCTB). Xo-
JIeYucmMOKUHUH BBIJICTISIETCS] SITUTEINAIBHBIMYA 3HAOKPUHHBIMU KJIETKAMH TOH-
Koro kumedHnka. OcoOEHHO MHTEHCHBHAsI CEKpPEINs XapaKTepHa sl JIBEHA-
JIIATUIIEPCTHOW KUILIKH, U 3Ta CEKPEUUsl CTUMYIHPYETCS IPUCYTCTBHEM aMH-
HOKHUCIIOT U TIENTHAOB, 00pa30BaHHBIX B PE3yJbTATE MEPBHYHOTO IPOTEOIN3A
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TN CBBIX OcIIKOB o4 HeﬁCTBHGM TNICIICHMHA, a TAKKC CTUMYJIMPYCTCA CBO6OZ[-
HBIMU JKUPHBIMH KUCJIOTAMH U KHUCJIBIM 3HAYCHUCM pH HOJ’IaFaIOT, 4YTO XOJe-
HUCTOKWHUH U TaCTPUH B 3BOJJIOINMOHHOM CMBICJIC ABJIAIOTCA POACTBCHHBIMU
nenTugaMu BCJICACTBUEC TOI'O, YTO UMCIOT HaA C-KOHHaX BECbMa CXOJHbBIC aMU-
HOKHUCJIOTHBIC ITOCJICAOBATCIBHOCTH.

"NH; - Phe - Asp - Met - Trp - Gly - Met - Tyr (SOgH) - Asp...
XonenucTOKUHIH
"NH,- Phe- Asp- Mét - Trp - Gly - Tyr (SO:H) - Ala. ..
I'actpun
NH,-Phe — amu C-koHIIEBOM aMUHOKHACIOTHI (heHUITATaHIHA.

Cekpemun TIpeACTaBISIET COOOH TOJMITENTH], COCTOSIIUN U3 27 aMUHO-
KHCIIOT. DTOT NENTHA BBLIEIACTCS OCOOBIMU 3HAOKPUHHBIMU KJIETKAMH TOH-
KOro KHIICYHUKA. YBEINYEHHUE €r0 CEKPElMH B 3HAYWTEIHHOW CTENEHU CTHU-
Mynupyercs: 3HadeHusiMH PH B mpocBere kumeyHuka Hioke S. [aBHas 6wno-
JIOTWYECKasi aKTHBHOCTh CEKPETHMHA CBS3aHa C BBIJCICHUEM ITO/DKEITYIOYHOH
JKeNe30i MUIIEeBAPUTENFHOTO COKa, O0OTameHHOro OMKapOOHATOM HATPHS
(NaHCO:y). Ipoxyumpyemsrii momkenymounoi sxemne3oit NaHCO;z HeoOxoaum
JUTSL HEUTpaIu3aliy JKeTyJ0YHOTO COKa, IMMOCTYIAONIEr0 B IBEHAIATHIICPCT-
Hyl0 KHIKy. CEeKpeTHH TakKe SIBISETCS CHHEPIUCTOM ITaHKPEeO3UMUHa, obec-
MIEYNBAOIIAM JIOTIONHUTEIBHYIO CTUMY/LSIIHAIO CEKPEIHH ITaHKPEaTHIECKUX
MIUIIEBAPUTENHHBIX (DEPMEHTOB.

Toxcun marorensoro mukpoopranmma Vibrio cholerae peiictByer B 06-
XOJI PELENTOPOB U CTAHOBUTCS CEKPETOT€HHBIM COEAWHEHHEM, KaTalnu3nupys
ADP-pubosmwmposanne GTP-ces3piBaromero 6enka (G-6enka), KOTOphI B
CBOIO OYepeb 00ecreunBaeT CTUMYIIIIHIO aleHIWIATINKIIA3bI.

GTP-ceasbiBaronuit 6esok (G-6enok) + NAD" «»
<> ADP-pu6o3un GTP-casbiBaroniuii 6enok (G-6enok) + Hukotunamu + H'.

TpchnopT PacTBOPEHHbLIX BeleCTB MOXeT NPONCXoaunuTb
mMexay anutennanbHbIMU KNneTKaMmu
n 4yepes3 KneTkun anntenunda TOHKOro Kuwe4yHuka

JIBIKEeHHE paCTBOPEHHBIX BEIIECTB Yepe3 CION AMUTEIHAIBHBIX KIETOK
TOHKOTO KHIIIEYHHKA ONPENENIeTCs] YHUKAIBHBIMU CBOMCTBAMHU 3THX KIIETOK,
0COOEHHO CBOMCTBAMH HX IIIa3MAaTHYECKHX MEMOpaH, a Takke KOMIUIEKCaMH,
OTIPECTSIONIMMHU MEXKJICTOUHBIE B3aUMOJEHCTBHS. Oonacmy NiOMHbIX KOH-
MAaKkmose MPOCTUPAETCS BOKPYT MEPUMETPa KaXKIOH KJIETKH Haro00ue Oros-
CBHIBAIOILCH 30HBI U COEIHMHSET CMEXHBIC KIETKH. TakuMm oOpasoM, obnacme
NIOMHBIX KOHMAKMOE TPENICTABIIET OO0 JacTh Oapbepa MEXIy ABYMs BHE-
KJIETOYHBIMH TIPOCTPAHCTBAMHU HA KAXKIOH CTOPOHE SMUTENHs, T.. MEXKIY
MIPOCBETOM JKEIIYJOYHO-KUIIIEYHOTO TPAKTA W MHTEPCTUIMAIBHBIM IPOCTPaH-
CTBOM C JPYTOTO IOJIIOCA SMUTEINATBHBIX KIeTOK. OOIacTh MIOTHBIX KOHTAK-
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TOB TAaKXKE Pa3TPaHWYMBACT MOJOCTHYIO M 0a3aJIbHYIO YacTH IIa3MaTHYECKOH
MeMOpaHBbI SIHUTETHATIBHBIX KIeTOK (puc. 1.6).

NiomkHaNEHaA
NNAMATHHECKR A MEMEpaHS

MNOTHEIR KOHTSKT

Knetka

MHTERC THLMEIEHD S
MPOCTRAHET BD

KoHTpanomMHanEH: A
ANasmaTHYecKan
meMDpaHa

Puc. 1.6. O6rnacmo niomuwix KOHMAKMO8 NPOCMUPAEINCS BOKPY2 NepUMEmpa Kaxcoou
KIemKu Hanooobdue onosacvlearoueli 30Hbl U COeOUHAEN CMENCHbIE KIemKU

B mpuHmune cyniecTByroT JBa albTEPHATUBHBIX IyTH IEPEHOCA PacTBO-
PEHHBIX BELIECTB Yepe3 CIOU SMUTEIUAIBHBIX KIETOK — 3TO TPaHCLEILIIOIIIP-
HBIIA TpaHcnopT (MepeHOC BEMIECTB Yepe3 KIETKU) U MapaneUII0SIPHBINA TyTh,
OCYILIECTBISIOLIUIACS Yepe3 miomHbill KoHmaxm Mexay kierkamu (puc. 1.7).

12

Puc. 1.7. Cxema nymeii mpancnopma gewjecms uepe3 ClOU SNUMETUANLHBIX KI1EMOK
MoHKo20 Kuwteunuxa. 1 — mpancyenmonapHviil nepeHoc; 2 — napayeinionapHblil ne-
peHoc

TpaHCUEUTIONAPHBIN IEPEHOC BEILECTB CBA3AH C NPEOJOJICHUEM KaK MU-
HUMYM JIByX 06apbepoB, 00pa30BaHHBIX JIIOMUHAIBHOM (0OpaIIeHHOM K OI0C-
TH KHIICYHUKA) U 0a3aJbHOM YaCTAMHU IUIA3MaTHYECKON MeMOpaHbI SIUTEIH-
aNBbHBIX KJICTOK. BenencTBue Takoi ClloyKHOM KOMOMHAIINK pa3iuYHbBIX Oapbe-
POB Ha IIyTH BCACBIBAHUS MUTATENBHBIX BEIIECTB ISl IOHUMAHUS TPAHCIIOPT-
HBIX CBOMCTB DIUTENHS B LIEJIOM HEOOXOJMMO PacCMOTPEHHE OMOXMMUYECKUX
1 OMO(U3UYECKHX aclIeKTOB IPOIecca, a TAKXKe BOIPOCOB, CBSI3aHHBIX C B3a-
MMHBIM BIMSTHAEM OJTHHX OaphepoB Ha ApYTHE.

Opna w3 TIaBHEHMX (YHKIWH SMUTEIHANBHBIX KIETOK >KEeIyZOYHO-
KHIIEYHOrO TPaKTa COCTOUT B AaKTHBHOM TPAHCIOPTE MUTATENBHBIX BEILECTB,
JJIEKTPOJINTOB M BUTAMUHOB C OJHOW CTOPOHBI SIMTENHS Ha Apyryro. Moie-
KYJISIPHO-KJIETOYHBIE OCHOBBI TAKOTO HAIPABIEHHOIO JBUXKEHUS PACTBOPEH-
HBIX B BOJIE€ BEIIECTB JOJDKHBI 3aKIIOYATHCSA B Pa3IMYHBIX CBOWCTBAaX JIIOMU-
HAIBHOW U KOHTPATIOMHUHAIBHOM (amMKansHON U 6a3aibHO#) obnacTeil mias-
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MaTHYECKOH MEMOpaHbI SIUTEIHATBHBIX KJIETOK. KIeTKH TOHKOro KMIIEYHHKA
JIEMOHCTPHUPYIOT 3aMedaTelbHbIi npuMep auddepeHnnaniy 1 crenuaimsa-
LMY JBYX TUTIOB MEMOpaH B COCTaBe OJHOM KieTku (Tabu. 1.3).

AnvkanbHble U 0a3anbHbIe 00JACTH IUIA3MAaTHYECKUX MEMOpaH CyIIecT-
BEHHO Pa3INyaroTcs 1o MopGonoruu (BHEIIHEMY BULY), pEepMEHTHOMY COCTa-
BY, XNUMHUYECKOMY COCTaBY U TPAHCIIOPTHBIM (DYHKIHSIM.

Tabnuya 1.3. @epmenmovl u mpancnopmmvie cUCmeMbl ANUKAILHOU U OA3ATHOU CMO-
POH NAAZMAMUYECKOU MEMOPAHBL SHMEPOYUMO8

DepMeHTHI U TPaHCIIoPT-

ArnukanbHas CTOpOHa
HBIC CUCTCMBI

bazanbHas CTOpOHA

MHOTro4HCIEHHBIE MEKPOBOP-
CHHKH, 00pa3yioIye MeTOYHyI0
KaeMKy

OueHb HEMHOT OYHCIICHHBIC

Buemnunii B
MHUKPOBOPCUHKA

DepMEHTBI, PACIICIUISIOIIE -
U OJIATOCaXapH/Ibl, AMUHOIICIITH-
11a3a, IUIenTH/Ia3a,
y-riryrammiITpascdepasa, me-
nouHas Gocdarasza u ap.

Na’, K*- ATPa3a,

DepMeHTSI
aJICHUIATIUKIIa3a

TpchnopTHL}e CHUCTEMBI

Na'-3aBucHMBI TpaHCIIOPT MO-
HOCaXapH/I0B, HEHTPaIbHBIX
AMHUHOKHUCIIOT, )KEJIYHBIX KHCIOT

O6I1erdeHHbIH TPaHCIOPT MO-
HOCaXapHIOB U HEUTpaIbHBIX
AMUHOKHUCIIOT

AnuKanbpHas MOBEPXHOCTh IUIa3MaTHUECKOH MeMOpaHBl HaXOIUTCS B
KOHTAKTE C XIIYCOM (HOIY:KHAKOM MacCON YaCTUYHO HepPEeBAPEHHOM ITHIIH) 1
obecrieunBaeT OKOHYATENIHLHOE IIEpeBapHBaHUE NMHUTATEIBHBIX BEIIECTB C IIO-
MOIIBI0 «BCTPOECHHBIX» B 3Ty MeMOpaHy IHUILIEBAPUTEILHBIX (EPMEHTOB.
Kpome Toro, anukanbHast TOBEPXHOCTh CBS3aHa C IMPOIECCOM BCACHIBAHUS ITH-
TaTEJIbHBIX BEIIECTB C Y4aCTHEM COOCTBEHHBIX CHCTEM TPAHCIIOPTA, KOTOPHIC
OCYIIECTBIISIIOT KOHIIGHTPUPYIONIEE IOTJIONIEHHE STHX BEIIECTB. Takue
TPAHCIIOPTHBIE CHCTEMBl MOHOCAXapHIOB, aMHHOKHCIIOT, TMENTHAOB U 3JEK-
TPOJIUTOB JTOBOJIBHO XOPOIIO H3yIEHBI.

C nmpyroii cTopoHsI, 6a3anpHasi 00J1aCcTh IDIa3MaTHIECKOH MeMOpaHbI, KO-
TOpast KOHTAaKTHPYET C MHTEPCTUIHAIBHON XKHUIKOCTHIO, KAWIIIPaAMU W JIM-
(o, UMeeT CBOKMCTBA, CXOAHBIE CO CBOMCTBAMH OONBIIMHCTBa KieTok. OHa
BKJIFOUAET PEIeNTOPEl TOPMOHATILHON M HEHPOHAIBHOM PETYIISIIUH KIETOYHBIX
dynxumit, Na',K*-ATPa3y ans ynanenus Na M3 KIETOK M TpPaHCIOPTHbIE
CHCTEMBI ITOCTYIUICHHSI IINTATENIFHBIX BEIIECTB KaK B KPOBb, TaK W I HYXKI
camux 3HTeporuToB. ClenoBaTenbHo, Oa3abHas 9acTh MEMOPAHBI CONEPKHUT
TPaHCIIOPTHBIE CHCTEMbI, HEOOXOUMBIE JJIsI BBIBOJA THUTATEIbHBIX BEIIECTB,
TIOTJIOIIEHHBIX W3 XU1ycd, 9TOOBI OHM CTajdH JAOCTYIHBIMH JUISI BCEX KIJIETOK
oprann3Ma. HekoTopble TpaHCTIOPTHBIE CUCTEMBI 0a3alIbHOW YacTH MEeMOpPaHBbI
MOT'YT KaTaJW3UpOBaTh KaK BBIBOJ IUTATEIBHBIX BEIIECTB W3 SHTEPOLUTOB
IIPY TIOBBIIEHUN WX BHYTPHKIETOUYHON KOHIIEHTPAIMU B pE3yJibTaTe MpHeMa
IIUIY, TaK ¥ WX TOCTYIUICHWE B KJIETKY, KOrZla ypOBEHb NHUTATENbHBIX Be-
IIECTB B KPOBH NPEBBIIIAECT BHYTPHKICTOYHBIA YPOBEHB.
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BcacbiBaHue n ceKpeuus NeKTponuToB

Tpaucnopt noHoB Na" He TONBbKO MIrpaeT BaKHEHIIYI0 POJb B MPOLIECCAX
BecacwiBanust win cekpennn NaCl, Ho u mpuHUMaeT y4yactie B ()YHKIHOHUPO-
BaHMM MEXaHU3MOB, 00ECIIEUNBAIOIINX OCTYIIJICHUE NMUTATEILHBIX BEIIECTB B
SNUTEIMATbHBIE KIETKU. JIBIKyIel cuitoit Tpancropra nonos Na© ssisercs
Na',K*-ATPas3a, noKanu30BaHHAS MCKIIOYHTEIHHO B 0A3ajibHON YacTH IUIa3-
MaTudeckoi MemOpanbl sHTepouToB. Na',K*-ATPasHas peakius npoTekaeT
B criemyronieid crexuomerpun: npu rupponuse 1 mons ATP npoucxonur Bbl-
TalKUBaHKe U3 KIeTkd 3 Moneli Na' ¢ 0IHOBpEMEHHBIM MOTJIOIIEHHEM 2 MO-
et K¥. Takum 06pa3oM, TaHHBINA (GEPMEHT MOIEPKUBACT BHICOKYHO KOHIIEH-
tparmio K* B uto3one u HU3Ky0 KoHLeHTpamuio Na', TeM caMbIM IpsMO Wl
KOCBEHHO (DOpMHpPYSI DIEKTPOXUMHUYECKUH ITOTEHIMAI, COCTAaBIISIOMINI OKO-
10 — 60 MV B 1UTOILIa3ME OTHOCHUTENIBHO BHEKIETOUHOr0 pactBopa (puc. 1.8).

Tpancamurenuanpibiii epenoc NaCl ocymectsisiercst 3a cueT KOMOHHHE-
posanHoro aeiicteus Na',K'-ATPa3bl 1 «I1acCHBHBIX» TPAHCIOPTHBIX CHCTEM
B IUIa3MaTHYecKoi MeMOpaHe, KOTopble obecreunBaioT noctymienue Na™ u
Cl B KIeTKy.

Bcacwvieanue NaCl cpsazano ¢ mocrymiennem Na“ B KJIETKy yepes aru-
KaJIbHYI0 00JacTh IJIa3MAaTHUECKOM MEMOpaHbl M €ro BBITAIKHBAHHEM U3
wretku mox aeiicreuem Na', K -ATPa3sr.

OTOT MpoIecc MPOTEKaeT B AMUTEIHATBHBIX KIETKaX BEPXHEro OTJela
KHUIIIEYHHKA, KOTOPbIe 001a1aioT 0c000i TPaHCIOPTHON CHCTEMOMH, JIOKaIH30-
BaHHOW B MeMOpaHax wemounou kaemkuy. JJaHHAs TpaHCTIOPTHAs CUCTEMa Ka-
TAIU3UPYeT DJIEKTPOCTATHYECKH HeHTpanbHblii ooMen uonoB Na™ u H'
(puc. 1.9).

.
R A ) Kemannap
0 me -B0 +5 mb
[Ma*]=0.14 M 0.03 M 014 M
3Na
ADF. ATE
2K
Na- Na

[ ]

MEXaHMIM TPEHCYELMM XHMMYECKOR
SHepMK ATP B OCMOTHYSCKYHD SHEL MO
MOAAMEHTS KOHUEHTRELM Ma' 1 magueHTs
ANEK TPOXMMMUECKD M NOTEHUMANS .

Puc. 1.8. @opmuposanue snexmpoxumusecko2o nomenyuana ¢ sumepoyumax [20]
[ornomenne nonos Na’ DHTEPOLUTAMU B CBOIO O4YEpeab MHULHUUPYET

BcaceiBanue Cl 3a cuer cneruduueckoro oomena nonos Cl u HCO; B anu-
KaJIbHOW YacTH IUTa3MaTHYeckod MeMOpaHbl, Kak rmokazaHo Ha puc. 1.9. B ne-
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JIOM BEPXHHUE OTIENbI KHIICYHUKA YYaCTBYIOT He TONbKO B mortomenun NaCl
MUY, HO U B mpoueccax peabcopoimu NaCl, cekpeTipyeMoro KiIeTkaMmu K-
30KPUHHBIX eJIe3 MOCIIe KaXkaoro preMa MUIIH.

A | ] Karunnap
e [ er
= cr
T
HCO; HCO;3
COyPCOF,
N
H, H
+>@< .
Na Na +
K
. ATP ADP
g Y K+ +
Na SEi Na Na

CHEME BNEKTEMYECKM HERTPANEHOTD BCACHIESHMA
MaCl B TOHKGM KW EHHIKE.

Puc. 1.9. Mooenv snexkmpuuecku netimpanwviozo ecacviganus NaCl ¢ monxom xuweu-
nuxe [20]

Kak u3BecTHO, 3MUTENHABHBIC KIIETKHA OOJMBITUHCTBA OTACIOB JKEIYI0Y-
HO-KHIIIEYHOTO TPaKTa CIIOCOOHBI TaKKe CEKPETHPOBATH JJICKTPOIHTHI M ITH-
HIEBAPUTENBHEIE COKH (KUIKOCTH). OCHOBHBIMU CEKPEMUPYEMbIMU UOHAMU
onsTh ke apisorcs nonsl Na™ u Cl . Beienenne Bojibl, ABISIONIEHCS pacTBO-
pUTEIeM KOMIIOHEHTOB ITUIIECBAPUTEIFHBIX COKOB, MPOHWCXOANUT MACCUBHO H
3aBHCUT OT OCMOTHYECKUX CHJI, BOHUKAIOIINX MPH CEKPEINH PACTBOPUMBIX B
Boge Beriects. Ciemosarensho, Beytenenne NaCl cnocoGeTByer cekperun
BOJIHOM (ha3bl.

Mexanusmor cexpeyuu NaCl Taxxke TeCHO CBSI3aHBI C aKTHBHOCTBIO
Na',K*-ATPas3bl, JOKAIM30BAHHON B Ga3abHON YacTH MEMOpaHBL. YUacTHe
Na',K*-ATPa3sr B cekpermn NaCl 1mokazaHo ¢ IOMOIIBIO MHTHOMTOPHOTO
aHanmsa in Vvitro. M3BecTHo, 4TO cepleyHble TIMKO3UIBI SBIIIOTCS CHIILHBIMA
HHTHOUTOpaMH TaHHOTO (epmenTa. J[oOaBiIeHHE CepIEeYHBIX TIUKO3HUIIOB CY-
IICCTBCHHO CHIDKAET CEKPEIMI0 KIIeTKaMu XJiopuaa Hatpus. OTHAKO ydacThe
Na',K*-ATPa3sr B cexpern NaCl, T. e. B IBHKEHHH JTAHHOTO 3JIEKTPOIINTA C
KalMJUIIPHON CTOPOHBI KJIETOK SITUTENHUS Ha IPOTHBOIOIOKHYIO (ITOJOCTHYIO)
CTOPOHY, C TPYAOM TOINACTCS JTOTHUYECKOMY OOBSICHEHWIO, TaK KaK B HOpME
Na',K*-ATPa3a BoiTankusaer nousl Na' U3 KI€TOK HMEHHO Ha KAMMIUIAPHYIO
CTOpOHY. DTO JOKHO O3HA4aTh, YTO AKTHBHBIH TpaHcrmopT Na“ uepes mas-
MaTUYECKIEe MEMOpaHBI IIPH €r0 CEKPEelnHd UMEeT HAIpaBJICHHE, TPOTHBOIIO-
JIO’KHOE TpaHconuTemansHoMy moroky NaCl mpu ero BcackIBaHHH.
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MpoceeT
KM W EHHMES L J Kanunnap
H = "y
Cl
2C1 2C”
Cl_ K+ K+
Na®
K Na®
AP, ATP
+
Na' , K Ha'
’ !

CXEME 3MATENMANEHOR CERpEL
MaCl

Puc. 1.10. Mooenv snumenuanvroii cexpeyuu NaCl [20]

JlaHHBIH TapaJIOKC C YCIEXOM paspelaercs, €CIM UMETh B BHAY, YTO B
5TOM Cjlydae HampaBbjieHue JBMkeHHs HoHOB Na' CBA3aHO M 3aBHUCHT OT CeK-
peruu noHoB Cl yepe3 anmukanbHYyIO ITOBEPXHOCTD INIA3MATHYECKOM MeMOpa-
Hbl. Kpome Toro, 6b510 06HapyxkeHo, 4To oHbl Na™ MOryT HCrosib30Bath Uit
BBIXOJIa B TIOJIOCTh KHUIIIEYHHKA ITyTh Yepe3 IUIOTHbI KoHTakT (puc. 1.10). Ta-
KHM 00pa3oM, MPOHHUIIAEMOCTb niomuo2o kormakma s HyO, Na' u JIPYTUx
WMOHOB BHJOW3MEHSET aKTHBHBIH TPAaHCOIHUTEINAIBHBIA MOTOK PAaCcTBOPUMBIX
BEILIECTB. _

B cBoro ouepens mponecc cekpernun Cl  3aBHCHT OT CONPSHKEHHOTO T10-
[JIOLICHUsT KiieTkaMu aByX noHoB Cl u noHOB COOH
Na" u K ¢ nomompio cnemmduueckoro mnepe- NH—CH,
HOCYMKA Ha 0azanbHON YacTH MeMOpaHBI M OT H ]|
(GYHKIIMOHUPOBAHUS CIEU(DUISCKIX KaHAJIOB
st Cl Ha anmkanapbHOW YacTd _MeMOpaHbI.
[lepenocurk nOHOB Na', K* u 2Cl uneHTudu-
mupyercs crennpuIecKuM HHTHOUTOPOM —
0OIIEN3BECTHBIM JIYPETUKOM ()YPOCEMHIOM.

DTOT TePeHOCUHK HCTOJIb3YeT SHEPrHIo rpaauenta Na' Ui HaKoIIeHHs
B muromiazme uonos Cl . Bmocnencreuu otkpsiBanue kanamos pt Cl - obec-
MIEYMBAET €r0 BBIOPOC B IOJOCTH KHIICYHUKA. B momKenymouHoil xemnese 3a
00pa3oBaHHe CEKpeTa, COMEP/KAIEro BHICOKHE KOHIEHTpaiuu HoHoB Na' u
Cl , oTBe4aroT TaK Ha3BIBAEMBIC AMHAPHBIC KIETKH. DTOT CEKPET CIOCOOCT-
BYET IEPEHOCY IUINEBAPUTEIBHBIX (EPMEHTOB U3 ayuHycd, TI€ OHN BBIIEIS-
I0TCSI, B TIOJIOCTh JIBEHAIATHIICPCTHON KHIIIKH.

ITo Mepe mpoaBIKEHHS CEKpeT o0oTraniaeTcst B MIPOTOKAaX BBIIEISIOIIIM-
cst buxap6onarom Hatpusi (NaHCOj;). Kommentparmss HCO ;3 B koHedHOM
MTAaHKPEaTHYECKOM COKE MOJKET JOCTHUTaTh BelIM4uHBI, paBHON 120 MM. Ha
puc. 1.11 mokazana cxema smmtennanbHoi cekperm NaHCO;. Beicokas po-
HHUIIAEMOCTH INTIOTHOTO KOHTAKTa HEOOXOIMMa JUISl TOr0, YTOOBI BHEKIIETOYHAS
xoHuenTpamus Na ypaBHOBeNIMBaTach ¢ BHYTPUKIETOYHOH M MOJNOCTHOM

H, NSO,

DYHOCE MO
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xoHnentpanueii Na” Bo Bpems cexperuu NaCl u NaHCO;. Crestyer o6paTHTh
BHHMaHHE Ha TO, YTO B IPOIECC MPOIYKLHUH ITO/DKEITYI0UHOH xeme30ii Na-
HCO; Brurouaetcs crnenupuieckas H*-ATPa3a, BbITANKHBAIOMIAsL MIPOTOHBI
(H") Ha 6a3aibHyI0 CTOPOHY IJIA3MATHYECKOH MeMOpaHbl KIETKH. Y laleHue
MIPOTOHOB U3 KJIETKH CONPOBOXKIACTCS ANEKTPOCTATUIECKH HEHTpatbHBIM 00-
menom Na'/ H" uepes o1y xe meM6pany.

Wi J oo
_ - €O,
¢l H HCO;
002 ATP 3
o 2
CI;:sC /
HCDE HCO3
Na-

Cxema NPoUecca CekpelpMm NaHCOa

BMTENHANEHEMK KNETEAMM NOLHE MY L 0H4HOR

HENSSb].

1 - INERTPOEUMMHECKH HERTRANEHEIR oGMEH
Ma*iH*

2-H™ ATP-aza

Puc. 1.11. Mooens snumenuansrot cekpeyuu NaHCO3: 1 — anexmpuuecku neimpaib-
notti 06men Na'/H'; 2— H -ATP-aza [ 20]

Y GONBHBIX XOJEPOH IO ACUCTBUEM KHIICYHOW WH(EKINH, BEI3BAHHON
TokcuHOM Xoneproro Bubpuona (Vibrio cholerae), ormeuaercst obunbHhast, yr-
pOKaroIas XXM3HN CEKPEenns KHUIAKOCTH U IEKTPOIUTOB KIETKAMH KHIICYHH-
ka. JlanHoe cocrosiHue (muapest) sSBISIETCS PE3YJIBTATOM NCHCTBHS XOJIEPHOTO
SHTEPOTOKCHHA, MPOAYLPYEMOro Bo30yanTeaeM. XO0IEepHBI TOKCHH aKTHBH-
pyer amenwnarmukiazy myreM ADP-pubosmmmpoBanns Gus-Oenka, npuHU-
MAIOILEro y4acTHe B PEryISIUA aKTHBHOCTH aJICHUIATINKIIA3b], U TAKUM CIIO-
CcO0OM «BKJIIOYAET» aKTUBHYIO CEKPEIHIO 3JICKTPOJIUTOB.

CoBpeMeHHBIH CII0co0 JIeYEeHHsI X0IEephl OCHOBAH Ha OPAIILHOM BBEICHUH
pactBopa, conepxkamero 110 mM rmoxossr, 99 mM Na', 74 mM Cl , 39 mM
HCO; u 4 mM K". Jlannblii crioco6 pa3spaGoTaH HCXOMs U3 TOro (akTa, 4To
COBMECTHBII TpaHcropT rmoko3bl 1 Na™ (cM. nekuuio 6) He 3aBucHT 0T cAMP
U aJIeHIIATOUKIIA3HOTO ITyTH.

TpancriopTHast cucrema, 00ECIIEUHBAIOIIAsl BCAChIBAHWE TIIOKO3BI, MPHU
3a0oeBaHNH XoJepoi He cTpamaeT. [loaToMy maHHEIN moaxox obecriedynBaeT
TIOIJIONIEHHEe SHTEpOLMTaMH HOHOB Na“ B IIPHMCYTCTBHHM IJIIOKO3BI M BOCCTa-
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HoBnieHUe B opranu3me nortepb NaCl, cBsa3aHHbIX ¢ Gone3Hbr0. OCHOBHOE TIpe-
HUMYLIECTBO MPETOKEHHOTO0 METOAa TEePaIllMd XOJEPhl COCTOUT B MPOCTOTE
NPUMEHEHHS ¥ HU3KOW CTOMMOCTH 110 CPaBHEHHIO C BHYTPHBEHHBIM BBEICHH-
eM JKuaKocTH [61].

CereLlMﬂ CONSIHOM KUCNOTbl 0OKNagao4HbIMM KreTKamMu xKenyagka

U3BecTHO, 4TO OOKIAAOYHBIC KICTKH SK30KPHHHBIX JKeJe3 JKeTyaKa BbI-
pabaTHIBAIOT CONSIHYIO KHCIIOTY, KOTOPasi BRIOPACEIBACTCS B MOJIOCTH JKETYIKA.
IIpu sToM konueHTpanus npotoros (HY) B momoctu xkemymxa MOXKeET JOCTH-
rate 3HaueHus, paBHOro 0,14 M, uro coctaBnser BenmuunHy pH xemymodHoro
coka, pasHyio 0,8. ITockonbky Bennunna pH ma3mel kposu paBHa 7,4, 00Kia-
JIOHBIC KICTKH JOJDKHEI NEPEHOCHTD MPOTOHBI NPOTHB TPAANCHTA KOHLCH-
Tpanuu, pa3HuIla Koropoit pasasiercst 10 .

B npouecc cekpennn CONSIHOW KUCIIOTHI BKIIIOUAETCS K*-3aBucumas H'-
ATPasza (K", H'-ATPa3a). DTOT (epMeHT ABJISAETCS YHMKATbHBIM JUIS OOKIa-
JIOYHBIX KJIETOK JKEIYIKa M JIOKAIM30BAaH TOJFKO HAa AlUKATBHON CTOpOHE
miasMatuueckoir membpansl. K, H-ATPasa casbiBaer (compsraer) mporecc
runaposmza ATP ¢ 00s13aTeTBPHBIM AIIEKTPOCTATHICCKH HEHTPaIbHEIM OOMEHOM
K" u H', npoxyrupys BEIGpOC NPOTOHOB U MOCTyILIeHHe HoHOB K B KieTky
(puc. 1.12).

B cranmonaprom coctostarn HCl Mosker BBIpaGaThiBaTECS B COOTBETCT-
BHUU C JAHHBIM MEXaHH3MOM TOJBKO B TOM CITydac, €CIIH alnKalbHAas 4acTb
MeMmO6pansl npornnaema 1t K™ u Cl |, a 6asansnas obecreunBaet oomen Cl u
HCOj3 . O6men Cl u HCO3 HeoOXOmuM ISl ITOCTOSIHHOTO TTOCTYIUIEHUS B
Ki1eTky noHoB Cl u 1y1s TIpeoTBpalleHns] 3alllelaunBatus MUTOMIa3Mbl. Ta-
KAM 00pa3oM, B CTallMOHAPHBIX ycimoBusax cekpenus HCl B momocts xemymka
IoJbKHA OBITE conpsbkera ¢ mepeHocoM HCO3 B m1a3my KpoBH.

HCO; = HCO;
o

Puc. 112. Moodenv cexpeyuu CONAHOU KUCTOMbL OOKIAOOYHBIMU KILEMKAMU CMEHKU
arcenyoka [20]
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NEKUUA 2. OBMEH BEJIKOB. OBLUUE MNMOJTIOXXEHUA

B mporieccax oOMeHa BEIIECTB 0OMer Oelko8 3aHUMAeT BEIYyIee MECTO,
ITOCKOJIEKY MOHOMEPHBIC 3BEHbBSI ITUIIEBBIX OCITKOB — aMHUHOKHUCIIOTHI — B TIEp-
BYIO OYepellb CIY)KaT CTPOUTEIHHBIM MAaTEpUAIIOM JUIS JTFOOOH KICTKH. AMHU-
HOKHCJIOTHI ITUIIEBBIX OCITKOB B PaBHOW CTENICHW HEOOXOAWMBI KaK IS IPO-
JYKIMA TTUIIEBAPUTENBHBIX (epMeHTOB (MHOTOUYMCIICHHBIE MPOTEHHA3bI JKe-
JIYMOYHO-KHUIIIEYHOr0 TPAKTa, BHYTPHKICTOYHEIE TIPOTEUHA3BI M TEMITHIA3HI),
MIPUHUMAOIINX YYacTHE B IPOIIECCax NepeBapUBaHUS MTUIIH, TaK U [T CHHTE-
3a TENTHIHBIX TOPMOHOB, OCYIICCTBIISIONINX TOHKYIO PETYIISIHA0 ()YHKIIHIA
Pa3HBIX CHCTeM opraHu3Ma. [lumeBbie Ok HEOOXOMMEI JUIS MTOCIIEIYIOTIe-
rO CHHTE3a MPOTEHHOB IUIa3MBI KPOBH, KOTOPHIC MMPUHUMAIOT YJacCTHE B IOJ-
JEePKaHUK onKomuyuecko2o (OCMOTHYECKOTO) OallaHca, a TakKe JUIS CHHTE3a
OETKOB-TICPEHOCYUKOB MAIbIX MOLEKY, B TOM YUCIIC U CUCHATIbHBIX MOAEKYIL.
Poms OenkoB B (QYHKIIMOHMPOBAHUM MMMYHHOH CHCTEMBI TAaKXKe CIIOKHO Tie-
peoreHuTs. B 11emoM OeKH OCYIIECTBISIFOT BCE METa0OIUIECKUE TPOIECCHI
KJIETKH U BCETO OpPraHU3Ma, BBITIONHSAA YHHUKAIBHBIC KaTaIUTHYeCKHe (DYHK-
LIAN.

Benku xak KOMITOHEHTHI MUMIEBHIX MPOAYKTOB BEITIONHSIOT TaKXKe dHEp-
reTHveckyro pyHkimio. BOnpmas 4acTe aMHHOKHCIIOT, TaK Ha3BIBAEMBIX 2/170-
KO2eHHbIX, TIPEBpalIaeTcs B mporecce MeTabonm3Ma B TIIFOK03y. [pyras gactb
aMUHOKHCIIOT — Kemo2eHHbIX — TIPEBPAIACTCS B OKCHKHCIOTHI U KUPHBIC KU-
cinotel. [locmenHue ciryat CTPYKTYPHBIMH SJIEMEHTAMH ISl CHHTE3a TpHa-
[UITITAIICPOIIOB, KOTOPBIE HAKAIUTMBAIOTCS B aUIO3HON TKaHU. OIHAKO POIb
1 3HaueHHEe OCITKOB B MpOIleccax 0OMEeHa BEIIECTB COBEPIICHHO HE OMpees-
IOTCS WX DHEPreTHYeCKOH I[EHHOCTBIO. DJHEprHs, TollydaeMmasl MpH paciajie
Oemka, MOXeT OBITh 0€3 BCAKOTO yInepOa [Uis OpraHH3Ma KOMIICHCHpPOBaHA
SHEpruel pacmaaa )KApOB U YIIIEBOOB. BakHO Apyroe — opraHM3M 4elioBeKa
U JKUBOTHBIX HE MOXXET OOXOOUTHCA 0€3 PEryIsIpHOr0 MOCTYIUICHHS OENIKOB
n3BHE. OMBITHL Ha TA00PAaTOPHBIX )KUBOTHBIX ITOKA3bIBAIOT, UYTO JAXKE JOBOJb-
HO JJINTEIFHOE UCKIIOUEHHE )KAPOB M YIJIEBOJOB M3 PAllMOHA HE BBI3BIBACT
KaKUX-THOO TSDKENBIX PAacCTPOICTB MeTabomm3Ma H, COOTBETCTBEHHO, HE
BJIMSICT Ha COCTOSIHME TOJIONBITHBIX )KUBOTHBIX. HO KOpMIIEHHE UX B TEUCHUE
HECKOJIbKUX JIHEH MUILei, He CojeprKallieil Oeka, MPUBOIAUT K CEPhE3HBIM Me-
Ta0ONMYECKUM CIBUTAM, a NPOoOodicUmenbHoe be30eikogoe numanue HEU3-
0€)KHO 3aKaHYMBAETCS TMOEIIBI0 )KUBOTHOTO.

Taxum oOpazom, Oe3 Oenka, 0€3 COCTABIAIONMX €0 AMHUHOKHCIOT HE
MOXeET ObITh 00€CHEeYeHO BOCIPOU3BOJCTBO OCHOBHBIX CTPYKTYPHBIX JJIEMCH-
TOB KJIETOK, TKAHEW U OpraHoOB, a TAKXKe 00pa30BaHHE psijla BAKHEHIIUX Mak-
POMOJIEKYJ, TAKUX KaK (DEPMEHTBI, IENTUAHBIC TOPMOHBI, UMM YHOTJIOOYIHHBI,
TPAHCIOPTHBIC OSITKU U MHOTHUE APYTHE.
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BanaHc a3oTa u a3oTUCcTOE paBHOBeEcCUe

OcHOBHas Macca a30Ta B IMOTPEOISICMON TUINE MPUXOMUTCS HA JIONIO
OenmkoB. Pe3ynmpTaThl MHOTOYHCIICHHBIX aHAIM30B Pa3HBIX KOMITOHCHTOB B
MIPOIYKTaX MUTAHUSI HA COJICPKAHNE B HUX a30Ta MIOKA3EIBAIOT, YTO 0€3 KaKO¥i-
JIM00 3HAYMATENHHON OMMOKH OCHOBHOE KOJIHMYECTBO ITOr0 BaKHEHIIIErO JIIe-
MEHTa BBOIUTCS B OPTaHU3M B cocTaBe Oenka. [Ipu oOMeHe OenkoB comepxa-
[IiAcs B HUX a30T BBIICISCTCS W3 OpraHW3Ma B BHJE a30TUCTHIX BEIIECTB,
TJIABHBIMHA W3 KOTOPBIX SBISIOTCS MOUYEBUHA VI AMMUAK.

Jlst orieHKH 001Iero cocTosTHUS 0OMeHa OeNKOB 0OJBITOE 3HAYCHHE TIPH-
oOpeTaeT OmpeneNcHue a30mucmozo baianca, T. €. Pa3HUIBI MEXIY KOJImde-
CTBOM a30Ta, BBEJICHHOTO B OPTaHMU3M C IIPOAYKTAMH MTUTAHUS, U KOIIMICCTBOM
a30Ta, BBIBEJCHHOTO W3 OPraHU3Ma B BHJC KOHECYHBIX a30T-COACPKAIINX TIPO-
IIYKTOB OOMeHa. A3OTHCTBIN OallaHC MOXKET OBITh HOIONCUMENbHBIM, PABHBIM
HYJTIO I OMPUYATNETbHBIM.

Ecin a3ora BBIBOAUTCS MEHBIIE, Y€M €r0 OBLIO BBENEHO, T.€. UMEET Me-
CTO HaKOIUICHWE AAHHOTO 3JCMEHTa B OpPTaHU3ME, TO B 3TOM Ciydae OOMEH
OETIKOB XapaKTEPU3YETCS NOAOACUMENbHBIM a30mucmulm barancom. B HopMe
MTOJIOKUTEIBHBIA a30TUCTHIN OaaHC MPUCYI PACTYIIEMY OpPTraHU3MY HIIH OT-
MedJaeTcs y KCHIMH BO Bpemst OepeMeHHOCTH. COCTOSHIE TONOKHUTEIBHOTO
a30THCTOro GaslaHca MOKHO TIPEICTABUTh B BHIE CXeMBI (puc. 2.1).

FeM, NypHHBL U ap.
benkn Myn cBoBoAHBIX Aumnak (NH3),
nHuy
(Hcmquriux N) amunokmcnoT MoueenHa ([NH3],C=0)

Puc. 2.1. Cxema, urntocmpupyiowdas cOCMOAHUE OCHOGHbIX MEMAbOIUYeCcKUx nymell,
Xapakmeproix Ol NONOJNCUMETBHO20 A30MUCMO20 OAIAHCA 6 OP2AHUIME MICKONU-
marowux u venosexa [ 20]

A30THCTBIN OagaHC MOKET OBLITh PaBCH HYJIIO, €CJIM a30Ta BBIBOAUTCA U3
Opranm3sMa CTOJIBKO 7K€, CKOJIbKO €ro ImoCTynuio ¢ HHHIeﬁ. B JAaHHOM CJIy4ac
MPUHATO T'OBOPUTH 00 azomucmom paeroeecuu. B3p0CJ’II>II>i YCJIOBCK HAXOOUT-
CsA B COCTOSAHHMH a30TUCTOI'0 paBHOBECHUS, €CJIM OH IMOJYYacT AOCTATOYHOC KO-
JIMYECTBO Oejika B MNPpOAYKTAX IMUTAHUA. HpI/I HCKOTOPOM YBCIWYCHHUU KOJINYC-
crBa Oeika B muIe COOTBETCTBCHHO YBCIMYUBACTCA U KOJIMYCCTBO DKCKPECTHU-
pyeMoro asora. HpI/I HEOOIIBIIIOM YMCHBIICHUN KOJIMYECTBA BBOAUMOI'O Oenka
YMCHBIIACTCA U KOJIMYECTBO BBIBEICHHOI'O a30Ta, HO B obonx clrydasx OanaHc
a30Ta paBCH HYJIIO.

Ecmm azora BBIBOJUTCA U3 OpraHU3Ma 60J'II>HIG, YyeM ero ObLIO BBCICHO, TO
HUMEECT MECTO omput;ameﬂbﬁblﬁ azomucmolil 6anamc. ITo 03HAa4acT, 4TO B Op-
TaHU3ME IMPOUCXOIUT IpoHecC paciiajia OeIKOB KJIICTOK, TKaHSH H OpraHos,
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KOTOpBIA He KoMIieHcupyercs Oeikamu nuiy (puc. 2.2). OTpHuarenbHbII
A30TUCTBIN OanaHc HAOIIONACTCS IPH Pa3IMYHBIX 3a00JI€BaHMSX, CBA3AHHBIX C
YCUJICHHBIM PACMaJioM TKaHEBBIX OENKOB (METa0ONUYECKHid cTpecc), IpH He-
XBaTKE B MPOAYKTaX MMUTaHUI HE3aMEHUMBIX aMHHOKHCIIOT, & TaKkKe Mpu Oen-
KOBOM T'OJOIaHUM.

lNew, nypuHBI U op.
benku Myn cBoboAHbLIX Ammnak(NHZ),
[Hﬂr:]‘:lulinl( N) aMuHOKMCROT Woueeuna ([NH3],C=0)

Puc. 2.2. Cxema, wintocmpupyiowdas cocmosinue OCHOGHbIX MemaboIUuecKux nymeil,
XapakmepHvlx O/ OMPUYAMETbHO20 A30MUCHO20 OANAHCA 8 OP2AHUIME MICKONU-
marowux u venosexa [ 20]

COBEpINICHHO €CTECTBEHHO BO3HUKAET BOIPOC O TpefesiaX BO3MOXKHOTO
YBEIIMYCHUS WM YMCHBIICHUS KONMYECTBa Oecika B mwmile. Ecom KOpMUTh
ITOJIOTBITHBIX JKHUBOTHBIX TaKUM 00pa3oM, YTOOBI IMOTHOCTHIO TIOKPHITH 3HEP-
TeTUYEeCKHE MOTPEOHOCTH OpraHM3Ma YIIIEBOJAMH U JKHUPaMH, HO HCKIIOYHUTH
U3 pamuoHa OCNKH, TO a30THUCTHIA OaraHC HEM30EKHO CTAHOBUTCS OTPHIA-
TENBHBIM. JTO MPOUCXOAUT IO TOW MPHUYMHE, YTO OPTaHU3M MPOIOIDKAET BHI-
JIENIATE C MOYOH a30THUCTHIC BEIIECTBA, SIBITIONIMECS MPOMYyKTaMU OOMEHa
6emxoB. [TocKONBEKY KUBOTHBIC HE MOMYYarOT OeKa M3BHE, BBIICICHUE a30TH-
CTBIX BEIIIECTB YKAa3bIBACT HA TO, YTO B OpPTraHU3ME MPOUCXOINUT pacmaj Oenka
COOCTBEHHBIX OpPTraHOB M TKaHel. HeoOXxomuMocTs pacmaga cOOCTBEHHBIX OelI-
KOB TIpH OCITKOBOM TOJIOMAHWM CBs3aHA C (DYHKIIMOHAIEHOHW JESTENbHOCTHIO
pPa3TUYHBIX OPTraHOB, a WMCHHO: MPOAYKIMEH OeIOKCOIepKaIluX CEKPETOB
SHIOKPHHHBIX ¥ OK30KPHHHBIX JKejie3 (CHHTE3 TENTHIHBIX TOPMOHOB, TIHIIe-
BapUTENBHBIX (DEPMEHTOB), OTMHPAHUEM W yHAIECHHEM HEKOTOPHIX TKaHEH M
obpasoBanuii (pOCT BOJIOC, HOTTEH, CAYIIMBAHKE STUICPMICA), paspyIICHHEM
1 HOBOOOpa30BaHMEM KJIETOK KPOBH, CIM3UCTOHN KWIIeYHWKa U T. A. Ectect-
BEHHO, YTO a30THUCTHIN OajaHC MPH TaAKOM PAIOHE BCE BPEMS OCTACTCs OTPH-
[ATETHHBIM, W ©CJIA IKCIIEPUMEHT JUTHTCS JOCTaTOYHO JOJITO, TO 3TO HEW3-
0OEKHO IPUBOIUT K THOEIH )KHBOTHBIX.

B MemunuHCKO# Hay9HOH JHUTEpaType UMEETCsl ONHMCAHNE MTOA0OHBIX Ha-
OIFOICHNH 1 Ha JIOAAX-TOOPOBOIBIAX, KOTOPBIE B TEUEHHE NOCTATOYHO TPO-
JOJDKUTEIFHOTO BPEMEHH HAXOIWJINCh Ha TaKOW JHeTe, BKIFOYAIOMICH Kpax-
MaJj, caxap, XHpBl U He0OXOAWMBIE MHUHEpaibHbICe noOaBku. Ha ocHoBanmu
MOJICUeTa KOJIMYECTBA BBIICISACMBIX MpHU 0€30eNKOBOM JHeTe a30THCTHIX Be-
IecTB OBUIO YCTaHOBIICHO, YTO B3POCIBIN YenoBek nocie 8—10 mueit 6enkoBo-
ro TOJOJAaHUs HAaYMHAET BBIAEIATH IOCTOSHHOE KOJIMYECTBO a30Ta, OIM3KOE K
53 mr B cytku Ha 1 xr Beca Tena. [l yenoBeka co cpenaeit maccoit 70 Kr 310
cocraBmsieT 3,71 T a3oTa, i 23,2 T 6enKa B CYyTKA. DTO MUHHMAJIBHOE KOJTH-
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4ecTBO Oeika (23,2 1), CoOTBeTCTBYOLICE SKCKpenun 3,71 r a3oTa, ObUIO Ha-
3BaHO HeMenknM (usnomoroM Makcom PyOHepoMm «kosguyuenmom usna-
wueanusn». Ciemyer, ofHaKO, UMETh B BHJY, UYTO «KO3()(UIMEHT N3HAIINBA-
HUSD» TIPEJICTABISCT COOOW JIMIIb CPEIHECTATHCTUICCKYIO BEIMUMHY, KOTOpas
B JICHCTBUTEIBHOCTH 3aBUCHT OT Psiia KOHKPETHBIX (JaKTOPOB M MOXKET CyIie-
CTBEHHO OTKJIOHSATHCS OT IIPHBEICHHBIX 3HAUCHHH.

HopMbl Genka B nuTaHum

B cBsI31 cO cKa3aHHBIM BO3HMKAET 3aKOHOMEPHBIH BOIIPOC. KAaKOE e KO-
JIMYeCTBO OeNKa JOIDKHO MPUCYTCTBOBATh B MPOIYKTaX IMHUTaHMUs, 4TOOBI oOec-
MIEYUTh COXPAHEHHE 30POBbS U HOPMAIBHYIO JKU3HEESITEIIbHOCTh OPraHn3Ma
YeJoBeKa?

Hcxonst u3 Toro, 4To «K03((GUINCHT M3HAMINBAHUA» y B3POCIOrO Yelo-
BEKa COCTaBISIET OKOJO 23 T OenKa B CyTKH, Ka3aJoch ObI JJOCTaTOUYHBIM BBE-
JICHWEe B OpPTraHW3M HMEHHO 3TOTr0 KOJHMYEeCTBa MPOTEHHA, YTO 00ECIeYHBAIIO
ObI IOKPHITHE pacxona OENKOB, CBSI3aHHOTO C MX PacHaJoM B OpraHax W TKa-
Hax. OnHako, Kak OBUIO TMOKa3aHO, a30THCTOE PAaBHOBECHE YCTaHABIMBACTCS
IIpU TOpa3o OONBIIMX KOJMMYECTBaX OelKa B MHIIE, YeM ITOTO TPEOYyeT «Ko-
3G QUIMEHT U3HANBAHIA». B cpesHeM a30THCTOE paBHOBECHE yCTaHABINBA-
eTcsa y 4enmoBeka mpu ymoTrpebneHun He mMeHee 3045 r Genmka B CyTKH. DTO
MHHUMAJIFHOE CoOJep)KaHhe, HEoOXOAMMOe JUIsS TOJUIEPXaHUS a30THCTOTO
paBHOBECHS IIPU YCIOBHH IOJHON KOMIICHCAIIUM 3HEPTEeTHYECKNX MOTPEeOHO-
CTell opraHu3Ma, HONYIHIIO Ha3BaHHUE «DUUOIOSULECKUL MUHUMYM DENKa».

B03MOXXHOCTD TOCTIKEHHSI a30THCTOTO PABHOBECHS Y YETIOBEKA IPH I10-
Tpebnernn 30-45 r Oenka B CyTKH MOCITY)KHJIa 0OOCHOBAHHEM Ul PEKOMEH-
Jlanuii, BBICKa3bIBAEMbIX HEKOTOPBIMH YUEHBIMH O JIOIyCTHMOCTH MOJb30Ba-
HUSI HU3KMMHU HOpMamH Oenka B muTaHnd. OJHAKO HETONHOIEHHAs TUeTa
MOXeET Ka3aTbCs Oe3BPEAHON JIMIIL B ONpENENICHHBIC MPOMEXYTKHA BPEMEHH.
YacTo HEMOIHOIEHHOCTh TOW WIIM WHOM JANETHI CKa3bIBAETCS JIUIIb HA OTOM-
crBe. [loaTOoMy pedp MODKHA MATH HE O TOJOAHON HOpME Oelka B NMUTAaHWH
YeJI0BeKa, a 00 onmuMaibHOM €ro COAEpKaHnH B PALIIOHE.

B wactHocTH, mo nmaHHBIM JlemapTaMeHTa MPOJOBOJIBCTBHS M ITHUTAHUS
HammonansHott akamemun Hayk CIIA, mepecmotpernbiM B 1989 romy, peko-
MEHJIOBaHHOE KOJIMYECTBO O€NKa B MPOAYKTAaX HMHUTAHUS JAOJDKHO COCTaBIISTH
58-66 r/cyr. mns myxunH U 44-50 r/cyT. I KSHIINH.

PekoMmeH0BaHHOE KOIMYECTBO Oeika B JueTe, 0OOCHOBAHHOE POCCHA-
CKHMH BpadaMHu-gueTonoramu, coctasiser okosno 100 r/cyT. B yMepeHHOM
kimMmate 1 He MeHee 120 r/cyT. B jxapKoM KiIMMaTte. YKa3aHHbIC HOPMBI OejKa
PEKOMEHJIOBAHBI JIIOASAM, 3aHHMAIOIIMMCS B IIEPBYIO OdYepellb YMCTBEHHBIM
TPYAOM WITH TIOJIHOCTHIO MEXaHH3UPOBAaHHBIM (PU3HUYECKHM TPYIOM.

OpHUM 13 TIPOSIBIICHUH HEMPABWIIBHOTO, HECOATaHCHPOBAHHOIO 110 OEIKY
U JHEPreTHYECKHMM MOTPEOHOCTSAM THTAHHS SBISCTCS UCHMOWeHUue W, Kak
€ro eIlle Ha3bIBAIOT, Mapasm. VcTolmeHne BBI3BIBACTCS XPOHHYECKHM HeEIoc-
TaTKOM KaJIOpHH B MHIIE Yy AeTell. ITo 3a00NeBaHne pa3BUBACTCSA Y TPYIHBIX
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JieTeil mocie nepexojia OT KOPMIIEHHS MX I'PYIHBIM MOJIOKOM Ha MCKYCCTBEH-
HYIO TIUILY, NPUTOTOBJICHHYIO M3 3JIaKOBBIX U JPYTMX PAcTeHUH M conepxka-
IIyI0, KaK IPaBWJIO, MAJIO KAJIOPUH M HETOJIHOICHHBIH PaCTUTENBHBIN OEJIoK.
JI1s cocTOSIHUS Mapazma XapakTepHa 3a/IepXKKa pocTa, pe3Ko BBIpaKeHHasI aT-
podust MBIIIEYHON cHcTeMbl, o0mmas ciabocTs U anemus. Henocratounoe mo-
CTYIUICHHE TUILIEBBIX OCJIKOB B pPaHHEM JIETCTBE, JAaXKE €CIIM OHO BIIOCIE/CT-
BUHM KOMIICHCHpYETCS HOpMaJIbHOI AMETOH, IPUBOAUT B JIIOOOM Cirydae K OT-
CTaBaHMIO B (PM3MUECKOM M YMCTBEHHOM Pa3BUTHH.

JlaHHBIC TIPOSIBIEHUS HEIOEIAHUS OCOOCHHO XapaKTepHbI Ul pPa3BH-
BAIOIIMXCS CTPaH, IZIe Yallle BCETO OT 3TOr0 CTPAmaroT JAETH W MOAPOCTKH.
CMepTHOCTh AeTel M3-3a HEMOIHOIEHHOTO NMUTAHMS B CTPAaHAaX C HEXBATKOU
TIPOJIOBOJIBCTBUSI OYEHb BENHKA — 00JIee MONIOBUHBI U3 HUX HE JOXKHBAET 0 S-
JIETHETO Bo3pacTa. Mapa3m — 3TO OZ[HO W3 NPOSBICHUH OONBIIOro Yrcia 3a00-
JIeBaHUH, TJIABHOW NMPUYNHON KOTOPBIX CIEAYeT CUMTATh HE CTOJIBKO OOIIMHA
HEIOCTATOK MPOAYKTOB NHTaHWS, CKOJIBKO HMX HecOalaHCHPOBAHHOCTH IIO
MIOTHOLICHHOMY O€lKy.

JpyruM TpOsBICHUEM HENPABUILHOTO ITHTAHHS SBISCTCS KEAUUOPKOD
(kwashiorkor), koropoe ompezensercss Kak HeaJeKBaTHOE ynoTpebieHue Oen-
KOBOH NHWIIM TPH HOPMAJIbHOM 3HepreTndyeckoM Oanance. Ha3Banme 3aboie-
BaHUS MPOM30IIIO OT ah)pPUKAHCKOTO CIIOBA, B TEPEBOJIE O3HAYAIOMIETO «OT-
HUMaHHE OT TpyaAn». B c1abopa3BHUTHIX CTpaHax JeTed KOPMST TPYAHBIM MO-
JIOKOM CPaBHHUTEIBHO JOJITO, OJHAKO, KOT/Ia UX OTHUMAIOT OT IPyau (Ipudu-
HOI{ 9TOrO CIY’KUT OOBIYHO MOSIBICHHE CIICAYIOIIET0 pedeHKa), qeTH HavunHa-
10T NOTy4aTh MHUILY ¢ HEIOCTaTOYHBIM KOJIHYEeCTBOM Oemnka. KBammopkop xa-
pakTepusyercs OOMaHYMBBIM YNHTAHHBIM BHEITHWM BHJIOM, KOTOpBIH 00y-
CJIOBJICH B TIEPBYIO O4Yepeab OTeKOM. VX TKaHM H3-3a CHI)KEHHOT'O KOJTMYECTBA
0enKOB B ITa3Me KPOBH PA3IyBAarOTCS M CTAHOBSTCS OTEYHBIMH, BCICICTBHE
Yero HapymaeTcs HOPMAIBHOE PACIIPEACICHUE BOABI MEXIY KPOBBIO M TKa-
HSMU. [lereHepaTHBHBIE MPOLIECCH PA3BUBAIOTCS TAKXKE B MEUCHH, MMOYKaX H B
MOJDKEITYI0YHOM Kene3e. JpyruMH TpOSIBICHUSIMH 3a00JICBaHHS SBISIOTCS
CYXOCTb H JIOMKOCTb BOJIOC, AWapes, pa3JiiuHble GOpMBI AepMaTHTa, 3aJepiKKa
pocTa U YMCTBEHHOTO Pa3BHTHSI.

Hauboiee BbIpa>keHHBIM CIICICTBHEM HEXBATKU Oelika B IPOIYKTaX ITH-
TaHWs y JeTeH, CTpalarolIMX KBAaIIMOPKOPOM, SBISIETCS CHIIBHO CHWKSHHAsS
CIOCOOHOCTH OpraHU3Ma HPOTHBOCTOATh HHMEKIMSIM. JTH JIETH UMEIOT PE3KO
CHIDKCHHOE KONM4ecTBO T-nmuMQOUMTOB, a Tarkke CTpajaroT OT Ae(eKToB,
CBSI3aHHBIX C TeHepalyeil (arouToB ¥ MPOAYKIHEH UMMYHOTJI00YITMHOB, WH-
TepepoHa U IPYrux KOMIIOHCHTOB HIMMYHHOM CHCTEMBI.

T'oBOpst 0 HEOOXOAUMOCTH MOJJICPIKUBATH JOCTATOYHOE KOJIMYECTBO Oel-
KOB B pallloOHe, He CIeIyeT, OJHaKO, 3a0bIBaTh M O TOM, YTO H30BITOYHOE CO-
JepkaHue Oellka B IPOIYKTaX MUTAHUS IMEET CBOU OTPHULATEIIHHBIC CTOPOHEI.

Hampumep, B CIIIA GonbIIMHCTBO HAcEIEHUS yHOTpeOssieT OenoK B KO-
JUYECTBAX TOPa3Io OONBININX, YeM 3TO HEOOXOIUMO IS TIOICpKaHHs a30TH-
croro Gananca. CpenHuii amepukaren norpediser 99 r 6enka, 68 % koroporo
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MIPUXOJUTCST HA JIOMIO MPOIYKTOB >KMBOTHOT'O IPOHMCXOXKAEHHA. MHoroumc-
JICHHBIE MCCIIEIOBAHMS IOKA3bIBAIOT, YTO 3/10POBBIN B3POCIBIH YEJIOBEK MOXKET
YHOTPEOIISATh TaKOe KOJIMIECTBO Oenka 6e3 ocoboro Bpena st 310poBbs. On-
HaKO MCCIIEJIOBaHMS, IIPOBEICHHBIC B MOCIIEAHEE BpeMs, AAIOT J0KA3aTeIbCTBA
TOT0, YTO BBICOKOE COJIEpKaHUe OelIka B pal[MOHE MOXKET CIY)KUTh IPUIHMHON
HapyIeHus obMena kanbims (Ca'?) B opranusme. B HEKOTOPBIX paboTax mpu-
BOJISITCSL JITaHHBIC, CBUJIETEIILCTBYIOIINE O TOM, YTO ITOBBIIICHHOE COZEp)KaHHUe
OenKa B NUILE BHI3BIBACT YBEIWYCHHUE MOTEPh KAIBIHS, KOTOPHIH BBHIBOANUTCS
MIOYKaMH, YTO B CBOIO OYEpE/b CHIBHO YCKOPSET Ipolece AeMUHEPANIN3alin
KOCTEH C BO3PACTOM.

C npyroit cropoHsl, Oonee cephe3HbIe KIMHUYECKHE MTPOOIEMBI MOTYT
BO3HMKATh IPH OJJTHOBPEMEHHO BBICOKOM COJICPKaHUH B IHIIE KakK OeiKa, Tak
1 BBICOKOKJIOPUITHBIX KOMIIOHeHTOB. Hanbornee gacto BcTpevarommmMmcs 3a60-
JIeBaHUEM, BBI3BAHHBIM HETIPABWJIBHBIM H30BITOYHBIM ITHTaHUEM, SBISIETCS
odicuperue. BUOXMMHYIECKHE MEXaHH3MBI NPENPACIIONOKEHHOCTH K OXHpe-
HUIO BCE €Ille He JI0 KOHIA SICHBI, HO OOJIBIIMHCTBO MCCIIEAOBATENEH mpuiep-
JKUBAETCS MHEHHS, YTO TaKHue HApYIICHUs] METa0oJM3Ma SIBIISIFOTCSI PE3ylbTa-
TOM pacctpoiictBa mepmonpodykyuu. OOBIMHO N30BITOYHOE yHOTpeOneHue
BBICOKOKAJIOPUHHOM ITUIIM MPUBOJUT K TOMY, YTO YacTh KaJOPHH MpeBpamia-
eTcsl B TEIUIO, a HE 3aIacacTcsl B BUJIE )KUPaA. DTOT MPOIECC HA3bIBACTCS UHO)-
yuposanHvim Ouemou mepmozenesom. CyIECTBYeT TPEIOI0KEHHE, YTO
yIoTpeOsieHHe BBICOKOKAJOPUIHON IHUINM CIIOCOOCTBYET THUIEPIPOAYKIHA
WHCYJIHA, KOTOPBIN IIPU y9ACTHH CUMITATHIECKOH HEPBHOI CHCTEMBI CTHMY-
JUpYyeT MeTaboIMYeCcKHe MPOIEecChl, 00eCIIeUNBAOINE PACCEUBAHNE YHEPTHH
B BHUJIE TeIIa. Y TPBIZYHOB — KPBIC M MBIIIEH — 32 PETYISAIUIO TETIONpPOIyK-
MM OTBEYAET CIEHHATM3MPOBAHHAs aJWIO3HAs TKaHb, Ha3bIBaeMasl Oypbuim
Jrcupom. Y deroBeKa 3Ta auIlo3Has TKaHb JaeT He3HAUNTEIbHBIH BKIaX B Te-
TUTOTIPOTYKIIMIO, & OCHOBHBIM MECTOM TEPMOT'CHE3a SIBIISCTCS CKENIETHAs! Myc-
Kynarypa. [Ipu CKIIOHHOCTH K OKHPEHHUIO Y OTAENBHBIX JIIOAEH HAOII0qaeTcst
HE TEIIoNpOonyKIws, a 3((EeKTUBHOE NpeBpalieHNE KAIOPHUA B XKHUpP. XOT,
KaK OTMEYasioch paHee, ONOXMMHUECKIE MEXaHH3MbI TEIUIONPOAYKIMN B TKa-
HAX-MHLICHSX ¥ UX PETYJSAUus 10 CHX MOp HE J0 KOHIA BBISICHEHBI — BCE JKe
UMeeTCs TPEIIIOJIOKEHHE, YTO PeUb MOXET WATH O HapyIICHUH (YHKIHOHH-
POBaHUS XOIOCHbIX YUKTOS.

Buonornyeckas UeHHOCTb GenkoB

BecbMa BakHO, YTO paciiaj TKAHEBBIX OSNIKOB IIPH OTCYTCTBUH WIIH Orpa-
HUYCHHUH Oellka B IPOAYKTaX IMUTAHUS MOXKHO CHU3UTH, €CITH B PAIIMOH BBECTH
HEKOTOPOE KOJIMYECTBO HOIHOYEHHO20 OenKd, WM TaK Ha3bIBACMBIX He3aMe-
Humwix amunoxuciom[21, 22]. HezaMeHHMEBIE aMHHOKHCIIOTEI TIPH 3TOM CIIO-
COOCTBYIOT BOBJICUCHHIO B PECHHTE3 OelKa 3aMEHUMBIX aMHHOKHCIIOT, coepe-
ras TeM CaMbIM 4acTh TKaHEBBIX OENKOB. XOpOLIO U3BECTHO, YTO B psjie CIIy-
YaeB BPAaYU-IHETONOTH BEIHY)K/ICHBI IIpeUIaraTh MallieHTaM Pa3IMYHbIC BHIbI
JTUETHI, COJCPIKAIIIEC OUCHb HEOOIBIIIOE KOIMYECTBO OeKa.
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OIHUM U3 TaKUX MATOJIOTHYCCKUAX COCTOSHUH SBISICTCS XPOHUYECKAs NO-
yeyHas HedOCMAamo4YHOCMyb, KOTOpask XapaKTepU3yeTcsl HAKOIUICHHEM B Opra-
HU3ME KOHEYHBIX MPOMYKTOB KaTa0oIm3Ma OCITKOB, TIIaBHBIM 0Opa3oM ModYe-
BHUHBL. B 3TOM ciiydae HEOOXOIMMO OTpaHMYCHHUE OelKa B IHMETE, TOCKOIBKY
00pa3yrommecss KOHEYHBIC TOKCHIECKHE TIPOIYKTHI B IIEPBYIO OYepEeIb OTBET-
CTBCHHHBI 32 KIMHUYECKOE TPOSIBIICHUE noueuHou Hedocmamoynocmu. OueHb
JIETKO TIOJJICPXKUBATH ITAIUCHTOB B COCTOSIHUM a30THUCTOTO PAaBHOBECHS B Te-
YCHHE JUTUTEIBHOTO BPEMEHH, €CITM MX JIUeTa BKII0YaeT MHHUMAJIBHOE KOIH-
gyecTBO Oernka, paBHOE 40 r/1eHs.

OmHako TUETHI, cofepXkalue Oojee HU3KHUE KOJMMYECTBAa OENKa, CTaBAT
psn mpobiem. OfHA W3 HUX 3aKITFOYACTCS B TOHKOM OallaHCHUPOBAHUU MEKIY
KOJIMYECTBOM OelKa, TOCTATOYHOM JUIS TOTO, YTOOBI M30€KaTh OTPUIIATEIBHO-
T'0 a30TUCTOTO OallaHca, HO HACTOIBKO MAajoM, YTOOBI MPEIOTBPATHTH HAKOII-
JIeHHe MPOIYKTOB pacmana [23]. OCHOBHBIMHU MapaMeTpaMH TaKOM IHETHI SB-
JISIOTCS. HEOOXOIUMBIE KOJIMYECTBA ITOJHOLIEHHOIO OeliKka U JTOCTaTOYHOE KO-
JIUYECTBO YTIIEBOMIOB W YKHUPOB JJIsI BOCIOMHEHUS €KCAHEBHBIX JHEPreTHUE-
ckux motpebHocTel. CyIecTBeHHBIIT MOMEHT — MPUCYTCTBHE HE3aMEHHUMBIX
aMUHOKHUCIIOT UIS TIOJEP KaHUS IOJIOKUTEIBHOTO a30THCTOrO OajaHca; ¢
JIPYTO CTOPOHBI, OPTAaHU3M JIOJDKEH OBITh B COCTOSHHH CHHTE3UPOBATH 3aMe-
HUMBIC aMUHOKHUCIIOTHI U3 JIPYTUX a30T-COACPIKAIINX METa0ONUTOB; ¥, HAKO-
HeIl, JIFeTa JOJDKHA BKJIFOYATh YTIICBOABI M KUPHI, KOTOPHIE MO3BOJIAIOT cOepe-
ratb OCIKU MUIIN OT SHEPTETHISCKOT0 METadONIN3Ma B YIIEPO MIIACTHICCKOMY
obmeny. [Ipn TmaTeapHOM MOAXOAE K COCTABICHUIO MOJOOHBIX TUET yIaeTCs
CHHM3UTH KOJIMYECTBO OejKa B MpoAykTax muTtanus 10 20 r/cyT.

st ynoBieTBopeHus TOTpeOHOCTEH OpraHu3Ma B MPOTEHHE CYIIECTBEH-
HBIM SIBIIIETCS HE TOJIBKO KOJIIMYECTBO, HO M Kauecmeo OEIKOB B COCTaBE IH-
. Pa3mmynbpie 6eKky, KaKk M3BECTHO, OTIIMYAIOTCS MPOICHTHBIM COIEPIKaHH-
€M OTJENBEHBIX aMHUHOKHUCIIOT. [103TOMY B 3aBHCHMOCTH OT AMUHOKUCIOMHO20
cocmaga U IOKPBITHSA TOTPEOHOCTH B OelTke OJHOTO Oelika HY)KHO OoJbIIe,
a JIpyroro MeHsIe. B aToM cMmbIcie 60ibIIoe 3HaUYCHHE IPUOOpETaeT Ouo10-
2uuecKkas YeHHoCmy 6ek08, KOTopast ONPEACISACTCS TAKKE CHIENEeHbIO €20 YC-
60€HUsL OPTaHU3MOM.

Buoiornueckast HEHHOCTh TOIO MM MHOIO O€IKa TEM BBIIIE, YEM OJIMKE
€ro aMUHOKHCJIOTHBINA COCTaB K COCTaBY OENIKOB JaHHOrO opraHu3ma. B tec-
HOM CBSI3M C BOIIPOCOM O OMOJIOTMYECKOU HEHHOCTH OejKa HaXOAWUTCS Mpel-
CTaBJIEHHE O TaK HAa3BIBAEMBIX JHCUSHEHHO HE0OX00UMbIX (He3aMEeHUMBIX aMu-
Hokuciomax). B skcriepuMenTax Ha T1ab0paTOPHBIX KMBOTHBIX TOTPEOHOCTE B
Oenkax obecreynBaiiach JOOABIEHNEM CMECEM UMCTHIX aMHHOKHWCIOT, U3 KO-
TOPBIX MCKJIIOYANIACh Ta WM WHAs aMUHOKHCIIOTAa. Ha OCHOBaHUM OICHKH CO-
CTOSIHUS )KUBOTHOT'O JICJIAH BBIBOJIBI O 3HAYCHHU UCCIICIYEMbIX aMHUHOKUCIIOT
JUIE pOCTa M Pa3BUTHS JKUBOTHBIX. BBUIO MOKAa3aHO, YTO JAJsI HOPMAJIHHOIO
pocrta kpbic HeoOxoaumo 10 He3aMEHHUMBIX aMHHOKUCIOT. JlanpHelme Kc-
MEPUMEHTHI B 3TOM K€ HAMPABIICHUH CBHICTEILCTBOBAIIH, YTO HAIMYUE HE3a-
MEHHUMBIX aMHHOKHCIIOT MMEET TAKXKe HEIMOCPEICTBEHHOE OTHOIICHHUE K MO/~
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Jiep KaHuIo a30oTucToro 6ananca. OTCYTCTBHE B MHUIIE JIIO00H N3 HE3aMEHUMBIX
aMHUHOKHCIIOT TIPUBOJNT K OTpHIATENbHOMY a3oTucroMy Oanancy. Criexmyer,
OJIHaKO, UMETh B BH[Y, YTO MEXaHMYECKUI NEPEeHOC Pe3yJbTaToB SKCIIEPH-
MEHTOB C OJIHOTO BHW/Ia )KHBOTHBIX Ha JpyTrHe HenomycTuM. Hampumep, amu-
HOKHMCJIOTA TIMIUH HE SBJISIETCS HE3aMEHUMOM ISl KPBIC, HO HE3aMEeHUMa JUIs
UBIUIAT. Pa3nndHble pe3ynbTaThl ObUIM MOJTYyYEHBI Takke HA coOakax M Kpbl-
cax.

N3ydyenne a30THCTOro oOMEHa y B3POCIHBIX 3IO0POBBIX JIOJEH, KOTOPBHIM
MUIIEBOI OeNoK B paIiOHE 3aMEHSUIM PAaBHOLEHHBIM KOJIWYECTBOM CMECH
CBOOO/IHBIX AMHHOKHCIIOT, MO3BOJIMJIO CHENIAaTh BBIBOJ O TOM, UTO YEIIOBEKY
JUISL COXpaHEHUS d30MUCHO20 PABHOBECUS, NOOOEPIUCAHUSL MACCHL mead, mpy-
00CROCOOHOCIU U YOO0BLEMBOPUMENLHO2O CAMOYYBCMEUs HEOOXOIUMO TIpH-
CYTCTBHE B MHIIE 0e6samu aMUHOKUCIIOT: MpUnmo@ana, heHunaianuna, iusu-
Ha, 2UCUOUHA, MPEOHUHA, MEMUOHUHA, lelyuHa, uzoneiyuna n éaiuna. Cy-
TOYHAsI MOTPEOHOCTh B HE3aMEHHMMBIX aMHWHOKHCIOTaX Bapeupyer oT 0,5 r
(must Tpumrodana) mo 2,0 r (must neiinuHa, (eHUIATAHHHA W METHOHHMHA)
(Tabu. 2.1).

HoBopoxneHHBIM U AeTsAM Al pocTa HeoOXoanMa eIe OfHa, JecsTas,
AMHUHOKHCIIOTA — apeutuH. Y B3POCIBIX JIOJIEH apriHUH 00pa3yeTrcs B IOCTa-
TOYHBIX KOJMYECTBAaX B MEYCHN NPH QYHKIMOHNPOBAHUH UKIIA MOYEBHHOOO-
pasoBaHust (MM, KaK €ro ellle Ha3bIBal0T, OPHUTHHOBOTO IIMKIA), OHAKO JIeT-
CKOMY OpPTaHH3MY JJIs1 OTHOBPEMEHHOTO CHHTE3a MOYEBHHBI U CHHTE3a OEKOB
apriuHNHA HE XBATaeT BCIEACTBUE €lIe HEAOCTATOYHO YETKOTO (DYHKINOHHUPO-
BaHUsI [IMKJIa MOYEBHHOOOpa30BaHUs.

Tabnuya 2.1. Hezamenumbie amMuHOKUCIOMbL

AMMHOKHCIOTA, T AMMHOKHCIIOTA, T
Aprunun* 0 MernoHuH 2,02
Tuctugun** - DeHnIaIaHUH 2,02
W3oneiinun 1,30 Tpeonun 0,91
Jleiiuun 2,02 Tpunropan 0,46
JIuzun 1,50 Banuun 1,50

* HCO6X0,I[I/IM TOJIBKO HOBOPOXKJACHHBIM U NETAM IJIs pOoCTa
** — He3aMeHHMas AMHUHOKHUCIIOTA, HO TOYHAs CyTOYHAs IIOKa HE OIPEACICHA

[MutaTesbHbBIE CBOWCTBA OEIKOB MOXHO OLEHHUTH C MOMOIIBIO JBYX Xa-
PaKTEpUCTUK — XUMU4eckol U buonocuueckoll yenHocmu. B miepBoM ciydae
0€JIOK TO/IBEPTraloT MOIHOMY THIPOJIH3Y, ONPEAENISIOT €r0 aMHHOKUCIOTHBIH
COCTaB M CPAaBHUBAIOT C AMHHOKHUCIIOTHBIM COCTABOM CTaHJapTHOrO Oelika,
MOJIY4YEHHOT0, HAMPUMEpP, U3 MOJIOKA WU SHUIl. JTOT CHOCO0 JaeT BO3MOXK-
HOCTH OIICHUTH €r0 MOTCHIHAIBHYK) XUMHYECKYIO0 LIEHHOCTh. Mepoii 6uoio-
2uueckou yennocmu O€JIKa CIY)XUT BEIMYMHA, OOPATHO MPOMOPIUOHATIBHAS
KOJIMYECTBY JAHHOrO OEIKOBOTO MPOIYKTa, KOTOPOE HEOOXOMUMO ISl MOJ-
JIepyKaHusT a30TUCTOTO0 PABHOBECHS Y B3POCIOro 4enoBeka. Eciu B JaHHOM
OelKke TPHUCYTCTBYIOT BCE HE3aMEHUMBIC AMHHOKHCIOTHI B HEOOXOIUMBIX
MPOTMOPIUAX U BCE OHM MOTYT BCACHIBATHCS B KHIICYHUKE, TO OMOIOrHUYECKast
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[IEHHOCTH Takoro Oenka ycimoBHO paBHa 100. st monHOCTEIO TIepeBapuBac-
MBIX OCIIKOB C HETIONHBIM COJIEPKaHUEM aMHHOKHUCIIOT WIIH C ITOJIHBIM COMEep-
JKaHHEM aMUHOKHCIIOT, HO HE TIOJTHOCTBIO TICPEBAPUBAEMBIX 3TO 3HAUCHHUE OY-
JIET 3aBEIOMO HIDKE. B COOTBETCTBUM C 3TUM KPUTEPHEM OHOIIOTHYCCKAs IICH-
HOCTB O€ITka, B KOTOPOM OTCYTCTBYET XOTs OBl O/THA HE3aMCHUMAasi aMUHOKHUC-
mora, OyIeT paBHa HYIIO.

Takum 0Opa3oM, OHONIOTHYECKAasT IICHHOCTh TOTO WIIM HHOTO OeJka ompe-
JIEJIIeTCS HE TOJNHKO aMHHOKHCIOTHBIM COCTaBOM, HO U CTCIICHBIO YCBOCHUS
0enKa, BO3MOXKHOCTBIO €r0 PACIICIDICHUS MUIICBAPUTEIEHEIMA (epMEHTaAMU.
B wacTHOCTH, Takue OENKOBEIC BEIIECTBA, KaK BOJIOCHI, IIEPCTh, IEPhsS U JPY-
THe, HE MOTYT HCITONB30BATHECS OPTraHU3MOM B Ka4ECTBE MUIICBHIX IPOIYKTOB,
IIOTOMY YTO OHH HE IOABEPraroTCs MPOTCOTUTHICCKOMY pacIleruieHuto dhep-
MEHTaMH THUIICBAPUTEIEHOIO TPAKTa UYEIIOBEKa W OONBINMMHCTBA JKUBOTHBIX.
Jake XuIIHBIC )KUBOTHBIC UMEIOT BECbMa OTPaHWYCHHBIC BOZMOKHOCTH TIepe-
BapHUBaTh MOAOOHKEIE OETKOBBIC 0OPA30BAHUS.

OCHOBBIBasICh HA aMHUHOKHCIIOTHOM COCTaBE M CIIOCOOHOCTU TIepeBapu-
BaThCS B KEIYAOYHO-KHUIIICUHOM TPAKTE YEIIOBEKA M JKUBOTHBIX, OCITKU ITHTIIH
MIPUHATO Pa3elATh HA HOJNHOYEHHble U HenoJHOYyeHHble. Pa3IIHBIMU METO-
JTaMH, TIO3BOJISTFOIIIAMH Pa3JIeIATh CIOKHBIC OCIKOBBIE CMECH Ha OTACIHHEIC
(pakimu, yaanoch BEICTHTh HEKOTOPHIC HHINBHTyaTbHEIC OCITKH PACTHTEIh-
HOT'O TIPOUCXOXKJCHUS, KOTOPHIC OTIIMYAIOTCS IMONHBIM OTCYTCTBHEM TEX WU
MHBIX HE3aMEHUMBIX aMHHOKHUCIOT. K TakuM OejkaM OTHOCSAT 21uaour TIIIe-
HUIIBI, 3euH KyKypy3bl. OTBITEI ¢ KOPMJICHHEM MMM JKHBOTHBIX ITOKAa3aIH He-
BO3MOKHOCTh WX HCHOJNB30BAHUS U MONACPIKAHUS a30TUCTOTO PABHOBECHS,
U Takue OCNKY MONYYWIH Ha3BaHUE HenoaHoyerHvix. OTHAKO HHA YETIOBEK, HU
JKUBOTHBIC HUKOTIA HE YMOTPEOJSIOT B MHILY OTHEIBHBIC YUCTHIC OCIKOBBIC
¢paxmuu. B mpupoae BooOIIe He CYIecTBYET >KUBOTHBIX WJIH PAaCTHUTEIbHBIX
TKaHEH, B KOTOPBIX TOJHOCTBIO OTCYTCTBOBAIU OBl HE3aMEHHMEIC aMUHOKHUC-
notel. [ToaToMy, XapakTepu3ys OCIKOBBIC MPOTYKTHI TUTAHUS, YMECTHO TOBO-
PUTH JHIITH 00 WX OONBIICH MIIA MEHBIICH OMOIOTHIEeCKOM IEHHOCTH.

XoTs pacTUTEIBHBIC OCIKU B LEJIOM II0 MUTATEIBHON [EHHOCTH yCTYTIa-
10T )KHBOTHBIM, TEM HE MEHEE IPU OTpPEICIICHHON WX KOMOWHAITNHA OPTaHU3M
obecrieunBaeTcsl MONHONW W cOaTaHCHPOBAaHHON CMEChI0O aMHUHOKHCIOT. Tak,
HATIpUMED, OelKU KYKYpY3bl CO0epHCam MAno JU3UHA, HO OOCAMOYHOe KOJU-
yecmeo mpunmogana, TOTIa Kax beiku 600608 6ocamel TUSUHOM, HO coOep-
arcam mano mpunmogana. B OTIETFHOCTH HHU OJVH W3 ATHX OCIKOB HEINb3S
CYNTATH MOMHOLECHHBIM. OTHaKO cMech 0000B M KYKYpYy3bl COACPIKUT HEOOXO-
JIUMOE YEJIOBEKY KOJIMYECTBO HE3aMCHHUMBIX aMHHOKHCIOT. Takas CMech, U3-
BECTHas TIOJ HasBaHWeM cykkomaw (OION0 U3 KyKypy3bl M 600OB), HHTYH-
THBHO ObliIa «cocTaBieHa» uuaeiinamu Hosoro Csera. XXurenn BocToka Tak-
JKe M3J]aBHA HAYYHINCh KOMOMHHPOBATH OMpEICICHHBIC PACTUTEIBHBIC TIPO-
JTYKTBI JUIS TIOTYYEHISI TIOTHOW C TOYKHU 3PCHUS MTUTATEIBHON IICHHOCTH CMECH
AMHHOKHCITOT (IPIMEPOM TaKOH KOMOWHAIIMH MOXKET CIIYKUTh COUCTAaHHE PH-
ca ¢ coeBbiMu 000amu). B Ilenrpansroii u FOxHON AMepuKe, TiIe HETOCTATOK
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OCIIKOB B UmIc OBLI OOBIYHEIM SIBJICHUCM, MG)KZ[yHapOHHLIﬁ KOMUTET 11O ITPO-
OieMaM IUTaHUS BKIIIOYHI B PpalioOH MOJHOLCHHYIO IMUTATCIIbHYIO CMECh, U3-
BCCTHYIO 11O HA3BAHHUECM «lnca)arina», COACPIKALIYIO CPABHUTCIIBHO JACHICBLIC
PACTUTCIIbHBIC 6€J'IKI/I, TJIaBHBIM O6p2130M KYKYPY3bI, COPI'O U XJIOIIKOBBIX pac-
TCHHUMU.

O6MmeH npocTbIX 6enkoB

B >xuBOM OpraHuzMe ¢ MOMEHTA 3apOXKICHUS U 0 CMEPTH OIHOBPEMECH-
HO TIPOMCXOJAT MPOIIECCH OTMUPAHUS U Pa3pyIICHUs KICTOK, BHEKICTOYHOTO
BeIeCTBA TKAHEH M OPraHOB M BOCIPOU3BOICTBO X, 3aMCHAa HOBBIMU. DTH
MIPOIIECCHI UAYT HACTOJNBKO HHTCHCUBHO, YTO B TCUCHUE KI3HU OpraHU3Ma €ro
TKaHW ¥ KJIETKU YCIIEBAIOT CMEHUTHCS MHOTOKPATHO (IIPHMMEPOM MOTYT CIIy-
JKUTB OPUTPOLIUTSI, TOJTHOCTHI0 OOHOBIISIONIHECS 38 3—4 Mecsra). [ToaTomy 1mo
CTCIICH BaKHOCTH B TIpOIlECCax OOMEHa BEIIECTB IDIacTHYeCKas (PYHKIUS
0EIKOB HEM3MEPHUMO MPEBOCXOIUT UX SHEPTETHUECKYO POJIb.

OO01ee exxeTHEBHOE KOJIMYECTBO OCKOB, KOTOPHIC MOJICKAT TIepeBapH-
BaHUIO B opranm3me 4enoseka, cocrout u3 70-100 r 6enka mumu u 35-200 r
SHJIOTEHHOTO OelKa, TPEACTaBICHHOTO SKCKPETHPYEMBIMU THIICBAPUTEITHHEI-
MU (epMEHTaMHU U OelIKaMH OTMHPAIOMNX KIeToK. [lepeBapuBaHne OCIKOB U
BCACBIBAaHHE TPOIYKTOB THIPOIMTHICCKOTO DPACIICIUICHUS SBIIICTCS BECHMa
3¢ GEKTHBHBIM TIPOIECCOM Y 3I0POBOT0 YEIOBEKA.

3a WCKITIOYEHHEM KOPOTKOTO TPOMEXKYTKA BPEMEHHU IIOCIE POXKICHUS
(TOCTHATATBHBIN TIEPHO) Y YeTOBEKa CKONBKO-HUOYIb 3aMETHOTO BCACHIBA-
HUS WUHTAKTHBIX OIIUTO- ¥ TOJUTETITAIOB B KUIIICYHUKE HE TPOUCXOANT. Baxk-
HEeHImmii 1 TTy0oYainii CMBICT TpoIlecca epeBapuBaHIs OCITKOB 3aKITFOUCH
B JIMIIICHAY TTOIUMETITHIHBIX MOJICKYJI IHIM BAAOBOH cnenuduanocta. Jeii-
CTBUTENBHO, KOXKIBI BUJ OPTaHU3MOB, KaXKIBIH OpraH WIH TKaHb COJCpPXKAT
CBOM XapakTepHBIE, CIEIUPUISCKHe OCNKH, TO3TOMY IIPH YCBOCHUU OCIIKOB
IMUIIH, KOTOPBIE UYXEPOAHBI IS NAHHOTO OpraHW3Ma, OHH MPEXIE BCEro
JIOJDKHBI OBITH JTUIICHBI UX 6100601 cneyuguurocmu. C 3TON UENBI0 B MHUIIE-
BapUTEIBHOM TPAKTE IPOUCXOAUT «Pa3IOKEeHHE» OenkoB Ha WHAU(DDEpeHT-
HBIM MaTepraa — aMHHOKHUCIIOTH! WK (YaCTHYHO) TIPOCTEHIINE TH- U TPHIIETI-
tuapl. Takoe «pa3inokeHHe» OEIKOBBIX BEUICCTB Ha Ooiee MPOCTHIE, JTUIICH-
HBIE BUFOBOH CrIeIU()UUHOCTH COCAUHEHUSI, CIIOCOOHBIE BCACHIBATHCS B KPOBb,
OCYIIECTBIISIETCS. C MOMOIIBIO MUIIEBAPUTENBHBIX MPOTCOTUTHUECKUX THUAPO-
71a3, PACILEIUISIONMX B OCIKaX MUIIY MENTHIHBIC CBSI3U:

i

O
OTH NHIIEBapUTENbHBIC THAPONA3bl HA3BIBAKOT nenmudazamu (npomea-
samu, npomeunazamu). JJaHHBINA KJIAcC TUIPOIUTHYCCKUX (PEPMEHTOB MOIpa3-

JACIAIOT Ha 3H00nenmuaa3bz, KOTOPBIC pACHICIUIAIOT BHYTPCHHUC MCOTUAHBIC
CBsA3U U 06pa3y10T OobIIKe (bpaFMeHTLI IOJIMIICTITUAOB, U OJIUTOIICIITUAOB U

32



2K30nenmudazsl, OTIEIUIIONINE TT0 0JTHOMY aMUHOKHUCIIOTHOMY OCTaTKy JTHOO
¢ C-, mubo ¢ N-koHIa monumenTHaHON 1enu. [lo aToMy MpHU3HAKY 9K30nen-
muoasel Janee MOJPA3NICIAIOT Ha KApOOKCU- U AMUHONeNnmuoassl. JHJOICI-
THAA3bl UTPAIOT BAXKHEHIIIYIO POJTh HAa HAYAIBHBIX CTAIUSIX PACIICIUICHUS Oe-
KOB 110 OoJiee KOPOTKHUX (hparMeHTOB, KOTOPBIC BIIOCIEACTBHAN C OONBIIEH (-
(hEeKTHBHOCTBIO ITOJIBEPTAIOTCS ACTPAAIAH IO JCHCTBUEM SK30IICTITH/IA3.

CrierupuaHOCTh IEHCTBUSA PA3IUYHBIX TPOTCOTUTHICCKUX (PEPMECHTOB
HAa TICTITHIHBIC CBS3U, OOpPa30BaHHBIC TEMH WM WHBIMA aMUHOKHCIIOTAMH,
OOBACHACTCSI CYIICCTBOBAHHEM CTPOTOTO COOTBETCTBHS MEXKIY CTPYKTYPOM
aKTHBHOTO IIEHTpa (epMEeHTa W CTPYKTYPOU yJdacTKa MOJHUIICHTHIHON IICIH,
MPUIETAIOMIETO K TUAPOIIN3YEMOI CBSI3H, T. €. CTPOCHHUEM paauKaia. ATaKye-
MOCTh OeJKa COOTBETCTBYIOIICH npomeunaszoll 3aBUCUT TaKXkKe OT KOH(popMa-
UM MOJICKYJIBI OeNKa B 1esioM. IMeHHO O3TOMY JIeHaTypHpOBaHHBIC HaTpe-
BaHKeM OesKH (T. €. TIOBEPTIIHECS TEPMOOOPAOOTKE MICHBIE M PHIOHbIE TIPO-
IyKTHI, BapeHbIe SHIa), a Takke OENKH, HAOYXIIHe MMOJ JICHCTBUEM COJISTHOM
KHCJIOTHI JKENYIOYHOT'O0 COKa, IePeBapUBAIOTCS 3HAYUTENHHO 3¢ eKTHBHEE,
4yeM OCITKA HATHBHBIC, XOTS IPU STOM HX MTEPBUYHAS CTPYKTYpa OCTACTCS OU-
HaKOBOMH.

Ilpomeuna3zvl, BXOOALIME B COCTAB >KEIYIOYHOTO, MOKETYJOUYHOTO U
KHILIEYHOT'O COKOB, BO3JICMCTBYIOT HA NMENTHIHBIE CBSI3U B PA3JIMYHBIX y4acT-
Kax TOJHMENTHIHBIX 1erneid. [103ToMy TONBKO B pe3ynbTaTe KOMOWHHUPOBAH-
HOT'O BO3JICHCTBUS BCErO0 KOMIUIEKCA MPOTCOIUTUICCKAX (DEPMEHTOB IKEIy-
JIOYHO-KHUIIIEYHOTO TPAKTA OCYIIECTBIIACTCS THUAPOIN3 OCITKOB IO KOHEUHBIX
MIPOAYKTOB, MPEACTABICHHBIX C80000HbIMU AMUHOKUCIOMAMU, & TAKKE Ou- U
mpunenmuoamu, KOTOPbIE BCACBIBAIOTCS AUTEIHATBHBIMHA KICTKAMH TOHKOTO
KHIIICYHUKA.

TlomocTran
amoeTs TIOEE}XHOCTE “IHTEPOTHTED Karmmmap

CBOBOHER "
AN TCHOTID —=—fla
(4050
Berma,
TICUTHITE [TTHITED * A MIHHOFHETIOTED
TEOCHH
TRHICHE Cmero meTTTHTED
MO TPHIIS HH (60%%)
amalTaza IS
KApOOECHIENTHazE & ﬁiﬁrﬁemm?[a " .
Kap o RCHIETTHTAGE B IETIETTHTATS Ma ——=— M3
Ilecmo REITYTINE
TPOIYELHHE H mmag"}?nw
mEHCTERA EellETa LETOSHAT
DEPMEHTOE  TOBKIGE FHIUSUHME FARMEA IHTEPOLHT

Puc. 2.3. Cxema, ompasicarowas nociedosamenbHvle Cmaouu pacuenienus 6eikos 00
AMUHOKUCTIOM, OU- U MPURENMUA08 6 JiceryOouHo-kuuteunom mpaxme [ 20]
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Takum 00pa3oM, Kak IOKa3aHO Ha puc. 2.3, Ipolecc NepeBapHUBaHMs
0EJIKOB MOKET OBITh YCIIOBHO pa3ZieieH Ha )KEITyI0YHYIO, TAHKPEaTHIECKYIO 1
WHTECTHHAIIBHYIO (Da3bl B 3aBUCHMOCTH OT Y4acCTHs TE€X WJIM MHBIX IPOTEHHA3,
HMMEIOIIUX COOTBETCTBYIOIIEE IPOUCXOXKICHUE.

NMepeBapuBaHue GenkoB B Xenyake

X0opoIIo N3BECTHO, YTO B MOJIOCTH pTa OENKH HUKAKHM M3MEHEHHSIM HE
TIOABEPTaIOTCS BCIEACTBUE OTCYTCTBHS B CIIOHE IIPOTEOIMTHYECKHUX (hepMeH-
ToB. IlepeBaprBaHue OENKOB HAaYMHAETCS B XKETYAKE. BBIAEIAIOT TPH OCHOB-
HBIX (hakTOpa, 00ECIICYNBAIOIINX HHULIUALIMIO [TPOIIECCa IIepeBapUBAHUSL:

CTUMYJISLIUSL BBIICIICHUS 2dcmpuHa TIPUCYTCTBHEM OeJKa INHIIN B
JKeITyaKe;

B CBOIO OUepelb eacmpun OOCCIICUNBACT CEKPCIIUIO 0OKIAOOUHbIMU
KAemKamu CIU3UCTOM KENYIIKA CONHOU KUCTIOMbL,

CEKPEIIUS NeNCUHO2EHA 2NAGHBIMU KIeMKAMU CIIA3ICTON JKEITyIKa.

JKemynounslii COk XapaKTepHu3yeTcs IIPHCYTCTBHEM BBICOKOM KOHIIEHTpa-
uu HCl 1, cienoBarensHo, HuskuM 3uadennem pH (pH » 2,0), a Takxe Hau-
YHeM TNpPOTEenHa3 ceMelCTBa nencund. BBICOKas KMCIOTHOCTH COAEPKUMOTO
JKeITyIKa MMEeT Ype3BBIYaifHO BaXHOE (PH3HOJIOTMIECKOE M OHMOXMMUYECKOE
3HAYEHHE!

BO-TIEPBBIX, CHIIBHO KHCIas cpefa odecrednBaeT HaOyxXaHue W JeHa-
Typanuio NUIIEeBEIX 0enkoB. [Ipu 3ToM rroOyispHbIe OSNKH YyTpadHBaIOT Tpe-
THUYHYIO CTPYKTYPY, BCIEJCTBHE YeT0 BHYTPEHHNE METHIHbIE CBS3H CTAHOBSIT-
s IOCTYITHBIMH IS I€HCTBUSI IPOTEHHA3,

BO-BTOPBIX, TIPHCYTCTBHE COJITHOW KHCIOTHI OOeCreYnBaeT WHUIIHA-
U0 aYTOKAaTAIUTHYECKOTO MPOoIecca MPeBpalleH s ENCHHOreHa B TIETICHH U
CO37IaeT ONTHMAJIBHBIC YCIOBHS JUIS MPOSIBICHUS €0 MPOTEONUTHIECKON aK-
TUBHOCTH. Tak, onTuMasibHOe 3HaueHne PH KerymouHoro coka sl HopMallb-
HOTro QYHKIIMOHUPOBAHHUS TIETICHHA YeroBeka cocraBister 1,5-2,5. TIpu pH 5-
6 MeTCHH MPAaKTUYECKH HE MPOSIBISIET IIPOTEOIMTHIECKOH aKTHBHOCTH,

HaKOHEIl, BBICOKasl KOHIEHTPALUs COJITHOM KHCIOTHI MPEISTCTBYET
Pa3BUTHIO B TIOJIOCTH JKEITYKAa MUKPOQIIOPEI, ACHCTBYSI KaK aHTHUCENTHK, TEM
CcaMbIM TPENOTBpAIias 3apOXKICHUE THHUJIOCTHBIX MPOIECCOB. XOpOIIO W3-
BECTHO, YTO IIPU TaCTPUTAX IMPU HEIOCTATOYHOW KHCIOTHOCTH MKEITYIOUYHOTO
COKa THUJIOCTHBIC MPOLIECCHI B KEIYAKE SBISIOTCS NPUUUHON IMOSBICHUS Y
0OJIBHBIX HEMPUATHOTO 3amaxa u3o0 pra.

B nmabopaTopHO# KIMHUYECKOH MpaKTHKE A TECTUPOBAHUS COCTOSHIUS
JKENyAKa OOBIYHO OMPEIEISIOT KaK «C60000HYI0» CONSAHYIO KHUCIIOTY, TaK U
00WYI0 KUCTIOMHOCHb KETyIOYHOro coka. J[iist 3Toro omnpeneneHHbil 00beM
senynodHoro coka TUTpyioT 0,1 N pacTBOpoM 1ienouu B MPUCYTCTBUU UH[TH-
KaTopoB — (heHOI(TaTIeHHA IS ONpPEACTICHHS O0IIeH KUCIIOTHOCTH U IUMETH-
JaMumoaszoben3ona npu onpezaenennn csobomanoit HCl. OGmacts mepexomna
okpacku (heHondranenna nexut B npeaenax pH 8,2-10,0, uto no3Bomsier om-
PEIENNTh BCIO COBOKYITHOCTE KHCIIO pearnpyromux Beriects (cBobommas HC,
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KHUCJIOTa, CB3aHHas ¢ Oenmkamu, (ocdarsl, OPraHUYECKUE KHUCIOTH U JAp.) B
KETYIOYHOM COKE.

JluMeTiaMn10a300€H3051 U3MEHSET OKpacKy B Iperenax 3HaueHud pH
2,4-4,0. Orta obiacts PH cooTBeTCTBYeT MOMEHTY HEHTpAIM3ALUH IIEIOYBIO
npaktiaeckd Beer cBoboxHoit HCl. KucnoTHOCT JKemymodHOro CoKa BbIpa-
xator B Muummintpax 0,1 N pacrsopa NaOH, pacxomyemoro Ha TUTpOBaHHE
100 mi1 coka, — mumpayuouHulX eOUHUYAX .

ITpn HOpMasbHOM (QyHKIMM >KemynKa oOmast KMCIOTHOCTH KOJIeOIeTcs
00b14HO B mipenenax 40-60 THUTparMOHHBIX €MHUILL, & CBOOOIHAS COJISTHAs K-
citora — 20-40 enuHwuiL.

B macrosimee Bpemsi pa3paboTaHbl O€330HIHBIE METOBI ONpPEIETICHUS
KHCIIOTHOCTH JKEITYI0YHOr0 coka. CyThb 3THX METOJIOB COCTOHT B HCIIOJIH30Ba-
HUHM MOHOOOMEHHBIX CMOJI C NPUCOEANHEHHBIM XMHHUHOM. [Ipn BBeneHHu Ta-
KOW CMOJIBI B ITOJIOCTD XKETY/IKA CONSTHAsI KHCIIOTA CBSI3BIBAETCS C KATHOHHUTOM,
BBITECHSSI XMHUH, KOTOPBIA BCAaChIBAETCS B KPOBb U BBIBOAUTCS M3 OPraHN3Ma
¢ Mouoit. [To KOTMYIECTBY BBIICIMBILErOCs XUHUHA CyasT o conepkanun HCl B
JKEITy0YHOM COKE.

OeicTBMe nencuHa

Baxneiinnyto posib B iepeBapuBaHIN OCIIKOB B JKEIyIKE UTPAET MPOTEH-
Ha3a — TETNCHH, KOTOPBIH CEKPETUPYETCS 21a8HbIMU KAeMKaMU CIN3UCTOMN XKe-
JTyAKa B KaTaJUTHYECKH HEAKTUBHOH (opMe — B BHAE nencunoceHd. AKTHB-
HBII TETICHH 00pa3yercs W3 MpPeIUIECTBEHHUKA — nencunozena (MOJ. Macca
40000 [a) npu yaanennn 44 aMUHOKHCIOTHBIX OCTaTKOB ¢ N-KOHIa OemKOBOiA
MOJIEKyJbl. Pacienyienne menTuaHoW CBSI3M MEXIy aMHHOKHCIOTHBIMH OC-
TaTKaMu B TMONOXEHUAX 44 u 45 B mencrHoreHe MOXKET HPOUCXOIHUTH JHO0
TIOCPE/ICTBOM aBTOAKTHBALMN BHYTPUMOJIEKYIISIPHON PEaKIIUK THAPOIIN3a IPU
pH Hmxke 5,0, 160 B mpHUCYTCTBUU CIIEIOB METICHHA 33 CUET aBTOKATAJIM3a.
OcBobosxnatomuiics N-KOHIIEBOH MENTHA OCTAeTCS CBA3aHHBIM C OCTAIBHON
JacThIO MOJIEKYJBI (pepMeHTa M AeHCTBYET Kak MHrHOMTOp mercuHa npu pH
Bemie 2,0. Ototr nHrndupyronmi 3gpdexr ycrpansercst 1100 MpH CHIKCHUH
pH no 3nauennit, menpmx 2,0, 1100 B pe3ynbTaTe AadbHEHUIICH IerpamaIiun
N-xoHmeBoro menTtuga moj AeicTBHeM mnerncuHa. Jlamee oOpa3zoBaBHIMIACS
MIETICUH aKTHBUPYET JIPYTrHUe MOJIEKYJbI MENCHHOIeHa W BECh IPOLiecC MpHoO-
peTaeT JIaBUHOOOPA3HBIA XapakTep.

Ilencunbl ABASIOTCS] yHUKATBHBIMH O€ITKaMH XOTS OBl IOTOMY, UTO Ype3-
BBIYAHO yCTOMYMBBI K JEUCTBUIO KUCIOT. DaKTHUUECKHU 3TU MPOTEUHA3bl aK-
TUBHBI TOJBKO B CHJIFHOKUCIIOW Cpelle M HEe aKTHBHBI IIPH HEHTPAIbHOM 3Ha-
yennn pH. MexaHn3Mm Kartanmsa 3aBHCHT OT NPUCYTCTBHS B aKTUBHOM IIEHTpE
(epMeHTa ABYX KapOOKCHIIBHBIX TPYII, ITPUHAUISKAIINX IBYM OCTAaTKaM ac-
MTAparuHOBOM KHCJIOTHI, MPUYEM OJHA KapOOKCHIbHAS TIPYIIAa HAXOIUTCS B
MOHHM30BaHHOW (opme, a apyras — B HEJUCCOLMHUPOBAHHOM COCTOSIHUH. Ilo
9TOW NMpPHUYHMHE METCHHBI OTHOCAT K CEMEWUCTBY Kapbokcunpomeunas. Xapax-
TEPHOI OCOOCHHOCTHIO KapOOKCHTIPOTEHWHA3 SBISACTCA WX WHTHOWPOBaHUE
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nencmamunom, KOTOPBIA OKa3bIBae€T MHTHOMpYIOIIee ACHCTBHE B OYEHb HU3-
KHUX KOHLIEHTpaLUsX, MOopsAaKa 10 M.

OCHOBHOI1 XETyZOYHOW MPOTEHHA30W sBIIAETCS MencuH A (Mo Macca
33000 [Ta), KOTOpBIil MPEUMYILIECTBEHHO PACLICIUISAECT IENTUIHBIC CBSI3U, 00-
Pa30BaHHbIE AMUHOSPYHNAMU APOMAMUYECKUX AMUHOKUCIOM — TUPO3WHa, de-
HIWIAIAHUHA U TpUOTO(aHa, a takxke cesi3u Ala-Alau Ala-Ser.

HepBHopeduiekTopHbIe MEXaHU3MBI OTAEICHHS XKEITYA0UYHOTO COKa U pe-
TYISIIAS JKeITyIOYHOW CEKPEelMH JIOCTaTOYHO MOAPOOHO PAaccCMaTpHBAIOTCS B
Kypcax ¢usuonoruu. TeM He MeHee HEOOXOIMMO OCTAaHOBHUTHCS Ha HEKOTO-
PBIX acmeKTax AEHCTBUS TyMOpalbHBIX (hakTopoB. K umciay Takux (akropos
OTHOCSTCS 2UCMAMUH, SBISIONIMACS MPOIYKTOM JE€KapOOKCHIIMPOBAHUS aMH-
HOKHCIIOTBI THCTUIMHA IO/ JeUCTBUEM THCTHIMH-IeKapOoKkcunassl (puc. 2.4)
U IHIIEBApUTENBHBII» TOPMOH eacmpuH, BBIONHSIONMNA Hanbosee BaKHYIO
pOJIb B CTUMYIISILIUM CEKPEIMH XeIyJo4YHOro coka. OOpa3oBaHne racTpuHa B
cim3ucTOl 000I0YKe MPUBPATHUKA JKEIY/IKA U TOCTYIIEHHE €r0 B KPOBb pe3-
KO YCHWJIMBAETCSI TIPH TTOCTYIIEHUH B )K€y 10K IHIIIH.
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Puc. 2.4. Cxema, urnrocmpupyrowas npoyecc 00pa308anus SUCMAMUHA — NPOOYKMA
0eKapOOKCUNUPOBAHUSL AMUHOKUCTIOMbL SUCMUOUHA NOO Oeliceuem 2UCmUuOUHOeKap-
boxcunasvl

CpaBHEHHE aKTUBHOCTEH 3THX IBYX (DaKTOpOB ITOKa3bIBAET, YTO ITOJIH-
nenrtu ractpud obnamaer B 500 pa3 Gonee BBICOKOH CITIOCOOHOCTBIO CTUMY-
JUpOBaTh (PyHKIHMIO Ky Ka, 9eM rucramuH. OHaKo IpH BBEACHUN YEIIOBe-
Ky B KpOBb Jake 1 Mr rucramuHa oOHapy>KMBAaeTCsi HHTEHCHBHOE OTIEJICHHE
XKexynouHoro coka. [lomoOHas eucmamunosas npoba ucnonb3yercst B 1adopa-
TOPHOW KJIMHWYECKOW NpakTuke st Aud(depeHnnaabHOi AMarHOCTUKA axi-
Jull — TIATOJIOTMYECKUX COCTOSIHHM, XapaKTEepU3YIOIINXCS HECIIOCOOHOCTHIO
sxenynka cekperupoarh nencud u HCl. OtcyrcrBue cekpenuu B OTBET Ha
BBEJICHHE TUCTAMHHA CBUAETEIHCTBYET 00 aTpoueckoM N3MEHEHHH CIIH3HU-
CTOH Xemyaka. B Xxone akTWBaIuy HeTcHHa HE BeCh NETCHHOTEH NPUHUMAET
ydacTHie B 3TOM Iporecce. HaCTHYHO OH BCachIBA€TCA B KPOBB, JOCTABISAETCA
B ITIOYKH M TIEPEXOANT B cOCTaB MO4H. [IpHCyTCTBYIOMUI B MOYE METICHHOTEH
MIOYYMJI CHIeNUaIbHOE Ha3BaHUE yponencurozena. B xnmanyecknx madoparo-
pHSAX, OCOOEHHO B NEIMATPUYECKOH NPaKTHKE, YACTO ONpENeNsieTcsl aKTHB-
HOCTB yporencuHoreHa (yporerncuta) Ui OUeHKH (YHKIHOHAIBHOTO CO-
CTOSIHHSL M CEKPETOPHOH (YHKIMM CIM3UCTOH Xeryaka y aeredl. Ilpu monn-
JKeHHOHM CEKPELNH XKETYZOYHOTO COKa M TPH HAIWYUH aTpOPHUIECKUX HpOIec-
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COB aKTHBHOCTH YPOICIICHHA PE3KO CHMKACTCS, a MPH TUIICPCEKPETOPHBIX CO-
CTOSIHUSIX, HAIIPAMEP TIPH 538eHHOU 00/1e3HU — TIOBBIIIACTCS.

B kImHWYECKON NpakTHKE ONPEACISIOT TAaKKe aKTHBHOCTH IICTICHHA,
ocobenHo Tpu otcyTerBru cBobGoanoi HCl B skemymounom coke. IT0 MO3BO-
JSIeT OTINYaTh anayuonsie cocmosnus (orcyrcreue HCl nipu Hamwumu mercu-
Ha) OT MCTUHHBIX aXuIuil, IPH KOTOPBIX CEKPELHs JKEeMYIKA MPAKTHIECKH OT-
CYTCTBYET.

OCHOBHBIMU MPOAYKTAMU THAPOIU3a OCNIKa IO IeHCTBHEM TICTICHHA SB-
JSIOTCS OOINBIINE MENTUAHBIC (PPATMEHTHI U HEKOTOPOE KOJIHYECTBO CBOOOJI-
HBIX aMHUHOKHCIIOT. 3HAUCHHE TIepeBapUBaHIs OCIKOB B JKEIYIKE CBOINUTCS, B
MIEPBYIO OYepellb, K TOSBICHUIO MENTHAOB M aMUHOKHUCIIOT, KOTOPHIC JEUCT-
BYIOT B Ka4eCTBE CTUMYJIATOPOB CHHTE3a U BBIOpOCa xoneyucmoxununa. Ilo-
ATOMY TIENTHIBI, 00pa30BaHHEIC B PE3YIAbTATE THIPOIUTHICCKOTO PaCIIerie-
HUS TUIIEBBIX OCIKOB IOX MEHCTBHEM >KENYIOYHBIX MPOTEHHA3, SBISIOTCS
WHCTPYMEHTOM MHUIIMAIINH ITAHKPEaTHIeCKOH (ha3pl iepeBapuBaHUs OeITKa.
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NEKUUA 3. NEPEBAPUBAHUE BEJIKOB
B TOHKOM KULLEYHUKE. AKTUBALIUA
NAHKPEATU4ECKUX SUMOIEHOB

Kak TonmpKko KHCIOE COMEpKUMOE KEIylIKa IMOMagacT B TOHKAN KHIIeU-
HUK, B HEM TOJ BIMSIHUEM HU3KOro PH HaumHaeTcs cekperws ropMoHa cek-
pemuna, TOCTYTAIOMIEr0 B KpoBb. Cexpemun B CBOIO OYEpEIb CTUMYIHAPYET
BEIJICJICHIE TIO/DKEITYIOTHOM JKene30i OMkapOoHaTa, 9To MPUBOANUT K HEWTpa-
mm3anmu HCI sxenymounoro coka. B pesynsrare pH pesko Bospacraer ot 1,5
2,5 mo ~7,0. Ilpu HelTpanbHOM 3HAYCHUU PH B TOHKOM KHINICYHHUKE MPOIOI-
JKaeTcs TepeBapuBaHe OCIKOB MOJ EHCTBHEM IMPOTEHHA3 ITODKEITYIOUHOM
skene3bl. CeKpelus 3TUX MPOTEHHA3 CTUMYIHPYETCS TOPMOHOM XOAeYUCTNOKU-
HUHOM, TIPOAYKIAS KOTOPOTO 3aBHUCHUT OT IOCTYIUICHHUS B JBCHAIIATHIICPCT-
HYIO KHIIKY CBOOOTHBIX aMUHOKHCIIOT.

[MumeBapUTENBHBIN COK TMOKETYIOYHON JKEIIe3bl COACPIKUT OOIBIIOE
KOJIMIECTBO NPOIHIUMO8 IHOONeNmuoas u Kapookcunenmuoas. ITA 3UMOTCHBI
aKTUBUPYIOTCA TOJBKO ITOCTIE TOTO, KaK MOMaIyT B MPOCBET TOHKOTO KHUIIIEU-
HuKa. KirtoueBbIM (epMEHTOM, OTBETCTBCHHBIM 3a WX AKTHBAIIHIO, SBIISACTCS
SHMEPOKUHA3a — TPOTEHHA3a, TPOMYIHpYyeMas SMUATSITHATBHBIMA KICTKAMHI
JIBEHAIIATATICPCTHON KHINKH. DHTEPOKHWHA3a aKTUBHPYET IMAaHKPEATHICCKUI
TPHUIICMHOTEH MTOCPENCTBOM OTIIeuTeHus 2excanenmudoa NH; — Val — (Asp)s —
Lys ¢ N-koHma 3Toro 3uMoreHa, mpeBpalias €ro TeM CaMbIM B aKTHBHBIN
tpurcuH (puc. 3.1).

NH,- Val — (Asp),—Lys—~Te—Yal...... COOH
TpHmeEHOTEH

FHTEPOEHHAT

NH,~— Val — (#sp),—Lys Ile—Val...... COOH
TpHICHH

Puc. 3.1. Cxema, unmrocmpupyrowas npoyecc akmusayuu mpuncuHa noo oeucmeuem
9HMEPOKUHA3bI

Jlanee akTHUBHBIA TPHUIICHH CIIOCOOCH aBTOKATAJMTHYECKH AKTHBHPOBATH
JIpyrue MOJEKyJIbl TPUIICUHOTeHa. boiee Toro, oH Taxke NeHCTBYET Ha APyrue
MIPOJH3MMBI, TaKHe KaK XMMOTPUIICHHOTEH, IIpodjiacTa3a M IpoKkapOoKcHIer-
tuaasel A u B (puc. 3.2). TIocKOIbKY TPHIICHH UIPAET POJIb OOIIEro MOLIHOTO
aKTHBATOPa MTAHKPEATHUECKUX ITHIIEBAPUTEIBHBIX (PEPMEHTOB, B COKE ITOIKe-
JyJOYHOH Keme3bl NPUCYTCTBYET HHU3KOMOJIEKYJISIPHBIA IMENTHI, AEUCTBYIO-
WA KaK MHrUOUTOp TPUIICHHA M NPEJOTBPAIIAOIINI IPEKIEBPEMEHHYIO aK-
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TUBALIMIO TCX HE3HAYUTCJIIbHBIX KOJWYCCTB TPHUIICKMHA, KOTOPBIC MOI'YT OKa-
3aThbCA B KJIICTKax HOH)KCJIYHO‘IHOI\/'I JKCJIC3bI NJIM €€ MPOTOKAX.

Tl oromerrrogres,
AMMHOEHCTIOTE] - - - - o C o ________ .
[o0pazgEarmEe EJIE THH FHIIEYHEEA
IION maHCTEHSN
TTRTICEOHA] . T
:
. ¥
S FOIEIECTORMHHE B CBERETHE _ TR CHE TO BEHEH
1
¥
IHTEPOEHHATA ‘SIHTEIHATHEE
. e L EIIETEH CIHZHITOH
! EHILEYUHHER
¥ [
Tpemermoren + Tpumim
2 HMO TR HICHEDTEH + o —
MpoamacTaza P
‘HmacTaza
WA o fo Kapforcimenmioase: & w B
THIATE & H B 3

Puc. 3.2. Cxema, unmocmpupyowjas nocie008ameibHOCHb CMaouli ceKpeyul u akmu-
8ayuu NAHKPeamuieckux epmenmos

CyOctpatHas creupUIHOCTh TPHUIICHHA, XUMOTPHUIICHHA U 3JacTa3bl —
OCHOBHBIX ITaHKPEATHYECCKUX JHJIOINMENTHaa3 — oTpaxeHa B Tabn. 3.1. Tlan-
KpeaTndecKue MPOTCOTUTHICCKUE (DEPMEHTHI aKTUBHEI TOIBKO IMPH 3HAYCHISIX
pH, OH3KUX K HEHTpaITEHOMY, ITO3TOMY () (PEKTUBHOCTH WX KaTaTUTUISCKOTO
JIEHCTBUS 3aBHCHUT, KaK OBUIO YKa3aHO paHee, OT CeKpernu OuKkapOoHaTa, Hell-
TPAIU3YIONIETO COJSTHYIO KUCIIOTY JKEITYJOYHOTO coKa. [lepeurcieHHbIe SHI0-
MENTHAA3Bl OTHOCAT K CEMEHCTBY CEpUHOBbIX NpomeuHas, COIepKalux B aK-
TUBHEBIX [IEHTPax CIENU(PUICCKUI OCTATOK cepruHa (y XHMOTPHIICHHA 5TO Ser-
195), OTBETCTBEHHBIH 3@ MPOTEOIUTHIECKYIO aKTHBHOCTH (PePMEHTOB. Xapak-
TEPHOI OCOOCHHOCTBHIO CEPHHOBBHIX MPOTEHHA3 SBISICTCS MX CIIOCOOHOCTH He-
0o0paTMO HMHTHOWPOBATHCS NPU JNEUCTBHU Opzanudeckux ¢mopgocpamos,
KOHKpETHee, TP B3aWMOJICHCTBUN OCTaTKa aKTUBHOTO CEpHUHA C OUU3ZONPO-
nuagpmopgocgamom (cM. nanee).

[MonumenTHAbl U OMUTONENITUIBI, OOPa30BaHHKIC B PE3YIbTATE MPOTEOIIHU-
3a TIOJ ICWCTBUEM TICTICHHA U MTAaHKPEATHIeCKUX SHIOMENTH A3, TIOIBEPTat0T-
csl MaNbHEHIe nerpajanyiv B MPOCBETE TOHKOTO KHICYHUKA TPH YIACTHH
kapOokcumenTraaz A U B. OTu Oenku SBIAIOTCS METAUIOGEPMEHTAMH, IS
MIPOSIBIICHUS aKTHBHOCTH KOTOPBIX HEOOXOIMMO MPHCYTCTBHE B AKTHBHOM
meHTpe aroma ZN, ", CIeIOBaTeIhHO, MEXaHU3M UX JICHCTBUS JODKEH OTIIH-
4aThCs OT MEXaHW3Ma KaTann3a KapOOKCH- U CEpUHOBBIX MPOTCHHA3.

B pe3ynpTate KOMOMHHUPOBAHHOTO NEHCTBYS MAHKPEATUIECKHUX TCTITH/IA3
00pa3yroTcs cBOOOMIHBIE AMUHOKHCIOTHI i KOPOTKUE MENTH/IBI, COCTOSIINE U3
2—8 aMHUHOKHCIIOTHBIX OCTAaTKOB. [lenmTuasl, oOpa3yromuecss Ha JTaHHOH cTa-
JTUY TIepEeBapUBAHNS TUIIEBOT0 OenKka, comepxkar a0 60 % amMmuHHOrO a30Ta.
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Y4yacTtime nentnaas TOHKOro KMLIeYHUKaA
B paclienneHnn KOpoTkux nentnaoBs

ITOCKONBKY CEKPET TOUKEIYIOUHOM XKENe3bl He COMEPKUT KAKUX-THOO
3aMETHBIX KOIMYECTB AMUHONENMuOa3, OKOHIATEIIBHOE MEPeBapUBAHNE OJIHU-
ro- ¥ JUIEHTHIOB 3aBUCUT OT (PYHKIMOHUPOBAHMS (PEPMECHTOB IIETOYHOM Ka-
€MKH TOHKOTO KHIIEYHHKA. [10NOCTHAS MOBEPXHOCTH ILIA3MaTHYECKUX MEM-
OpaH SMUTEIMATBHBIX KIETOK KHUIIEYHHKA OCOOEHHO Oorara (epMeHTamu,
OPOSIBISIIONIMMY  SHIONENTHAAZHYI0 W aMHUHOICITHIA3HYI0O aKTHBHOCTH, a
TAKXKE COMNCPIKUT IUIMCTITUAA3HI C PA3INYHON CyOCTPaTHON CIenU(pUIHOCTHIO.
KoHeuHbIME TPOIYKTaMHK TIPOLECCA NPUCTNEHOUHO20 NUUeEAPEHUs] SIBITIOTCS
CBOGO/IHBIE aMUHOKHCIIOTHI, Ji- M TPUICITHIBL. AMHUHOKHCIOTH U KOPOTKHE
HENTUIBI CIIOCOOHBI BCACHIBATHCS SIUTEIHAIBHBIME KICTKAME MPU IIOMOIIA
CrienU()MIECKUX TPAHCIOPTHBIX crucTeM. [locTymarome B SHTEPOLMTHL Id- 1
TPHICTITAIBI THAPOIUIYIOTCS B MUTOILIA3ME ITHX KIETOK 1O aMHHOKHCIOT U
TOJIBKO MOCIIE 3TOTO TIOKUAAIOT KIETKH, HAMPABIISLICh B KPOBsiHOE pycio. [Ipu-
CYICTBHE B MHTOIUIA3ME OJIUTEIMATBHBIX KIETOK KHIICYHHKA [HIICITHIA3
OOBSICHSICT TOSIBIICHUE B BOPOTHOM BeHe (MOCIe MPUHATHS IHUIIN) TPaKTHIE-
CKH TOJIBKO CBOOOIHBIX aMUHOKHCIIOT.

dakTHYECKOe OTCYTCTBHE IIENTHAOB B KPOBU paHee CIYXHIO J0Ka3a-
TEJIBCTBOM TOTO, YTO TPU MOJIOCTHOM IHIIEBAPEHUH MPOMCXOAUT IOJHBIN
ruaponu3 GENKOB MUK 0 CBOOOMHBIX aMHHOKUCIOT. OMHAKO B HACTOSIIIEE
BpeMsl YCTAHOBICHO, Y4TO GOJBIIAST YaCTh aMUHHOTO a30Ta IHIIH BCACHIBACTCS
B BH/Ie NPOCTEHINNMX MENTHIOB, KOTOPbIE TMIPOIU3YIOTCS BHYTPHUKICTOYHO.
HckimoueHne U3 3T0oro 0oOIIEro MpaBmiia COCTABIISIOT JH- U TPUIEMITUIBI, CO-
NepIKAILHe APOAUH WIH OKCUNPOLUH, & TAKKE BKIFOYAIONINE HCOObIYHBIC aMHU-
HOKHCIIOTBI, Takue Kak b-Ala B xaprosune (D-anaHwirucTuavHE) U ancepune
[b-ananmn (N?-MeTwI) rHCTHIMHE], IPHCYTCTBYIONIHE B MSCE LBIILISAT.

N
NH—C—~CH,~GH~-COOH +|i|4H—(|:|—c:H2—c|:H—coan
CH CH bl CH CH NH
N  O=C—CH,—CH,—NH, “n°  0=C—CH,~CH,~NH,
|
Kapaozrm (- anamo- L-rac THI) CHj

Aucepm [§-anamin (NQ-MET‘HII)-L-FHCTH,I[HH]

I[I/IHGHTI/I,HI)I KapHO3MH W aHCCPUH SABJIAKOTCA <IUJIOXUMU> Cy6CTpaTaMI/I
JJI JUIICOTHAA3 HUTOILUIa3Mbl SHTCPOLUTOB U ITO3TOMY TPAHCIIOPTUPYIOTCH B
HCU3MCHCHHOM BUJAC U3 SMHUTCIINAJIIBHBIX KJICTOK KHUIIICYHUKA B KPOBAHOC pYyC-
JI10.
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CepVIHOBbIe npoTenHasbl.
MexaHu3m gencrTeus XAMOTpPUNCUHA U KapGOKCMneHTMAa3bI

Panee yxe oTMedanoch, 4TO MOJDKEIy[OYHas XKele3a OTBETCTBEHHA 3a
MIPOAYKIHUIO [ETION TPy NPOTEOIUTHUECKUX (PEPMEHTOB, THIPOIIN3YIOIINX
MIeNTUIHBIE CBS3M, OOpa3OBaHHBIC pa3sHBIMM AMHHOKHCIOTAaMH. (EepMEHTH,
YYacTBYIOIME B IIEPEBAPUBAHUN OCIIKOB, U UX CIEHU(UIHOCTD B OTHOIICHUN
MENTUIHBIX CBs3el, 00pa3yeMbIX pa3HBIMH aMHHOKHCIOTaMH, HPUBEICHBI B
tabn. 3.1. Hanbosnee BasKHBIM ¥ MOJIHO W3YYEHHBIM IPEJICTAaBUTEIEM UHTECTH-
HAJIBHBIX MPOTEUHA3, OTHOCSIIUXCA K CEMEICTBY CepuHO8bIX npomeuHas, siB-
JSIeTCSl XUMOTPUIICHH. XHWMOTPHUIICHH IIPEJCTaBJIsIeT COOOM NUIeBapUTEIb-
HBIH (epMeHT, CHHTE3WpPYeMbIH B BHJE 3UMOTCHA AyUHAPHbLIMU KIETKAMHU
MOJPKETYA0YHOM JKEJIe3bl.

Tabnuya 3.1. Cybcmpammuas cheyuguuHOCms NPOMEUHA3  JHCeNy OOUHO-KUUEUHO20
mpakma

o Pacmeruisiemast
AKTHBHBIH (hepMEeHT 3umoreH AkTuBaTop .
MIENTUJTHASL CBSI3b
KapbokcunpoTenHassl
ABTOaKTUBAINA,
Tlencun A Tlencunoren A N a Tyr, Phe, Trp
AKTUBHBII NEICUH
CepHHOBEIE TPOTEHHA3BI
OHTepoKHHa3a
Tpurncun TpuncuHoreH P Arg, Lys
Tpurncun
XuUMOTpHUIICUH XUMOTPHUIICHHOTCH Tpurncun Tyr, Phe, Trp, Met
Omnacraza ITpoonacrasa Tpuncun Ala, Gly, Ser
Zn-coiepiKaliye MenTHaa3bl
IIpokap6okcumern- Val, Leu, lle, Ala
Kapb6okcunenrtuaasza A poxap Tpurncun
TUgaza A ¢ C-xoHna
IpokapOokcurien-
Kap6okcunenruasza B poxap Tpurncun Arg, Lys
THIa3a B
OrTieruieHue
AmuHOIENITHAA3a ITpoamuHONENTHAA3a Tpuncun N-KOHIIEBBIX OCTaTKOB
(3a uckiroueHnem Pro)

BHyTpH alMHapHBIX KIETOK HOBOCHHTE3MPOBAHHBIC MOJEKYIBI Oeika
TPAHCIIOPTHPYIOTCS. U3 JHIOIUIA3MATHYECKOr0 PETHKYIyMa B armapar [ oib-
DKM, TJIC OHH OKPY)KArOTCsl GEIKOBO-JIMITHIHON MEMOpPaHO! — Tak 00pa3yroTes
3UMOTEHOBBIC TPaHYJIbl, KOTOPIC B 3JIEKTPOHHOM MHKPOCKOIIE BBITISIIST KaK
OdeHb IUIOTHBIC Tenbua (puc. 3.3).

3UMOTE€HOBBIE TPAHYJIbI, COICPHKAIINE XUMOTPHIICHHOT€H, HAKAILTHBAIOT-
Csl B BEpXYIIKE al[MHAPHBIX KJIETOK U 3aTeM IIOf ACHCTBHEM TOPMOHAIBHOTO
WM HEHPOHAIIBHOTO CHI'HAA BHIOPACHIBAIOTCS B MPOTOK, BELYIIHH B JABEHA-
NIATUIICPCTHYIO KHUIIKY.

XHUMOTPHUIICHHOTESH TIPEACTABICH OIHOW TOIMIEITHIHON LEnbio u3 245
aMuHOKUCITOT. Lenb cTabuIM3upoBaHa MEITHIO MUCYIb(QUIHBIMI MOCTHKAMH.
AKTHBAIUSI XUMOTPUIICHHOI€HA OCYIIECTBIISCTCS O JCHCTBHEM TPHIICHHA,
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PacUICIUISIOMIET0 HENTHIHYIO CBSI3b MEXIY aprHHMHOM-15 n u3oneinuHOM-
16. OOpa3yromuiics pu 3TOM aKTUBHBIN P-XMMOTPHIICHH JEHCTBYET Ha ApYy-
THe MOJICKYJIBI XUMOTpHUIICHHOreHa (puc. 3.4).

Puc. 3.3. Dnexmponnas Mukpoghomozpagust 3UMO2EHOBbIX 2PAHYI 8 AYUHAPHLIX KAem-
Kax noocenydounot cenesol (no pucynxy G. Palade uz [2, m. 2]

[ 245 XMMOTPMNCHHOrEH
xrpuncuu
[ 156 215] X-XUMOTDHNCHH
Arg}) k‘*"E XUMOTPUNCUH

Ser-Arg Thr-Asn
1415 147148

[ 13| 16 146] (149 245] - XUMOTPHUNCHH
P AN

Leu lle Twi  Ala

A-uens B-uene C-uene

Puc. 3.4. Cxema, winocmpupyrowas nocied08amenibHOCmy CMaouti akmueayuu xXu-
Mompuncuna

Jlanee pP-XUMOTpPHUIICHH TIOJIBEPraeTCs JOMOTHUTEIHPHOMY IIPOTEONIATHYIC-
CKOMY JICWCTBUIO XUMOTPHUIICHHA C BBIMICTUICHHEM IBYX TUICTITUIOB SEfqy—
Argis u Thryz7—ASNg 1 00pazoBanmeM CTaOMIBHONH (GOpMBI (hepMeHTa — a-
XUMOTpPHUIICUHA.

[TockombKy XUMOTPHIICHH SBIISICTCS OIHUM W3 HAWOOJee IOJHO W3YyYCH-
HBIX ()EPMEHTOB, IEIIECO00Pa3HO PACCMOTPETh €ro CTPYKTYPY U MEXaHU3M
neiictBus Oomnee AetanpHO. MoJeKynna a-XuMOTPUIICHHA COCTOUT U3 TPEX II0-
JUMENTUIHBIX TeTel, COCTMHCHHBIX IBYMS MEXKIICTIOUYCUYHBIMH JUCYIb(UI-
HBIME cBsi3simH (puc. 3.5).
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Puc. 35. Cxema opeanuzayuu mMonexkyivl a-XxuMomMpUncurd, Cmaduiusupo8arHHol 08y-
ML MedCYenoveuHbiMu OUCYIb@UOHBIMU MOCTRUKAMU U MPpeMs GHYMPUYenoyeyHbIMU
oUCYTbPUOHBIMU CBAZAMU

MornekyisipHass Macca a-xXMMOTpUIICHHa cocTaBister okoio 25 000 [a.
Mornekyna WMeeT KOMIAKTHYIO — DJUIMIICOMIHYI0  (GOpMy  pa3MepoM
51" 40 40 A. Bce 3apskenHbIe IpyIIIBI, 32 HCKIIOUEHHEM TPEX, HEOOXOMIH-
MBIX JUISl KaTaJIN3a, HAXOAATCS Ha IOBEPXHOCTH MOJIEKYJIBI.

PaBHOBecue peaky I'MAPOJH3a CABHHYTO HPAKTHYECKH ITOJHOCTHIO B
CTOPOHY pacHICIUICHNS! NENTHIHBIX CBsi3ed. OHAKO XUMOTPHIICHH CIIOCOOEH
THPOJIN30BaTh C BEICOKOH CKOPOCTBIO JaJIeKO HE KKIYIO NMENTHIHYIO CBS3b.
OH peiicTByeT n30MpaTeNIbHO Ha CBS3M, OOpa3OBaHHBIC KAPOOKCUNbHBIMU
2PYRRAMU APOMAMUYECKUX AMUHOKUCIOM U AMUHOKUCTIOM ¢ 2UOPOPOOHBIMU
paouKanamu 601bLWO020 pasmepa, Hanpumep MemuoOHUHA.

XapakTepHOH 0COOCHHOCTBIO XUMOTPHIICHHA SIBIISICTCS. €r0 CIIOCOOHOCTh
THAPOIN30BaTh ddupHule caasu. 110 cymecTBy, 3HAUUTENIbHAS YaCTh CBEICHUN
0 MEXaHU3Me JICHCTBHSI XUMOTPHIICHHA ObUIa IMONyYeHa MpH o
N3YYEHUH THAPOIIN3A CIONHCHBIX PUPOE. . CH,

Kak ObIIO0 mOKa3aHO, XHWMOTPHUIICHH KaTaJH3HUpyeT &
THIPONN3 HENTHIHBIX W 3(UPHBIX CBsI3€H B J1Ba OTIEIBHBIX
sTama. BrepBele 3T0 OBUIO OOHAPY)KEHO MPU HU3YUCHUH
KAHETUKH THAPOJIM3a CIOXXHOI(HPHOH CBSI3M N-HHUTPO-
(eHnnanerara. NO,

AHanu3 peakiiy MoKa3al, YTO BBICBOOOXKIEHHE B XOJIE
THPOJIN3a OJHOTO U3 MPOAYKTOB — N-HUTPO(EHOIa — IPOUCXONT B JIBE CTa-
JIMM. CHaJaja N-HUTPO(EHOT BBICBOOOXKIAETCS 63pbi800OpA3HO, A 3aT€M OH
oOpa3zyeTcs yxKe C MeHbutell CmayuoOHapHOU CKOPOCHbIO.

B 00mmx weprax mporecc THApoian3a N-HUTPO(GEHMIIAETaTa CBOITUTCS K
oOpa3oBaHui0 (epMEHTCYOCTpaTHOrO KOMIUIEKCa, 3aTeM >(upHas CBsI3b B
cyOcrpaTe paciienisiercss ¥ N-HUTPO(EHON BBICBOOOXKIAETCS, IIPU TOM arle-
THJIbHAS TPYMIIA CyOCTpaTa OCTAETCS KOBAJICHTHO CBSI3aHHOW B AKTUBHOM IICH-
Tpe hepmenra. Jlanee Boga atakyeT aneTHi(pepMEeHTHBIN KOMILUIEKC ¢ 00pa3o-
BaHWEM alleTaT-HOHA U pereHepupoBaHHOro dhepmenrta (puc. 3.6).

Bbeictpas HavanbHast (aza BBICBOOOXKIEHMS N-HUTpPOQEHONA CBA3aHA C
oOpa3oBaHueM alMI(GpepMEHTHOTO KOMIUIEKCa, MOKa3aHHOro Ha puc. 3.6 3Ha4-
koM (*). DTOT Tam Ha3BIBAIOT ayuiuposanuem. BTOpOii JTam, HA3BIBACMBI
deayunuposaruem, COOTBETCTBYET CTAIMOHAPHOW CTaJi¥ PEaKIHH, SBISIO-
mielicss OOHOBPEMEHHO umumupyrowell. ATMIPEpMEHTHBI KOMIUIEKC OKa-
3aJIcs HACTOJBKO CTaOMIIBHBIM, YTO B ONPEICICHHBIX YCIOBHSAX €TO yAaeTCs
BbIICIUTE. [locie Toro kak mpu PH 3 ObUT BBIIENCH B YHCTOM BHIE STOT IIPO-
MEKYTOUHBIH anmiI)epMEHTHBIH KOMIUIEKC, YIAJIOCh OXapaKTE€pPHU30BaTh Me-
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CTO, IO KOTOPOMY MPOUCXOIUT NPUCOCANHEHHE allWIbHOW TPYIIBI K pepMeH-
Ty. OKa3aJ10ch, YTO alIJIbHAS TPYIINa CBsI3aHA C ATOMOM KHCJIopoaa cnenudu-
YeCKOro ocrtaTka cepuHa — cepruHa-195 (Ser-195). IMeHHO 1o 3TOi mpuyuHe
XUMOTPHIICHH OTHOCST K TPYIIIE CePUHOBbIX NPOmeuHas. ITOT OCTATOK CepH-
Ha MPOSBIISICT HEOOBIYATHO BBICOKYIO PEAKIIMOHHYO CIIOCOOHOCTH. Ero MoxHO
cnenuduiecku MOMETUTh opeanuueckum @mopgocghamom — ouuzonponui-
@pmopgpochamom (puc. 3.7).

||
C—CH
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([@opnonr] + - c oy —
C'
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e ﬁ_CH:i + Hzo
o]

Puc. 3.6. Ayunuposarue — 06pazosanue ayemuighepmMenmHo2o0 KOMNieKca 8 Kavecmee
NPOMEIHCYMOUHO20 NPOOYKIMA, Oeayuiuposanue — 2UOPOIU3 NPOMEICYMOUHO20 aye-
MU epmMenmno2o Komniexca
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Puc. 3.7. Cxema unakmugayuu xumompuncuna ouusonponuipocgamom (AIIOD) 3a
cuem 0bpazoeamiist OUUZONPONULPOCHOPUILHO20 NPOU3800HO20 cepuna-195

O mNOBBIMIEHHON PEaKUMOHHOHN crocoOHOCTH cepuHa-195 roBoput TOT
(axT, 4TO OCTalbHBIE 27 OCTaTKOB CEPHHA B XMMOTPHUIICHHE a0COJIIOTHO HE
B3aMMOJICHCTBYIOT ¢ muusonpomuidropdpocharom (ATIDD). Keraru, xumor-
PHIICHH — HE €IUHCTBEHHBIN QepMeHT, KoTopslii nHrnoupyercs JAI1OD. MHo-
THe JApYrue NpOTEOJUTHYECKUE (DEPMEHTHI, TaKue KaK MPUncCuH, 21acmasd,
MpoMOUH, OAKMEPUATbHBII CYOMUNU3UH, TAKKE CICIU(YUICCKA PEarupyroT C
JIID®, nonHOCTEIO Tepsisl IpU 3TOM aKTUBHOCTh. Kak U B ciydae XUMOTpUII-
CHHA, JaHHblE MpoTeuHa3bl B3aumojeictByor ¢ DD 3a cyer omgHOro-
€IMHCTBEHHOTO OCTaTKa cepuHa. TakuM 00pa3oM, yMECTHO TOBOPHTH O CyIIIe-
CTBOBAHHUH IIETIOTO CEMEHCTBA CEPUHOBLIX NPOMEUHA3.
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B kaTaiuTHYECKMX aKTaX XUMOTPHUIICHHA, OIHAKO, MPUHUMACT y4acTUE
HE TOJILKO 00KOBOH pamukan Ser-195. Bruto moka3aHo, 9TO B aKTHBHOM IICH-
Tpe (epMeHTa BaKHYIO POJIb UTpaeT Takke OcTaTok ructununa — His-57. Jlo-
Ka3aTh €ro ydacTHe B KaTalli3e yAaJoCh C IOMOIINBI0 TaK Ha3bIBaeMOU ag-
¢unHOU MemKu, KOTOPask CBA3BIBACTCS C XUMOTPHUIICHHOM ITOI00HO cyOCTpaTy
C OJTHOU CTOPOHKI M 00pa3yeT KOBAJICHTHYIO CBS3b C OMPEICICHHON TPYIIION B
aKTUBHOM IICHTPE — C IPYTOii.

Takoifi METKOH JUII XUMOTPHIICHHA SIBISICTCS COCAWHEHHWE mo3u-L-
erunananunxIOpMEMuIKenoH, CTpOCHIE KOTOPOTo MPUBEACHO Ha puc. 3.8.
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Puc. 3.8. Cmpykmypa mosun-L-genunanranunxiopmemunkemona, ucnonb3yemozo 6 Ka-
yecmee appunnoti memru xumompuncuna (R— mosunonas epynna)

Hanmume B Monekyie MeTkn OOKOBOM LiemH, MpeAcTaBlIeHHON (eHnIana-
HUHOM, oOecIieunBaeT ee crenuguueckoe B3auMoieicTBre ¢ pepmenTom. Pe-
aKIIMOHHOCIIOCOOHAS TPYIIa METKH — XJIOPMETHJIKETOH — B3aMMOJICHCTBYET
TONBKO ¢ ocrarkoM His-57 u ankunupyer ofuH U3 aTOMOB a30Ta THCTUIHHO-
BOro Kojbla. B3anmmonelictBue Takod adpduHHON METKH C XHMMOTPUIICHHOM
MOJHOCTBIO JIMIIaeT ero QepMmeHTaTHBHONW akTHBHOCTH. CylecTByeT He-
CKOJIBKO JOKa3aTEIbCTB BBICOKOW CIIEIN(HIHOCTH B3aUMOJICHCTBHUS METKH C
XMMOTPHUIICHHOM:

BO-TIEPBBIX, aQUHHAs METKa BBICOKO cTepeocriennpuaHa. D-m3omep
METKH C XMMOTPUIICHHOM HE B3aHMOJICHCTBYET,

BO-BTOPBIX, KOHKYPEHTHBI HHTHOWTOp XUMOTpHUICHHA — D-(ern-
MIPOITMOHAT TOPMO3HUT IIPOIIECC B3aNMOICHCTBHUS METKH C OEIIKOM;

B-TPETHUX, CKOPOCTh WHAKTUBAIMH XUMOTPHUIICHHA TPH 100aBICHUN
METKH HaXOAUTCS B TAKOM JK€ 3aBHCUMOCTH OT PH, Kak CKOpPOCTh KaTain3a.

Cxema B3ammozeicTBus To3mi-L-henmmanannnxiopmeriikerona ¢ His
57 npusenena Ha puc. 3.9.

Takxum 00pazoMm, JUIs MPOSIBICHUS] KaTaJUTHYECKOH aKTUBHOCTH XHMOT-
PHIICHHA TPUHIUITHAIBHBIM SIBIISETCS IPUCYTCTBHE B aKTUBHOM IIEeHTpe dep-
MmeHTa octatkoB Ser-195 u His-57. Kak ObU10 yCTAaHOBIIEHO MO3KE, PAIOM C
STHMH OCTaTKaMHU B MOJIEKYJIC XMMOTPHIICHHA HAXOMUTCS TaKKe OCTAaTOK ac-
naparnHoBoil kucnoTel — ASP-102. PeHTreHOCTpyKTYpHBIH aHaiIW3 IOKa3al,
YTO BCE TPU OCTATKa HAXOMATCS PSAAOM JPYT C APYTOM U CO3MAIOT TakK Ha3bl-
BaeMyIo cucmemy neperoca 3apsoa 3a cdet toro, 4yro Asp-102 obpasyer Bo-
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JIOpOAHYIO cBsi3b ¢ His-57, KoTophlit B CBOIO Ouepe/lb COSTUHEH BOIOPOIHOM
cBs3bto ¢ Ser-195 (puc. 3.10).
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Puc. 3.9. Anxunuposanue cucmuouna-57 ¢ xumompuncure npu 63aumMoOeucmsuu ¢ mo-
sun-L-gpenunananunxnopmemuikemonom

“ CH
AS]J—].DZ_C\ _ v .,
O eee Hl|\l l|\l sos H—O0—Ser-195
His-57

Puc. 3.10. Cucmema nepenoca 3apada 8 aKMuGHOM YeHmpe XUMOMPURCUHA 6 OMCYM-
cmeue cyocmpama [ 24]

Kap6okcunar-uon Asp-102 nonspusyer umMuga3onbHyro rpymny His-57,
YTO TOBBIIIAET €0 CIIOCOOHOCTH OCYIIECTBIISTH YSITHOYHOE CBSI3BIBAHHE ITPO-
TOHA, ¥ TPHU B3aUMOACHCTBUM CyOCTpaTa ¢ MOJICKYJIOH XHMOTpHIICHHA ASP-
102 u His57 akumenTupyer NpOTOH THAPOKCHIBHOW rpymmbl  Ser-195
(puc. 3.11).
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Puc. 3.11. Cucmema nepenoca 3apaoa 6 aKMuUSHOM YeHmpe XUMOMPUNCUHA 8 NPUCYM-
cmeuu cyocmpama. Ilpu 0obaeienuu cyocmpama npoucxooum npoMeNCymouHoe Cesi-
3v16anue npomona acnapmamom-102 u cucmudunom-57 [24]

Jlokanu3zanms caiToB CEUU(PUIECKOro CBA3BIBAHUS CyOCTpara U BeposiT-
Hasl OPUEHTAINS THAPOJIN3yEMOH NEeNTHIHOM CBSI3U OBIIM yCTaHOBJICHHI B pe-
3yJbTATE BBINOJIHEHHUS PEHTTCHOCTPYKTYPHOTO aHajH3a KOMIUIEKCOB XHMOT-
pHIICHHA C aHajoramu cyocrpaTta. B wacTHOCTH, OBUIO ITOKa3aHO Ha IIpUMeEpe
N3Y4YECHUs] KOMIUIEKCOB XUMOTPHIICHHA C HETHAPOIIM3YEMBIM aHAJIOroM cyo-
cTparta — Qopmui-L-tpuntodanom cymectBoBanne B (hepMEHTE TIIyOOKOTO
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ruapodoOHOro KapMaHa BOIM3M ceprHa-195, KOTOPEIA 1Mo pa3mMepy COOTBET-
CTBYeT OOKOBBIM PaJMKallaM apOMaTHYECKUX aMUHOKUCIOT (puc. 3.12).

Puc. 3.12. Cxemamuueckoe uzobpadcenue cesasvlieanus Gopmun-L-mpunmoghana xu-
MOMPUNCUHOM

VMeHHO HaM9IWeM 3TOro TITyOOKOro KapMaHa OOBSCHICTCS CIICIU(ud-
HOCTh XHMOTPHUIICHHA B OTHOIICHWH AMHHOKHCIIOT C apoMaTHYCCKOH WIH
uHOU TUAPOPOOHOH OOKOBOH Iembl0 OONBIIOTO pa3Mepa. IIpu peHTTreHOCT-
PYKTYpPHOM aHa3¢ KOMIUICKCOB XMMOTPHIICHHA C aHAJIOTaMH IMOTHITCITH-
HBIX CyOCTpaToB OOHAPYXEHO OOJIBINOE YHCIO BOJOPOJHBIX CBS3CH MEXKIY
OCHOBHBIMH IIETISIMU (PEpMEHTA U CyOCTpaTa, KOTOPBIE PaCIoNararTCs TaK XKe,
Kak B aHTHIApaIUIEIBHBIX D-CKITaaThIX Clrosx.

MexaHM3M KaTanuMTU4YeCcKoro gencTeusi XUMOTpUNCUHa

WHTencuBHBIE U BCEOOBEMITIOINE PEHTTEHOCTPYKTYPHBIE U OHOXHUMHIE-
CKHE HCCIEIOBAaHMSA XUMOTPHUIICMHA MO3BOJIIM NPUHTH K OIPEACICHHOMY
BBIBO/Ty OTHOCHTEJIFHO MEXaHH3Ma €ro KaTaluTHieckoro neicteus. Kak yxe
ymomuHanock, His-57 u Ser-195 npuHUMAOT HEMOCPENCTBEHHOE yYaCTHE B
pacIICIUICHNH TTENTHUIHON CBS3H cyOcTpaTa. [ MIponms 3TOoH CBsI3M HauMHASTCS
¢ Toro, 4ro Kuciuopoxausiii atom OH-rpymnmer Ser-195 arakyer arom yriepozaa
KapOOHIJIBHOW TPYIIIBI ( ('3:0) THIPOIN3YeMOH HEeNTHIHON CBsA3M cyOcTpa-

|

Ta. B pesymerate cBsi3b Mexay aromamu C u O B kKapOOHIIBHOHN TpyTIie CTa-
HOBHUTCS ofuHapHOH u atoM O mpuoOpeTaeT oTpunaTenbHbIN 3apsia. [Tpu aTom
YeThIpe Pa3HBIX aTOMa, CBS3aHHBIE C YIJIEPOJOM KapOOHWIILHOM TPYIIIbI, pac-
moiaraloTcss B BHAE Terpadiapa. OOpa3oBaHHE TaKOTO Mempa’sopuieckozo
NPOMENCYMOUHO20 COeOUHEeHUs OKA3bIBAETCS BO3MOXKHBIM OJiarosiapsi BO3HHK-
HOBCHMIO BOJOPOJHBIX CBSI3€H MEXKIy OTPHLATENBHO 3apsHKEHHBIM aTOMOM
kuciopoaa (HasplBaeMBIM okcuanuonom) W aByMs NH-rpynmamu ocHoBHO#M
nernu depmenra (puc. 3.13).

DTOT y4aCTOK XUMOTPHUIICUHA HA3BIBACTCS HOJLOCHbIO OKCUAHUOHA. B Me-
XaHM3ME 00pa30BaHMs YHOMSIHYTOTO ITPOMEXKYTOUYHOT'O COCTMHEHHS BaXKHEH-
IIVIO POJIb UTPAET TIepeHoC MpoToHa oT Ser-195 Ha His-57.
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Puc. 3.13. Tempasopuueckoe npomedicymouHoe coeOuHeHue 8 PeaKyusx ayunuposanus
u Oeayunuposanus xumompuncuna. CmabunrbHOCHb NPOMEICYMOUHO20 COCOUHEHUs
obecneyusarom 8000poodHbie ca3u, oopasosanuvie NH-epynnamu ocnosroil yenu ghep-
Menma
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Puc. 3.14. [Iepsviti sman 2uopoiusa nenmudos XumMompuncuHom — ayunuposanue. O6-
pazyemcsi mempa’opuieckoe npoMelcymoyHoe coeOuHenue, 3amem amMuHHbll KOMRO-
Henm cybcmpama Ovicmpo omoensemcss om epmenma, a cam gepmenm npespawia-
emcsl 8 NPOMENCYMOUHbIL NPOOYKM — ayuiighepmenm

[lepeHoc mpoTOHA 3HAYUTENHHO OOJErvaeTcs OJaromapsi MPUCYTCTBHIO
cucteMsl meperoca 3apsga. Ocratok ASP-102 cTporo OpHEHTHUPYET IMOJIOXKe-
HUC WMHA30ja TUCTHIUHA-57 W YaCTUYHO HEUTpANM3YeT 3apsjl, MOSBIISIO-
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mmiicst Ha 9ToM KoJble. [IpoToH, cBsa3aHHbIM napoi His-ASp, nepexoaut 3a-
TEM K aTOMY a30Ta I'MJPOJIM3yeMOil NEeNTHIHON CBA3M, KOTOpasi B pe3ysbTaTe
paspbiBaeTcs. Ha 3To# cTaguy aMUHHBIM KOMIIOHEHT cyOCTpaTa COeIUHSETCS
BOZIOpOIHOU CBsi3bi0 ¢ His-57, a xucnorHeii KoMmmoHeHT — 3¢upHOi (KoBa-
JICHTHOM) CBs13bI0 ¢ Ser-195, 3aBepiuasi TeM caMbIM 3Tall ayuiuposanus. Ta-
KM 00pa3oM, NpH alWIMPOBAHUM XUMOTPHIICHHA 00pa3yeTcs MpOMEeXyTod-
HOe TeTpadpuyeckoe coenuHenue (1) u BIOCIEACTBHN aMUHHBIA KOMIIOHEHT
cybcrpara (2) 6sicTpo oraensiercst oT pepmenta. Cam (HepMEHT IIpeBpamacTcs
B IIPOMEXYTOYHBIN MPOAYKT Karanu3a — aripepmenr (3) (puc. 3.14).
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Puc. 3.15. Bmopoui sman 2uopoiuza nenmuoo8 XuMOmpuncuHoOM — Oeayuiuposanue.
Ayunghepmenm eudpoauzyemcs 60001

Ha cnenyromeit cramum — deayunuposanuss — aMUHHBIA KOMIIOHEHT Ju(-
¢byHmupyer oT (epMeHTa, a €ro MeCTO B aKTHBHOM IIEHTpE 3aHUMaeT BoJa
(puc. 3.15).

[o cytu deayunuposanue peaCTaBIICT COOOU TIpoIecc, OOPATHBIN alu-
nmpoBannio. CHavaja cucreMa nepeHoca 3apsiaa OTPhIBAeT NMPOTOH OT BOJBI.
Oo6pasyrommiics mpu 3tom OH-moH B3aumoeicTByeT ¢ KapOOHMIBHBIM aTo-
MOM yriiepoJia, obecrieunBas (OPMUPOBAHHE TETPASAPHUECKOTO COCAMHEHUS
(cM. puc. 3.15). 3arem His-57 mepemaer mpoToH Ha aToM KHCIOPOJA OCTAaTKa
Ser-195, 4To NPUBOAXT K BHICBOOOKAECHHIO KHCIIOTHOTO KOMIIOHEHTa CyOcTpa-
Ta U pereHepanuu pepMeHTa.
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MexaHu3M aKTUBaLMu Xu MOTpUNCHUHOreHa

Kak yxe yka3piBaiock, Iporecc aKTUBAIlM XUMOTPHUIICHHOTEHA CBSI3aH C
pacuIeTUICHHEM OJTHOM-E€AMHCTBEHHOW TENTHUIHON CBSI3U MEXIY apTHHUHOM-
15 u wm3oneiinmHOM-16. B pe3ynbraTe TaKoro pacuieruieHHs KOH(QOpMAaIHs
(epMeHTa mpeTeprieBaeT psA U3MEHEHHH. TpexMepHas CTpyKTypa MOJIEKYJIbI
XMMOTpPUIICHHOTeHa OblIa JIeTaNbHO HCCeqoBaHa M onucana Jlxozehom
Kpayrom, KoTOpBIii yCTaHOBHII OTAENBHBIE, HanOOJIee CYIIEeCTBEHHbBIC H3MEHe-
HESL KOH(OPMALUK XUMOTPHUIICHHA B [IPOLIECCE ero aKTUBarmu [25].

K Takum KiIr0ueBHIM MOMEHTaM IPHOOPETEHUS] XUMOTPUIICHHOM KaTaJIH-
THUYECKH aKTHBHON KOH(OpPMAIMK OTHOCSTCS CIIETyIOIINE!

TUAPONU3 MEeNTUAHON cBsi3u Mexnay Arg-15 u lle-16 oGecrieunBaer
nosiyieHre HOBBIX N- 1 C-KOHIIEBBIX Tpym,;

obpazoBaBmiasics HoBast N-komreBas rpymma |le-16 3aruGaercs
BHYTPh M B3aMMOJEWCTBYET C OCTATKOM acraparnHoBoOi KucioTel ASp-194,
PAacIIONOXKEHHBIM BHYTPH MOJIEKYJIBI XUMOTPHIICHHA,

TaKOE€ UIEKTPOCTATUYECKOE B3aMMOJEHCTBHE MEXIY ITOJIOKHUTEIHHO
3apsDKCHHON aMHHOTPYIoi |1 u oTpuiaTensHo 3apsuKeHHON KapOOKCHITBHOM
rpynnoi Asp-194 nanmpyer psix KOH(GOPMAIMOHHBIX ITEPECTPOEK, KOTOpPhIE
TIPUBOAAT K (JOPMHUPOBAHHIO yIaCTKa CBS3BIBAHUS CyOCTpara,

KpOMe TOro, KOH(pOpMaIMOHHBIE CIBUTH, COIPOBOXKAAIOIINE aKTHBA-
IIUFO XUMOTPHUIICHHA, 00ECTIEIMBAIOT (opMUpOBanie NoI0CHU OKCUAHUOHA,

KOH(OPMALIMOHHBIE CABUTH B OCTAIBHBIX YaCTSIX MOJEKYIBI KpaiHe
HE3HAYHUTEIIHHBI.

Taxum oOpa3zoM, akTHBanusl (epMEHTA OCYHIECTBISETCS MYTEM JIOKAJb-
HBIX KOH(OpPMAIMOHHBIX NepeCcTPOEK, BOSHUKAIOMINX B PE3YNIbTaTe THAPOIN3a
JIMITG OJTHOM MENTHIHOU CBSI3H.

O6wue cBONCTBA CEMENCTBA CEPUHOBBLIX NPOTEMHA3

K cemeiicTBY ceprHOBBIX IPOTEMHA3 OTHOCSTCS MHOTHE ()EPMEHTHI, IPH-
HUMAIOIINE YJacTHE B MPOLECCAaX paclICIUICHHs] OEIKOB. XUMOTPHUIICHH, TPHII-
CHH, 3J1acTa3a, OaKTepHanbHbIN CyOTHIIN3NH U JIp.

HanbGomnee OMU3KUMM CTPYKTYPHBIMH OCOOCHHOCTSIMH M MEXaHH3MOM
JIEWCTBHS OTIIMYAIOTCS TPU CEPUHOBBIE ITPOTEHMHA3BI — XUMOTPHIICHH, TPUIICHH
U 3JacTasa:

BCE TPU (PepMEHTA CEKPETUPYIOTCS MOKETYIOYHON XKEeJIe301 B BUIE
3UMOICHOB ¥ aKTHBUPYIOTCS ITyTEM pacIISIUICHNs OJJHOW EITUIHOM CBA3Y;

NepPBUYHAS TOCIIEI0BATEIFHOCTh AMHHOKHCIIOT IS 3THX TPeX Hpo-
TerHa3 Ha ~40 % wuaeHTHYHA, a CTEleHb WACHTHYHOCTH aMHHOKHCIOT, CO-
CTaBJIIOIIMX aKTHBHBIHA LIEHTP, e Bblie. IMEHHO M03TOMY HOBasi KOHLICBast
aMHUHOKHCIIOTa BO BCEX TpeX epMeHTax B3aumojeiictyer ¢ Asp-194;

NOIOOHO XMMOTPHIICHHY, TPHUIICHH U 3JlacTa3a COEPHKAT B aKTHBHOM
LEHTpE CepUH U UHruOMpyroTes GropdochaTramMu, B YACTHOCTH JUH3OMPOITHII-

dTopdocdarom;
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Oomee ToOrO, BCe TpU (hepMeHTa OONANalOT OMUHAKOBOM aMHUHOKHC-
JIOTHOH MOCJIEI0BATEIbHOCTBIO, OKPY>KaIOLEH aKTUBHBIA CEPUH:

-Gly-Asp-Ser*-Gly-Gly-Pro- ;

(epMeHTBI 001a1af0T OOJIBIIUM CXOJICTBOM TPETHYHOH CTPYKTYpHI,
YTO peaau3yercs B CyLIECTBOBAHUU CUCMEM NepeHoca 3apsA0a U noiocmeti oK-
CUAHUOHA,

MEXaHMU3MbI KaTaJn3a IOYTH OJUHAKOBBI BCIEJCTBHE NPUCYTCTBHS
cucmem nepenoca 3apsaoa U noiocmeti OKCUAHUOHA, KOTOPbIE CIIOCOOCTBYIOT
00pa30BaHUIO MEMPAIOPUYECKUX NPOMENICYIMOUHBIX COCOUHEHUIL.

Opnako, HECMOTpsI Ha OOJBIIOE CXOACTBO CTPYKTYPHI W MEXAaHHU3MOB
JIEICTBUS, CEPUHOBBIE IMPOTEMHA3bl YPE3BBIYAHO CHUJIBHO OTIMYAIOTCS IO
cyOctpaTHO# cnenmduyHocTH. Kak mokasanm pe3ynbTaTbl peHTI€HOCTPYK-
TYpPHOTO aHAJIM3a, pa3HHUIA B CyOCTpaTHON crenu(rIHOCTH 00yCIOBIICHA He-
OONBIIMMHI OTIIMYMSAMH YYacTKOB CBS3BIBaHHUS cyOcTpata. B xmmotpuncrHe
MIPUCYTCTBYET TIyOOKMi TuapooOHbIH KapMaH Uil CBA3BIBAHUS apOMaTH4e-
CKMX M OOMNBIINX HEMOJIIPHBIX OOKOBBIX Ieneil cyOcTpara. B Tpurmcune B pe-
3yJabTaTe OAHOW 3aMEHBI B KapMaHE OcTaTKa SEf Ha OTPHIATEIHHO 3apsDKEH-
HBII OCTaTOK acmaparMHoBOI KHCIOTH ASP obecrieunBaeTcs CBA3BIBAHNE IO~
CIIEIHEH C TIONOKUTENBHO 3apsDKEHHBIMU ocTaTkamu Arg m Lys cyOcrparta. B
3JIacTase ke HeT TAKoTro ITyOOKOro KapMaHa Juisi cyOcTpaTa, TIOTOMY 4YTO /1B
ocrarka Gly, xapakTepHbie ISl XUMOTPHUIICHHA, 3aMeHeHbl ocTaTkamu Val u
Thr, koTopbie uMeroT ropasto GONbIIHe pa3MepPsl, Y€M TIIULIHH, 9TO OOBICHSET
CHEeIU(PUIHOCTH 3TAaCTa3bl 10 OTHOIICHHWIO K HEOOIBIINM HE3apsDKeHHBIM pa-
JIMKajlaM aMHHOKHCIIOT, 00pa3yIolyX NEeNTHIHbIE CBSI3H.

HapyweHus npoueccoB nepeBapvBaHus 6enkoB

HW3BecTHO penkoe, K CYacThio, 3aboneBanne — cmeamoppes (WiN YIIOp-
HBII [TOHOC), CBSI3aHHOE C M3MCHEHHEM KaTAIUTHYCCKOM (DYHKIMH [IPOTEONH-
THYECKUX (PEPMEHTOB KHUIIIEYHHUKA. TaKkue N3MEeHEHHbIE ()epMEHTHI HE CIIOCO0-
HBI TH/IPOJIN30BAaTh HEKOTOPHIE BOJOPACTBOPHMBIE OENKU 371aKOB, K KOTOPHIM
OTHOCHTCS 2nuaduH. HakanmuBarommiics B Tpoliecce IepeBapuBaHusl e1UaouH
BBI3BIBACT CYIIECTBEHHBIE TOBPEKICHUS MUTEINATIBHBIX KIETOK KUIICYHHKA.
ITosTomMy M3 parpioHa OONBHBIX cmeamoppeeti HeOOXOIUMO HCKIIIOUUTH 3ep-
HOBBIE TIPOIYKTHI.

JIpyruM HM3BECTHBIM TSDKENBIM 3a00JI€BaHUEM, HEPEIKO CO CMEPTEIBHBIM
UCXOJIOM, SIBISIETCSI ocmpblll haukpeamum. ITa O0IE3Hb XapaKTepH3yeTcs Ha-
pYIICHHEM PETYISALUN aKTUBHOCTH MaHKPEATHYECKUX MPOTEHHA3 M JINMA3 |
COIPOBOXKIAETCS TPEXKICBPEMEHHOMN aKTUBAIMEH MPOTEONUTHIECKUX U JIUIIO-
JUTHUYECKUX (DEPMEHTOB MODKEITYI0OYHOM JKeme3bl. B pe3ynbprare 3TH MOIIHbIE
(epMEHTHI BO3/IECHCTBYIOT Ha TKAaHU CaMOM JKele3bl, pa3pyllas nx, a TaKKe
CTEHKH NPOHHU3BIBAIOIINX OpPraH KPOBEHOCHBIX cocymoB. Ilox meiicTBueM ak-
TUBHPOBAHHBIX 3UIMOTCHOB MPOHMCXOIUT TITyOOKash M YpPE3BBIYANHO OOJIE3HEH-
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Hasl IECTPYKIHUS OpraHa, 9TO MOXKET MPUBECTH, B KOHIIE KOHIIOB, K JIETAIhHO-
MY UCXOIY.

B HOpMe cymecTByeT MHOXKECTBO ITyTEH 3alIUTHI TOKETYA0THON JKelre-
3Bl OT JICHCTBUS CHHTC3UPYEMBIX C€H0 MPOTCOTMTUICCKUX U JHIOIUTHICCKIX
(hepMeHTOB.

[Ipexme Bcero Bce MaHKpeaTHYeCKUe (PepMEHTHI CHHTE3UPYIOTCS B BHIIE
3UMOreHoB. Kpome Toro, B KIIeTKax allMHAPHOW TKAHW 3UMOTCHBI 3aKITFOUCHEI
B 3WIMOTCHOBBIX TPaHyJaX, OKPYKEHHBIX 3aIUTHON OEIKOBO-IIUIIIHOW MEM-
Opanoii. Eme oqHa Mepa 3aluThI allMHAPHBIX KJIETOK OT Pa3pyIIAOMIETo ACH-
CTBUS THUIIEBAPUTENBHBIX THAPOIA3 3aKII0YACTCS B IPUCYTCTBUU B CEKpETE
MTO/KEITYA0YHO JKeIe3bl HHTHOUTOPOB, HHAKTUBUPVIOMINX T€ HEOOIBIINE KO-
JIUYECTBa aKTUBHEIX IPOTEHHA3, KOTOPBIE MOTYT B Hel OkazaThcs. KirodeByro
pOTH B MAHHOM CIy4ae WTpaeT MHTHOWTOp TPHIICHHA, MOCKOIBKY WMEHHO
TPUIICUH BEHITIONHSACT TNIABHYIO (DYHKIMIO aKTHBATOpa HE TOJBKO IMPOTEHHA3,
HO ¥ TTAHKPeaTUIecKoi (pocdommmazsl As.

CymrecTByeT HECKOIBKO YPOBHEH PETYIIINA aKTHBHOCTH ITaHKpeaTHde-
cKuX TpoTenHa3. [IepBEIif 3aKiIt0YaeTcs B MPEBpAIeHIH 3MMOTECHOB B aKTHB-
HBIC (POPMEI TTOJ] IEHCTBUEM TPHUIICHHA. DTOT OYEHb TOYHBIA MEXaHU3M aKTH-
BaIliH, OHAKO, HEOOpAaTHUM, U, CIEIOBATEILHO, TOJKECH CYIIIECTBOBATH APYron
MEXaHU3M, HO YK€ 00€CIIEUHBAIOIINI OCTAHOBKY ITPOTEOIH3a.

JlaHHYIO (YHKIWIO BBHIMONHSACT CIICIU(PIYSCKIN HHTHOUTOP TPHUIICHHA —
Oemok ¢ monekysipHoit Maccoit 6000 [Ja, KOTOPEII MPOYHO CBA3BIBACTCS B aK-
TUBHOM IIeHTpe TpulichHa. KOHCTaHTa AMCCONMAIMKA KOMIUIEKCA TPHUIICHH-
uHrHGuTOp coctapmser 107 M, a meproz moTypaciaia KOMIIIEKCa PaBHsAETCs
HECKOJBKUM MecsaM. VHruOuTop o07amacT TakuM BBICOKHM CPOACTBOM K
TPUIICHHY B CHITY TPAKTHIECKU HICATHHON KOMIUIEMEHTAPHOCTH €r0 CTPYKTY-
pPBI aKTUBHOMY LEHTPY (hepMeHTa. MeXny MONUNENTHAHBIME HensMu Qep-
MEHTa W WHTHOWTOpa BO3HHUKACT BCIICACTBHE 3TOW KOMIUIEMEHTAPHOCTH
0OJBIIIOE YUCIIO BOJOPOIHBIX CBsizel. [IpuMmedaTenbHON 0COOEHHOCTHIO TAaKO-
r'0 B3aUMO/JICUCTBUS SIBJSIETCS HEOOBIYHASI YCTOWYMBOCTh KOMILICKCA K JACHCT-
Buto 8 M MoueBHHBI niw 6 M ryaHUIWMHTHIPOXIIOPHIA, XOTS B OOBIYHBIX CITY-
Yasx 3TH JICHATYPUPYIOIIUE areHTHI BCErIa BBI3BIBAIOT JUCCOLMAIMIO OJIUIO-
MepoB Oenka Ha CyOheIHHUIIEL.

Takum 00pa3oM, MPHUCYTCTBUE MHTHOUTOpPA TPHUIICHHA YCIICIIHO MPEI0T-
BpalllaeT MpeXICBPEMEHHOEe 00pa3oBaHHe CBOOOJHBIX MPOTCOTUTUUCCKUX
(hepMEHTOB MMOJKEITY IOYHOM HKEIIE3bI.

MexaHu3M gencTBus Kapb6okcunenTugasbl A

Jlns Hauboliee IOJIHOTO MEPEBApUBAHUS OEIKOB B TOHKOM KHIIEYHHKE
HPUCYTCTBYET MPOTEOIUTHYECKUH (DEPMEHT MAHKPEATHYECKOTO MPOUCX OKIIE-
HHS1, KOTOPBI 0OECIIeYnBaCT OTHICIUICHHE aMUHOKHUCIOT ¢ C-KOHIIA THIPOIH-
3yeMBIX MENTHIOB U MONUIenTraoB. OCOOEHHO JIETKO THAPOIH3UPYIOTCS IIeT-
THIHBIC CBSI3H, 00pa3zoBaHHble ¢ C-KOHIIEBBIMH apOMATHIECKHME KHCIOTAMH
(puc. 3.16).
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Puc. 3.16. Peaxyus, kamanusupyemas kapooxcunenmuoazou A

[Ipexxne yem mepeiTi K Oojiee MOJPOOHOMY PacCCMOTPEHHIO MEXaHH3Ma
JIeWCTBHSL KapOOKCHUIIeNTHIa3bl A, HEOOXOIMMO OCTaHOBHUTHCS Ha JIBYX OCO-
OeHHOCTSIX (hepMEeHTa:

CBSI3BIBAHUE CyOCTpaTa HOCHUT XapaKTep UHOVYUPOBAHHOZO COOMBEENI-
cm@ust, KOTOPOE BBIPAXKAETCS B 3HAYMTEIFHBIX U3MEHEHHSX CTPYKTYpHI (hep-
MEHTa I10CJIe B3aUMOJICHCTBHS C CyOCTpaToM;

B aKTHBHOM IIEHTpE KapOOKCUIIENTHIa3bl A COAEPKUTCS aTOM LIMHKA,
KOTOPBHII BMECTe C APYyTHMH TPYIIIAMH BBI3BIBAET cMeujenue (mepepacpee-
JICHUE) 2/1eKmpoH08 B CyOcTpaTe, 0bJerdast mporecce ruapoin3a.

TpexmepHyIo CTPYKTYpy KapOOKCHIIENTHAA3Hl A C IIOMOIIBIO PEeHTI€HO-
CTPYKTYpHOTO aHamu3a ¢ paspemrenueM 2 A omucan B 1971 rony Bumbsam
JIumickom6 [26, 27]. depMeHT CONEPIKUT OIHY ITOMHUIEHTUAHYIO ernb u3 307
aMHUHOKHCIIOT, UMEET KOMIIaKTHYIO OSJUTHUIICOMAHYIO (GOpMYy C pa3Mepamu
50" 42" 38 A. C Genkom mpouHO CBSI3aH aTOM IMHKA, PACTIONOKEHHBIH B yI-
TyONeHuH OJIM3KO K ITOBEPXHOCTH. ATOM ITMHKAa 00pa3yeT KOOpAMHAI[OHHbIE
CBsI3U B BHE TeTpasapa ¢ apymst rucrunuaamu (His-69 u His-196) ocnoHo
nenu, OOKOBOH IEMbI0 TITyTaMUHOBON KUCIOTH — GlU-72 u Monekynoil Bombl

(puc. 3.17).

71, —N (His-106)
(Glu-n)o/h_%___w/( o)

Puc. 3.17. Hon yunka, pacnonodicennvlii 8 akmugHom yenmpe kapboxcunenmuoasvl A,
o0bpazyem yemvlpe KOOPOUHAYUOHHBIE CE53U C PAOUKANAMU O8YX OCIAMKO8 UCMUOUHA
U OCMAMKOM 2IYMAMUHOBOU KUCTIOMbl. emeepmyio KOOPOUHAYUOHHYIO C853b 3AHUMA-
em MoJleKya 600bl

Psimom ¢ aToMOM nmHKa pacrionaraeTcst OOJBIION HEMOJISIPHBINA «KapMaH»
JUTS CBSI3BIBAHMS apOMaTHYECKOr0 pajyKaia cyocTpara.

[IpeacraBienust 0 xapakTepe B3aMMOJCHCTBHS CyOcTpaTa ¢ KapOOKcH-
HNeNTUAA30d A BO3HHMKJINM HAa OCHOBE JAHHBIX, MOIYYEHHBIX NPH H3yYCHUH
CTPYKTYpPBI KOMILIEKca ()epMEHTA C MIIMIMITUPO3UHOM — JHUITETITHIOM, KOTO-
pblil Kpaitne MesieHno ruaponusyercs (puc. 3.18). Bruio mokaszano, 4to B
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CBSI3BIBAHMU CyOCTpaTa NPUHUMAET y4acTHE OCTATOK INIyTAMHHOBOW KHCIIO-
1Bl — GlU-270, a Tarke ocratku aprunnta (Arg-145) u Tuposuna (Tyr-248).

OH

CH, o Hz’ﬂr
o
gl Htlz—c< -+ HN—C—NH—[Arg145
n o
o | *H—Q—{Tyr248
H
H

Puc. 3.18. Cxemamuueckoe u306paofcenue CEA3bI6ARUSA CNUYUIMUPOZUHA 6 AKMUBHOM
yenmpe Kap601<cunenmuc)a3bl A. Iokazan nOCmyﬂupOBaHHblﬁ KamaiumudecKku aKkmue-
uoiil komnnexc. Ocmamox cAuYyuHa 6blOCIeH KPACHbIM Y8emom, ocmamox mupo3uHa —
3€/1eHbIM

OtpunatensHo 3apspbkeHHass C-KoHIEBas KapOOKCHIJIbHAs Tpymma cyo-
CTparta 3IIEKTPOCTAaTHYECKH B3aWMOJCHCTBYET C TOJIOKUTENBHO 3apSHKEHHBIM
panukainoM Arg-145. Apomatnueckuii paauKai MIMIITHPO3NHA CBS3bIBACTCS
B ruapodobHOM KkapmaHe ¢epmenrta. Bomopox NH-rpymmsl pacmemisemoit
TIETITHTHOM CBSI3M 00pa3yer BomopoAHyro cBs3b ¢ OH-rpynmoii Tyr-248. Kap-
OOHMJIBHBIN KUCIOPOX THAPOIM3YeMOH IENTUAHON CBS3M BCTYIIAET B KOOPIH-
HaIMOHHYIO CBS3b C aTOMOM ZN, a KOHILIEBasi aMUHOTPYIIa TIINIAITHPO3HHA
o0pa3syer uepe3 BCTPOCHHYIO BOAy (HE ITOKa3aHO) BOIOPOMHYIO CBS3b C Kap-
6okcmipHOM rpymmoit Glu-270. Tlocnemmuit THII B3aUMOIEHCTBHS, CKOpEe BCe-
TO, HE IMEeT MecTa B aKTUBHOM ES-xomIutekce u, BEpoATHO, SIBISETCS IPHIH-
HOI HU3KOM CKOPOCTH THPOJIN3a TIINIITHPO3HHA.

CBs13pIBaHNE TIHIMITHPO3NHA BBI3BIBAET CTPYKTYPHYIO IIEPECTPOMKY aK-
THUBHOTO IIEHTPA, B PE3YJbTATE YETr0 KaTaJUTHYECKNE TPYIIBI (PepMEHTa IpH-
HUMAIOT IIPAaBWIIBHYIO OPHEHTALNIO COTIIACHO MOOenU UHOVYUPOBAHHO20 CO-
omeemcmeust. boxosrie nerm Arg-145 u Glu-270 nepemernarorcs Ha 2 A, B0
BpeMs Kak ruapokcupenmn Tyr-248 nepememaercs ma 12 A, . e. na paccros-
HHe, paBHOE ¥4 nuaMeTpa MoJeKyssl ¢pepMeHTa. Baaumoneiicteue kuciopona
KapOOHWJIBHOM TPYNIBI PACIIEIUIIEMON MENTHIHONH CBS3M C aTOMOM IMHKA
MIPUBOJMT K BBITECHEHHIO BOJBI U3 YETBEPTOTO KOOPIMHAIIMOHHOTO ITOJIOXKE-
aus (cM. puc. 3.17). ITo kpaiineii Mepe, eIie YeThIpe MOJICKYIIBI BOJBI BBITEC-
HSIOTCSL N3 HETOJISIPHOTO «KapMaHa» ()epMEeHTa MpH CBA3BIBAHUN B HEM THPO-
3MHOBOW OOKOBOH meru cyoctpata. IIpm mepememennn Tyr-248 ero ruapo-
KCWJIbHASI TPYINA, HaXOAWBINAsICA Ha MOBEPXHOCTH (EpMEHTAa, OKa3bIBaeTCs
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BOJIM3M NENTHAHON CBsA3M cyOcTparta. B pesyipraTe 3aKpbhIBaeTcsl HOIOCTh aK-
THUBHOTO LIEHTPA ¥ TEM CaMbIM 3aBEpILIAETCs ee IpeBpalieHue u3 00jacTy, 3a-
TIOTHEHHOM BOJIOH, B THAPo(oOHYI0 00JIACTb.

Ha ocHoBe naHHBIX PEeHTT€HOCTPYKTYPHOTO aHain3a ObUTH NPEIOsKEHbI
IIBa MexaHu3Ma JeicTBus KapOokcunentuaassl A [28]. OnuH MexaHu3M pea-
JM3yeTcs TP THIpoi3e 3GHUPOB, TOTAA KaK APYroi oOecreunBaeT paciuern-
JICHWE TIENTUAHBIX CBs3el. IToCKONbKY Hac B MEPBYIO Odyepeb HMHTEPECyeT
THPOJIN3 UMEHHO NENTUIHBIX CBA3EH, OrpaHMYMMCS pacCCMOTPEHHEM TOCIIe/I-
HEro MexaHn3Ma.

B cooTBeTcTBHM CO BTOPHIM MEXaHM3MOM KaTajli3a, OCTATOK TIIyTaMHHO-
Boit kuciotel Glu-270 aktuBupyer Monekyiny Boabl. O6pasyrommuiics OH -
MOH aTaKyeT KapOOHWIIBHBIM aTOM YIJIepoja paciierisieMoi ceszu. OxHoBpe-
MeHHO TYr-248 ornaer nporon Ha ee NH-rpynimy n nentuaHast cBs3b paciien-
JISIETCSL.

BosHnkaeT 3aKkOHOMEpHBIH BOMPOC. a KaKOBa pOJIb aToMa IMHKa B KaTa-
m3e? B3anmozelicTBre IMHKaA ¢ KUCIOPOOM KapOOHWIBHOM TPYIIIIBI CHIIEHO
nomsipusyer cszb C = O, a HenomsIpHOE OKPY)KEHHE IMHKA YCHIMBAET €ro
CHOCOOHOCTh MHAYIHPOBATh AUIONb. CHIBHOW MOJSPU3ANNU KapOOHMIEHON
TPYNITBI CIIOCOOCTBYET TakXe OJIM30CTh OTPHLATEIBHO 3apsHKEHHOM KapOok-
cwibHO Tpymmel Glu-270. Takum 06pa3zom, KapOOKcurenTHaa3a A MHIYIH-
pyeT Takoe CMEIIEHHE >JIEKTPOHOB Ha cyOcTpare, KOTOPOE IOBBIMIAET CKO-
poctb katanu3a (puc. 3.19).

Arg-145
o o
S,
s} (I: =}
=] CH,—CH ‘ =]
O o O
[N,
0=(|3 \0
HC-R
| Tyr-248 Zn
N7
Qv A
C
Glha-270] Glu-270

Puc. 3.19. Bo3amooicHblll MeXaHU3M KAMATUMUYECK020 OeUCmBUs KapooKcunenmuoasol
A. Ocmamox GlU-270 axmueupyem monexyny 600bl, KOmopas amaxyem KapOOHULbHbIL
amom yanepooa pacujenisieMou nenmuonou ceéasu. I uoponus ocyujecmensiemcs npamo,
6e3 npomescymounozo obpazosanus anzuopuda Glu-270, nocmyaupyemozo ons opyeo-
20 MexXauuzmMa Kamanusa

Takum oOpazom, kapOokcunentugasa A, ormerrionas C-KOHIEBbIE
aMHUHOKHCIIOTHI OT OJIMTONEIITHIIOB, CIYXHT IIpuMepoM (hepMeHTa, B OCHOBE
KaTaJIUTUYECKOrO JEHCTBHUS KOTOPOIrO JEKUT IPUHIIMII CYIECTBEHHBIX CTPYK-
TYpPHBIX M3MEHEHUI B 00JacTH aKTUBHOTO meHTpa. [Ipumep xapOokcunenTH-
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Ja3bl A WIUTIOCTPUPYET Ty BaXKHYIO POJIb, KOTOPYIO UTPaeT B KaTaJlu3e UHOY-
yupoeanroe coomsemcmesue GopMsl pepmenTa popme cyocrpara.

BcacbiBaHue cBOOOAHLIX aMUHOKUCIIOT

B pesyibpraTe coriiacoBaHHOTO NEHCTBUSI KETYAOUHBIX M IaHKpeaTHde-
CKHMX 3HJO- U 3K30MENTH/Ia3, a TAKKe OJIMTOINENTHIA3 MIETOYHONH KaeMKH JH-
TEPOLUTOB MHIIEBbIE OCIKU PaCIIEIUIIIOTCS C 00pa3oBaHHEM IPEUMYLIECT-
BEHHO CBOOOJHBIX aMHUHOKHCIIOT ¥ HEOOJBIIOTO KOJINYECTBA - U TPUICTITH-
JIOB, KOTOpBIE JOJDKHBI BCOCAThCsI B KpoBb (puc. 3.20).

ToHKMI KMIIEYHNK 00JaJaeT BRICOKOH BCACHIBAIOIIECH CIIOCOOHOCTHIO 110
OTHOIICHWIO K aMHUHOKHCIOTaM. bombmas dvacTe L-aMHHOKHCIOT MOXeT
TPaHCTIOPTHPOBATECS YEpe3 AMUTEITHATBHBIN CIOH KIETOK MPOTUB TPaTHEHTA
KOHIICHTPAIMH, XOTS HEOOXOAUMOCTh TAKOTO TPAHCIIOPTA iN VIVO HE O4eBUI-
Ha, TaK KaK KOHIIEHTpAaIWs aMUHOKHCIOT B IPOCBETE KHUIIEYHHKA OOBIYHO
BBIIIE, YeM B ru1asMe, Ha 0,1-0,2 MM.

AMHMHOKHCIIOTHBI TPAHCIIOPT B TOHKOM KHINICYHHWKE XapaKTepH3yeTCs
BCEMH OCOOCHHOCTSIMU TPAHCIIOPTA, 3aBHUCSIIETO OT TEPEHOCUYNKOB. ITO IHEP-
T03aBHCHMOCTH, CEJIEKTHUBHOCTh B OTHOILIEHHHU L-M30MepoB M 3aBHCUMOCTH OT
TemriepaTypsl. Kpome Toro, Ha 3)(eKTHBHOCTH TPAHCIIOPTA OKA3bIBAIOT BIHS-
HHUE TeHeTHYecKue Je(eKThl KOMIIOHEHTOB TPAaHCIIOPTHBIX CHCTEM, OOHapy-
JKEHHBIE Yy JIIO/IEH.

Ha ocHoBe reHeTnyeckoro aHaign3a W 3KCHEPUMEHTAIBHBIX AAHHBIX, IT0-
Jy4EHHBIX TIPU WCCIEJOBAaHWM TPAHCIOPTa AMHOKHCIIOT, OBLIO BBISBIEHO MO
MEHBIIEH Mepe IeCTh Pa3TUYHBIX TPAHCHOPTHBIX CHCTeM It L-amuHO-
KHCIIOT, KOTOpPBIE JIOKATM30BaHbl B MEMOpaHax IIETOYHON KaeMKH 3HTEpOIH-
TOB. DTH TPAHCIIOPTHHIE CUCTEMBI PA3THYAIOTCS 110 CIEHU()UIHOCTH, MPOSIB-
JSIeMOH K TPENMYIIECTBEHHOMY IIEPEHOCY OIpEIENIEHHBIX I'PYIIT aMHHOKHUC-
JIOT, @ IMEHHO:

HEWTPAIBHBIX aMUHOKHCIIOT C KOPOTKOW MIJIM MOJISIPHON OOKOBOM Iie-
meio (Ser, Thr, Ala);

" HEUTpalbHBIX AMHWHOKHCIOT C apOMaTH4eCKOW WM THAPO(OOHOMH
6okogoit nersio (Phe, Tyr, Met, Va, lle, Leu);

nmuHOKHCTOT (Pro, okcu-Pro);

b-amunokucnor (b-Alg, Taypun);

OCHOBHBIX aMHUHOKHCITOT U nuctuHa (Lys, Arg, Cys-Cys);
KHCJIBIX aMHUHOKHUCITOT (ASP, Glu).

Kak cnenyer u3 puc. 3.20, MeXaHH3M TPAHCIMUTEINATLHOTO TPAHCIIOPTA
L-aMHUHOKHCIIOT, IO-BHIUMOMY, TOJOOCH MeXaHW3My TpaHcmopTa D-rimro-
K03bl. Ha ammkanbHON MOBEPXHOCTH IUIA3MATHYECKHX MEMOpaH KIETOK Mie-
TOYHOH KaeMKM ObUTH 0OHapyxkeHb! Na'-3aBHCHMbIE TPAHCIIOPTHBIE CHCTEMBI
AMHHOKHUCIIOT M, COOTBETCTBEHHO, Na'-He3aBUCHMbIE CHCTEMbI HACHTH(HIIH-
pOBaHBI Ha 0a3aJbHOM YaCTH IUIA3MATHYECKUX MEMOpPAH SMHUTEIHATBHBIX KIle-
TOK TOHKOTO KHIIeYHHKa. [1onoOHO TpaHcHopTy D-TimtoKo3bl, IPSIMBIM HCTOY-
HUKOM DHEPrHH Ul IIePeHOCca aMHHOKHUCIOT CIY)KHT 3JIEKTPOXHMHYCCKHI
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rpaJMeHT KOHIIEHTPAlLM MOHOB Na' u, kocBeHHO, sHepruu rujaponuza ATP.
[Ipu TpaHCMEMOpaHHOM TMEPEHOCE BCACHIBAIOIINECS aMUHOKUCIOTH HUKAKAM
XUMHYICCKIM MOJU(PHUKAINSAM HE OBEPTarOTCs.

[TomoeTHaE
[omocTs MOEEPXHOCTE
CeoDogHLIE
AMWHOKHCNOTLI
(A0
Na
Bermar,
i
TIETICHE
AUNENTHABI
TRHTICHE IO TR TR ——
e (60%) * TPMAENTHABI
AMACTAT e ]
KApGORCHIETTHAR A & ﬁnfmm?a
KapOokCHIETH AR B ITHTIE T34
IvlecTa HEITYTIOE
TIPOTELHE mme.g%‘e;lmq}m
me o T EelETa WETOMHAT
DEPMEHTOE  TOHERG BRIIETHEE EAgMEL SHTEPOLET

Puc. 3.20. Cxema nocredosamenvhvix cmaouii pacuenienus 6eiKo8 00 aMUHOKUCIOM
U KOPOMKUX Nenmud06 6 JICeryO0uHO-KuweunomM mpakme, a maxyce Na' -zasucumozo
mpancnopma c60600ubix amunoxuciom u H' -3asucumozo nepenoca ou- u mpunenmu-
008 8 SHMEPOYUNIbL

C nmpyroil cTOpOHBI, BCachIBAHUE JW- U TPUICTITHIOB 3aBHCUT OT (yHK-
LIMOHUPOBAHHUS H'-3aBucumoit TPAHCHIOPTHOM CUCTEMBI. DTH NENTUABI MOJ-
BEPraroTcsl PacIUEIUICHUIO MOJl JEHCTBUEM OJIMTONENTHIa3 SHTEPOLMTOB 10
CBOOOJTHBIX AMHHOKHCIIOT, KOTOPBIE TPAHCIIOPTUPYIOTCS B KPOBh C YUaCTHEM
Na'-He3aBUCHMBIX CHCTEM 0a3albHOIM MEMOpaHbl AMHUTEIUANBHBIX KIETOK
KHIIICYHUKA.

BcacbiBaHMe MHTaKTHbIX 6enkoB

OnurenuanbHble KIETKH TOHKOTO KHIIEYHHKA III0/1a ¥ HOBOPOXKICHHBIX
CIOCOOHBI BcachIBaTh MHTaKTHBIE Oenkd. [TocTymenne OenkoB B KJIETKH Ipo-
UCXOANT IIOCPEICTBOM 9HOOYUmMO3d. DTOT Tmporecc 0ojee MPaBHIBHO HA3bI-
BaThb HUHOYUMO30M W3-32 HEOONBIIMX pPa3MEpPOB BE3WKYJI, IOCTYIAOIINX
BHYTpb KieTkd. Ilomararor, yTo MUHOIMTO3 OETKOB KJIETKAMU TOHKOTO KH-
HIEYHHUKA YPE3BBIYaiHO BAXKEH AJIS OCYIIECTBICHUS IEPEHOCA aHTUTEN MaTEPH
(9ro0yNUHOB) B OpraHW3M IUIONa M HOBOPOXKAEHHOTO. [[MHOMMTO3HOE IT0-
CTyIUIEHNE OEITKOB HECYIIECTBEHHO ISl IMTAHUS, ¥ TO3TOMY ITOCIE POXKIACHUS
a¢dekTHBHOCTS mporiecca cHkaercs. OIHaKo MPoaoDKeHNE (DYHKIMOHUPO-
BaHUS MyTH MTOCTYIUICHNS MHTAKTHBIX OEITKOB ITOCPEJCTBOM ITHHOLUTO3a JTAXKe
C HEBBICOKOH 3((QEKTUBHOCTHIO B HEOHATAJBHBIN IIEPHOJ] MOXKET OBITH HEOO-
XOUMBIM JUTS a0COpPOIMH TOCTATOYHBIX KOJMYECTB MaKPOMOJIEKYI C LENBI0
WHIYKIUHA aHTUTEI000pa30BaHMs.
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Aunaypus HeMTpanbHbIX aMUHOKUCIIOT (Gone3Hb XapTHyna)

XopolIo HW3BECTHO, YTO Kak (hepMEHTAaTWBHBIC, TaK W TPAHCIIOPTHBIC
(YHKIMN KJIETOK HAaXOMATCS 10J] KOHTPOJIEM COOTBETCTBYIOLIUX I'€HOB, a ClIe-
JIOBATEIbHO, 3aBUCAT OT ONOCPEAYEMBIX MYTALMOHHBIM IPOLIECCOM H3MEHe-
nuit. [IpumMepoM NOBpeXIeHus Mpolecca SIMUTEINATFHOr0 TPaHCIOpTa aMu-
HOKHCIIOT Ha TeHETHYECKOM YPOBHE SBJISIETCS OONIe3Hb XapTHYIA, Ha3BaHHAs
110 UIMEHH HCCIII0BATEIS, BIIEPBBIEC ONMMCABLIETO ee. 3a0oeBaHNe XapaKTepH-
3yeTcsl HECIIOCOOHOCTBHIO SMMTENHAIBHBIX KJIETOK KHIIEYHHWKA BCACHIBATH U
MoYeK peadcopOupoBaTh HEHTpanbHble aMHHOKHCIIOTHL. B rmoukax, rie coxep-
JKaIuecs B I1a3Me aMUHOKHCIIOTHI ITOITajaloT B IPOCBET MPOKCUMAIbHBIX Ka-
HaJIBIIEB 3a CUET YAbTpa(MmiIbTpanyy, HECHOCOOHOCTh MUTEIHATBHBIX KIETOK
peabcopOupoBaTh HEHTpaSbHbIE AMHHOKHCIIOTHI HPOSIBISIETCS B SKCKPELMH
NAaHHBIX COEMMHECHWH ¢ Mo4oH (amunoayudypus). Jedext omHOM U3 TpaHc-
MIOPTHBIX CHCTEM SMUTEIHAIBHBIX KJIETOK TOHKOTO KHIIEYHHWKA MPUBOAUT K
HapyLIEHUIO BCACHIBAHUS CBOOOIHBIX aMHWHOKHCIOT, IIPOMCXOMAMINX U3 TIH-
meBbIX OenkoB. KimHM4eckne npusHaku 3a007€BaHHS CXOIHBI C IPOSBIIE-
HUSIMH, KOTOpBIE HAOTIONAIOTCS TIPU CYIIECTBEHHOM JAC(HINTE aMHHOKHCIOT
(oTpHIATEIbHBINA a30TUCTHIN OAlaHC) U HUKOTHHAMuAA (HapylieHus oOMeHa
AMHUHOKHCIIOT — PEAKIMH OKUCIUTEIHGHOTO J1€3aMHHHPOBAHHUSA M HApYLIICHUS
o0MeHa yrieBosioB). B cBOIO odepenp Ae(pUINT HUKOTHHAMUIA OTPEIEIeTCS
OCTpOH HEXBaTKOH TpunTo(daHa, KOTOPHIA SBISETCS HEOOXOIUMBIM ITpeale-
CTBEHHMKOM JIjIsl GMOCHHTE3a 3TOT0 BAKHOTO KOMMOHeHTa kKopakTopos NAD”
1 NADFP'.

O6cenoBanne NanMeHToB ¢ 00Ie3HBI0 XapTHYIIA TOKA3aJI0 IPUCYTCTBHE
B IUTa3MaTHYECKUX MEMOpaHax 3HTEPOUUTOB (HYHKIIHOHUPYIOIINX TPAaHCIIOPT-
HBIX CHCTEM JUIS M- ¥ TPUIIENTHIOB M HATMYHE N3MEHEHHBIX TPAHCHIOPTHBIX
CHCTEM aMUHOKHCIOT. TakuM 00pa3oM, BCIIEACTBHE TOTO, YTO F€HETHUECKUE
JieeKThl KOMITOHEHTOB CHCTEM TPAHCIIOPTa HEWTPATbHBIX aMHUHOKHCIOT OT-
PaHWYMBAIOT WX MOCTYIUICHHUE B OPIaHU3M, TPAHCIIOPT - U TPHUIIEITHIOB OC-
TAeTCsl MMPAKTUYECKH €AMHCTBEHHBIM MYTEM MOCTYIUICHUS MPOIYKTOB paclie-
IUICHHS [IUIIEBBIX OEIKOB B KPOBB [29].
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NEKUUA 4. OBMEH AMUHOKUCINOT
B HOPME U NPU MNATOJIOITMA

B pe3ynpraTe KOMOWHUPOBAHHOTO NEHUCTBHS KOMIDIEKCA IIPOTCOATHYC-
CKAX (PEPMEHTOB JKEITYIOYHO-KUIICYHOTO TPAaKTa OCYIICCTBISICTCS ITOJHBINA
THIIPOJIA3 ITUIIEBEIX OETKOB O CBOOOTHBIX aMHHOKHCIOT. OOBIYHAS IHETa,
KaK TPaBWIO, BKIFOYACT OONBIION M30BITOK JAHHBIX COCITWHCHHH. JTO O3HA-
9aeT, YTO KOJIMYECTBO IMOCTYMAIONINX C MUIICH aMUHOKHCIOT 3HAYUTEIHHO
MPEBEIMIACT MOTPEOHOCTH B HUX KIIETOK W TKaHEW OpraHW3Ma, CBS3aHHBIC C
HEOOXO0MMOCTBI0 OMOCHHTE3a COOCTBEHHBIX CIIEU(PUIECKNX OENKOB M MHO-
TUX Ba)KHBIX HU3KOMOJCKYJSAPHBIX WHTEPMEANATOB MeTtabonm3ma. Bmecte ¢
TEM aMHUHOKHUCIIOTHBIA COCTAB THIIEBBIX OCIKOB C TOYKH 3PCHUS WX OWOIIOTH-
YeCKO# IICHHOCTH JaJIeKO HE BCETa MIealeH, II03TOMY HEKOTOPBIC METa00H-
YeCcKHe MPEBPAIICHUS YK30TeHHBIX aMUHOKUCIIOT MOTYT OBITh HAIPABJICHBI HA
CHHTE3 HEJOCTAOIIETO KOJMIECTBAa 3aMCHIMBIX aMHHOKHCIIOT. B 3TOM citydae
3aMEHUMBIC aMHUHOKHCIIOTHI 00Pa3yIOTCS U3 IPYTUX MMUIMIEBEIX KOMIIOHCHTOB —
YTIIEBOJIOB U JKHUPOB, KoTophie mocTaBisitoT atoMbl C, O, u H. Atomsr xe N,
HCTIONB3yeMble B 00pa30BaHUK 3aMEHUMBIX aMHHOKHCIOT, HEOOXOIUMEIX Op-
TaHWU3MY, TPOUCXOIAT WCKIIOYUTEIFHO W3 aMHHOKHCIOT mwmm. C mpyroi
CTOPOHBI, TTOCKOJIEKY aMUHOKHCIIOTEI HE CIOCOOHBI HAKAIlJIMBATHCSA W 3aria-
caThCA B TKAHAX, NX U30BITOUHOE KOMuecTBO 100 okucisercs 1o CO, u H,O
¢ o0pa3oBaHHEM PHEPTUH, JTHOO TTOCIE OTUICTIICHHUS aMIHOTPYII 3aracaeTcs B
BHJIE TIIMKOreHa u skupoB (puc. 4.1).

W3 kuimeyHrKa aMHHOKHCIIOTHI BCACKIBAIOTCS B KPOBb U Yepe3 IMOpTallb-
HYIO0 BEHY TPAHCHOPTUPYIOTCS B MIEUYCHB, a TAKKE PA3HOCATCS KPOBBIO IO BCE-
My OpraHu3My. B mmedeHrn OHU HCHONB3YIOTCS IS CHHTE3a OEIKOB TemaToIH-
TOB M OCITKOB IUTa3MbI KpOBH. [TOCKONBKY KaXkAasi MIPUPOTHAS aMHHOKHCIOTA
SIBIISICTCS YHUKAIBHBIM OPTaHUYECKUM COCIWHEHHWEM C SPKO BBIPaKCHHBIMH
OMONMOTrMIeCKUMH (PYHKIMSIMA W METa0OJIM3MOM, HEYIWBUTETHHO, YTO OHU
OKa3bIBAIOTCS HEOOXOIUMBIMH TaKKE IS CHHTE3a MHOI'MX OMOIOIHYECKH aK-
TUBHBIX BEHECTB (TOPMOHOB, OHOTEHHBIX aMHWHOB, TIEMITHIOB) M crelmdmye-
CKHX a30TCOIEPKAINX COeANHEHHH (remMa, HyKICOTHIOB, KOpaKTOpoB, Kpea-
THHA U Jp.). MHOTHE MpeBpanieHis aMUHOKUCIIOT TIPOMCXOIAT B TIEUCHH, TI0-
9TOMY MOXKHO YTBEPI)K/IATh, YTO UMEHHO 3TOT OPTraH OTBETCTBEH INIABHBIM 00-
pa3oM 3a PETyIISIHIO IMyjaa CBOOOHBIX AMUHOKHUCIOT B opranu3me. OCHOBHbBIE
HAIpPaBICHUS META0OIUYECKHUX MyTeH, CBSI3aHHBIX C MPEBPAICHUIMH aMHHO-
KHCIIOT, TTOKa3aHkl Ha puc. 4.1.

Kak yxe yka3pIBasoch, OMpEACICHHOe KoaudecTBO aroMoB N, mpunai-
JIKAIMMX AMUHOIPYIIAM 9K30T€HHBIX aMHHOKHUCIIOT, UCIOAB3YeTCs VIS I10-
BTOPHOTO CHHTE3a ATUX BAKHEHIINX COCANHECHUI WK B IPYTUX 3aBUCSIIUX OT
aMUHOKHUCIIOT CHHTETHYCCKUX Tporeccax. OaHaKko OOibpIIas 9acTh a30Ta, BEHI-
CBOOOXKIAOIIETOCSI B PE3yJbTaTe JACrpajalud H30BITOYHBIX AMHHOKHUCIIOT,
MPEBPAIIACTCS B MOYEBUHY U IKCKpeTHpyeTcs moukamu. CHHTE3 MOYCBUHBI
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OCYHICCTBIIACTCA B IICUCHU, KOTOPAA OTBETCTBCHHA TAKIKC 3a OHOCHHTE3 3aMe-
HHMBIX aMHHOKHCIIOT. B medenu MPOTCKAKOT U IMPOUECChI ACTpadallui BCCX
OK30I'CHHBIX aMHWHOKHCJIOT.

MD"—IEBHI—I&

)KHpr, CTEROHIEL
aqem Cod&

==

H,0, smeprua

yr.ueaop;m
HETEpMETHATEL
HEHRp CMEIHATOPEL
focdomrnmE Ao
TopQHPHHED
TIV{IHHED
T AN IHED
0 B TEHTEL
TPYTHE A20TC OfEpEAalTHE
0 EHILT

Puc. 4.1. Cxema ocHosnvix HanpaeienHuli MemadoOIUdecKux nymetl, y4acmeylowux 6
dopmuposaruy u ymuiu3ayuu nyia c60600HbIX NPOMEUHOLEHHIX AMUHOKUCIOM

O6uwue peakumm aMMHOKUCIOT

AMUHOKHCIIOTBI, HE WCIONb3YeMbIC HEMOCPEICTBEHHO IS PECHHTE3a
TKAHEBBIX OCITKOB, ITOJBEPTarOTCA MATBHCHUIINM TPEBPAMICHUSM, COBOKYII-
HOCTBH KOTOPBIX ONFCHIBACTCS KaK IMPOMEKYTOUHBI 0OMEH aMHUHOKHUCIIOT. Y C-
JIOBHO TPOMEXKYTOYHBIH OOMEH 3THX COCAMHCHHWU TOJPa3NeILIOT Ha oOujue
nymu obMeHa amMuHOKUCIOmM W cneyugpuyeckue nymu pacnaoa u CuHmesda uH-
ousudyaneHvlx amuroxkuciom. K oOIMMM OTHOCIT METa0ONMYeCKHe IMyTH 00-
MEHA, BKJIIOYAIONINE PEAKIUH OeKapOOKCUTUPOBAHUs, NepeaMUHUPOBAHUS,
OKUCTUMENbHO20 0e3AMUHUPOBAHUs, a TaKKEe HEKOTOPHIC PEaKIUH, IPUBOIS-
e K 00pa3oBaHUIO MPOIYKTOB MPOMEKYTOUYHOTO OOMEHA BEIIECTB B Opra-
HU3ME 4enoBeka. [I0CKONIbKy peakiuu IepeHoca aMIHOTPYIIT ¢ aMHUHOKHUCITO-
THl HA COOTBETCTBYIOIIYIO O-KETOKHCIIOTY SIBISIOTCS HamOollee YHHBEpCAllb-
HBIMH, PACCMOTPEHHE OOIUX MyTEeH Merpagarud aMHHOKHUCIIOT IIeliecoo0pas-
HO Ha4aTh IMEHHO C TIPOIIECCa MPAHCAMUHUPOBAHUSL.

TpchaMMHMpOBaHMe aAMWHOKUCIIOT CBA3aHO
C NepeHOCOM aMMHOrpynnbl Ha aKuenTop

Peakumy TpaHCaMHHUPOBAHUS, KaTaIH3UpyeMble (hepMEeHTaMH cemelici-
64 mMpancamuHas, Ha3bIBAEMBIX TAKKe amMuHompaucgepasamu, SBISIOTCS 00-
MU PEaKIMsIMH Kak Il KaTaOOJIMYecKrX, TaK W aHaOOJIMYEeCKHX ITyTei
MIPOMEXYTOYHOTO OOMeHa aMHUHOKHCIOT. [IpuHInn peakunit TpaHCAaMHHHUPO-
BaHUsI COCTOHMT B IIEPEHOCE aMHUHOIPYIIIBI OT 0-aMHHOKHCIOTHI (6€3 mpome-
JKYTOYHOTO 00pa3oBaHusi CBOOOJHOTO aMMHUaKa) Ha 0-KETOKHCIOTY ¢ 06pa3o-
BaHUEM HOBOH 0-KETO- U HOBOH 0-aMHUHOKHCIOTBI.
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B Komm4ecTBEHHOM OTHOIICHHM NEPEeHOC AMUHOTPYIII Ha &-KeTo-
KHCJIOTHI SIBJISIETCS HanOoJiee B)KHOM peakiuell MeTabosim3Ma aMHHOKHCIIOT.
Peaxunyn mpancamunuposanuss ape3BblYaiHO BaXKHBI JJIsI CHHTE3a 3aMEHUMBIX
aMHUHOKHCIIOT, JUISl TIPOIIECCOB paciaja aMHUHOKHCIIOT U OOMEHa aMHUHOTPYIIIL.
TpaHcaMUHHpOBaHHE OGHAPYKEHO 1N VIVO Iyl BCEX OCHOBHBIX AMHUHOKHCIIOT,
32 UCKIIIOUCHUEM JUZUHA, MPEOHUHA T NPOIUHA.

[TpuopuTeT OTKPHITHS PEaKi TpaHCAMUHUPOBAHKS IPHHAIICKUT pOC-
cuiickum OmoxnmukaMm A. E. bpaynmreiiny nu M. I'. Kpunvan. B 1937 rony
STHMH aBTOpaMH OBUTO OOHAPYKEHO, YTO U3 TIIyTAMHUHOBOM M MHPOBHHOTPAM-
HOH KHUCJIOT ¢ OOJBIION CKOPOCTBIO 00pa3yroTcsl &-KETOTIIyTapoBasi KUCIOTa 1
aJlaHWH, pHYeM ObUIO 3aMEYEHO, YTO 3Ta PEakis MpOTeKaeT 0e3 MpoMexKy-
TOYHOTO 00pa3oBaHus CBOOOIHOTO aMMHaka. [I0CKOIBKY B peakIMOHHOI cMe-
CH aMMHaK He OOHAPY)KMBAJICS, HANPALIMBAIOCH 3aKIIOYEHHE O TOM, 4TO pe-
aKIWs OCYILIECTBISICTCSA ITyTeM IEepPeHOCa aMUHOTPYIIIBI ¢ aMHUHOKHCIIOTHI Ha
KETOKHCIIOTY.

HanbGonee m3ydeHHBIM (pepMeHTOM ceMelcTBa TpaHCAMHHA3 SIBIISETCS
yumonaazmamuieckas acnapmammpancamunasa. Kpome nurorsiazmarude-
CKOH acrapTaTTpaHCaMUHA3bl IIOX0XHH, HO IpYroi gepMeHT ObUT OOHApYyKeH
B MHTOXOHIpHSX. bBOJBOIMHCTBO TpaHCaMHMHA3 cHenupuYHBl K a-
KETOIITYyTapoOBOH WJIM TIIYTAMHHOBOM KHCIIOTaM B KadecTBE OJHOTO U3 CyO-
CTpaToB pearupyromei napsl. CriennuIHOCTD K€ Pa3INIHBIX TPAHCAMHHA3 K
Ipyromy cyoctpary (aMHHO- HIIH KETOKUCIOTE) MOYKET OBITh KaK CTPOTOH, TaK
U IIUPOKOM.

B mobom ciydae aMHHOKHMCIIOT2 M COOTBETCTBYIOIIAs € KETOKHCIIOTa
HaXOJISITCSl B PABHOBECHH C &-KETOTTIyTapaToOM U TIIyTaMHHOBOW KHCIIOTOM:

COOH CQOOH COOH CQOOH
H,N—CH C=0 C=0 H,N—CH
| + | -— | + |

T, * o
COOH CH, COOH CH,

COOH COOH

ACTIPATHHOBAT — CL-KETOTIIWTAROEAR IMapemepoyECyCHAT [ Iy TAMHHOEAR
EHCIIDTA EHCTIOTE EHCIIDTA MO T4

ITockonbKy KOHCTaHTa paBHOBECHS JaHHOW peakuuu Omuska k 1, dakru-
YECKOE PAaBHOBECHE PEAKLIUU NIEPEaMUHUPOBAHUS ONPEIEINAETCS PEAIBHO JeH-
CTBYIOIIMMH KOHLEHTPALIMSIMU CyOCTpaTOB, KOTOpHIE B

COOH
CBOIO OuepeAb 3aBHUCAT OT MHOXECTBA KJIETOYHBIX I
IIPOLECCOB MPOAYKLUHU UK PAacXoJa dTUX COSAUHEHHI. =
Hekotopele TpaHCaMHUHAa3bl BMECTO 2IYMAMUHOBOU )
Kuciomsl UCHONB3YIOT B KA4eCTBE cyOCTpara eiymamuH. )
B aTom ciyyae B peakumy TpaHCAMHHHPOBAHUS 00pa3y- o //C\N y
2

€TCsl COBCEM APYTOil MPOAYKT — &-Kemo2nymapamam.
VICIIONb30BaHHE  AMHMHOKHCIOT, MedeHbX N,
TIO3BOJIMIIO C(OPMYIHPOBATh KOHLEIIHUIO OUHAMUYECKO20 PABHOBECUsl, OTpa-

CL-RETODNTY TapaMaT
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JKAOUIY0 CTAllMOHAPHOC COCTOSIHUC, B KOTOPOM HAXOAUTCS 00MeH aToMaMu
a3oTa MCXKAY OTACIbHBIMM AMHWHOKHCIOTAMH. B YCIIOBUAX in Vivo umeHHO

TpaHCaMUHa3bl OTBETCTBEHHBI 3a aKTHUBHOE H o
nepepacupejeNneHie  aMHUHOIPYHNI  MEeXIy &
aMHUHOKHCIIOTAMH. 0

IPUCYTCTBUS  KODAKTOpA,  MPEJCTABICHHOTO  Hl
nupudoKcarb@ochamom.

KodepMmeHnT cBsi3an ¢ OeTkoM HWOHHBIMH
B3aMMOJICHCTBUSIMU, BIOOABOK  allbACTHAHAS
rpynma nupuaokcanbgpocdara obpasyer ILluddoBo ocHoBanme c €
aMHUHOTPYNIIOHN JIM3WHA B aKTHBHOM IIEHTpe OEIKOBOM MOJeKyinbl. MexaHu3m
peaknuy epeaMiHNpPOBaHUS IIPUBEICH Ha pHc. 4.2,

JlanHas cxema MOKa3bIBaeT IMEPBYIO CTAIMIO PEAKIMH TPaHCAMHUHHPOBA-
HUSI — 00pa3oBaHne HHTEpMeanaTa, npeacraBieHHoro ngdossM ocHOBaHN-
eM Ko]akTopa M aMHHOKHCIIOTHI-CyOcTpata. B pesynpraTe BHYTPHMOJIEKY-
JSIPHOH TIepecTPOWKN 3TOr0 MHTEpMenuaTa MpOUCXOIUT OCBOOOKIEHHE KETO-
KHCIIOTHI U 00pa3oBaHME CBSI3aHHOTO ¢ (hepMEHTOM NupHurokcamuHpocdara,
KOTOpBIH IIpeACTaBIseT co00i hopMy (hrKCanuy aMHHOTPYTIITHL.

!
AXTMBHOCTb TPaHCAMMHA3 3aBUCHT 0T  HO O CHZ—O—IT'=O
&
!

Mupupoxcamdocdar

HoN—(CHy);— femx

R—L‘)H—CDOH
lﬁ]—(CH2)4—EeJmK [?l,]
CH R—CH—-COOH CH
NH
®_CH2 Q OH Ammzmn:mm ®_CH2 Q OH
- CH3 —_— CH3
i f
| |
Muhdoeo ocxoEasme xddioro ncHOEaHmE
EOQARTOPE H E-AMEHHO- KOGEKTORS H AMHHO-
pydpuuadion:cy KHCTIOTED
Lol R—C—COOH
Il
) I'lsl R—(l.?—COOH NH,
CH CH + 0 :

CH,

OL-KeTOEHOAIOTE
H,0

a*
®—CH2 OH _l,_ ®—CH2 | | OH ®—CH2 OH
o == = @
N

CH; CH;

T
Iy

|
TR TIRCMBE Kemimme

T HpHOORCaNEE
thocdaT

Puc. 4.2. Mexanusm peaxyuu mpancamunuposanusi, npeonocenuviti A. bpaynuwmeri-

Hom u 3. Cnenom

ITpn B3ammonelicTBuu mupunokcamuapocdara ¢ APYrod KETOKUCIOTOH
3a cueT oOpalIeHus peaknuy oOpas3yeTcsi HoBask aMUHOKHCIIOTa. TakuM obpa-
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30M, B IpolLecce IepeaMUHNPOBaHIsI KOQEPMEHT BBITOIHIET (DYHKIHUIO TIepe-
HOCYMKa aMUHOTPYIIIIHL.

ITockonbKy, Kak yKa3blBaJIOCh paHee, KOHCTAaHTA PABHOBECHS peaKIUil
NIepeaMUHNPOBAHUS MTPAKTHYECKH PaBHA EAWHHIE, AAHHBIE PEAKIHMH JIETKO
00paTHMBI, YTO IO3BOJISIET TpaHCAaMUHAa3aM (DYHKIIMOHMPOBATH U B IPOIIECCAX
kataOonn3Ma, 1 B mporeccax OMOCHHTE3a aMHHOKHCIIOT. CrienoBarenbHo, pe-
aKI[MM TPAaHCAMUHHMPOBAHUS OKa3bIBAIOTCS YPE3BBIYANHO BaXKHBIMHU JUISI CHH-
Te3a 3aMEHUMBIX aMHUHOKHCIIOT, JUIS MPOLIECCOB paciiafia aMUHOKHCIOT U 00-
MEHa aMHHOrpymi. JlefcTBUTENBHO, B pe3yibTaTe (DYHKIMOHHUPOBAHHS TpaH-
caMyHa3 MPOUCXOIUT 00pa3oBaHUE decamu 3dMEeHUMbIX AMIHOKUCIIOT U3 CO-
OTBETCTBYIOIIMX 0-KETOAHAJIOTOB.

OkucnurtenbHoe Ae3aMunHunpoBaHne aMMHOKUCTIIOT.
FnyTamaT,qerM,qporeHasa

N30bITOK aMUHOKHCIIOT OTHOCHTEIIFHO TOTO KOJWYECTBA, KOTOPOE HEO0-
XO/IMMO JUIS CHHTE3a TKaHEBBIX OEJKOB, B OTIIMYHE OT KUPHBIX KHUCIOT U TIIIO-
KO3BI, HE MOJKET 3aIacaThbCsl WIIM BBIIEISITHECS B HEM3MEHHOM BHJE W3 Opra-
HHU3Ma. DK30TeHHBIE aMHHOKHUCIIOTHI HCIIOIB3YIOTCS KaK METa00JIMUecKOoe TOTI-
JIMBO, TPU 3TOM &-aMUHOTPYHIBl OTIICIUIIOTCS OT YIJIEPOIHOTO CKeleTa.
BonpImmHCTBO aMUHOTPYIIT N30BITOYHBIX aMHHOKHCIIOT PacXoIyercs Ha o0pa-
30BaHME MOYEBHMHBI, TOT/IAa KAaK MX YIJIEPOJHBIE CKEJETHl MPEBPAIIAIOTCS B
anetun-S-CoA wimm cykiHmI-S-CoA.

OCHOBHBIM (pepMEHTOM, 00ECTICYHBAIONIM B KOHEYHOM HTOT€ OTIIErIe-
HHE aMHUHOTPYIII OT OOJBIIMHCTBA aMHHOKHUCIIOT, SBISACTCS 2iymamamoeuo-
pozenasa. PYHKIMOHUPOBAHUE TAHHOTO ()epMEHTa TECHEHIINM 00pa3oM CBS-
3aHO C aKTUBHOCTBIO TPAaHCAMHUHA3 — dACHAPMAMMPAHCAMUHA3bLI N ANAHUH-
mpancamunasel. Kak yxe 0TMe4anoch, a-aMUHOTPYIIBI OONBIIMHCTBA aMH-
HOKHMCIIOT TIEPEHOCATCS Ha a-KEeTOrNIyTapaT ¢ 00pa3oBaHHEM TITyTaMHUHOBOM
KHCIIOTBHI. DTO OYEHb BAXKHO, TAaK KakK INyTaMUHOBAsl KUCJIOTa SIBISAETCS €IHH-
CTBEHHOI aMWHOKHCIIOTOM B TKaHSX MIJIEKONHUTAIOUINX, KOTOpas MOXET C Cy-
IIECTBEHHOM CKOPOCTHIO TIOABEPTaThCS OKHCIUTEILHOMY JI€3aMHHHUPOBAHHIO C
BbIcBOOOKIeHHeM ammuaka (NH;"). Peakuus, karanusupyemas riiyTamare-
THIpPOTr€Ha30H, [TOKa3aHa HIKE!

I'nyramat + NAD*(NADP') + H,O «»
<> a-kerornyrapat + NADH (NADPH) + NH," + H".

XapakTepHO OCOOEHHOCTBHIO JAHHOTO (PEPMEHTA SBISIETCS €0 CHOCO0-
HOCTb HCIIONB30BaTh B KayecTBe kKoakropos kak NAD, tak u NADP".

[MpuBenenHas peakuusi MpPEeACTABISIET COOOHM JHIIL OPYTTO-BBIpa’keHHE
npouecca. B AeHCTBUTENEHOCTH MEXaHW3M PEAKLIUH OKHCIHUTEIBHOTO Je3a-
MHHHPOBAHUS TNIyTAMUHOBOM KHCIIOTHI HAMHOI'O CJIO’KHEE. B Takol peakuuu
aMHUHOTPYMIa OKHCISIETCS BHAYaje OO WMHHOTPYHIBI C OOpa3oBaHHEM O-
WMHHOKHCIIOTHI, IIPH 3TOM BOCCTaHOBHTEIbHBIC IKBUBAJICHTHI IEPEHOCATCS HA
NAD" umu NADP'. Ha BTOpOii cTagum 0-MMHHOKHCIOTa He()epMEHTATHBHO
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MIPUCOCIUHSCT BOIY W IMPEBPAIIACTCS B COOTBETCTBYIOMIYIO (i-KETOKHCIIOTY C
oTepel 0-aMUHHOIO a30Ta B BUJIE NH,*:

GOOH COOH COCH
HE-NH,  nap NaDH+H §=NH =)
CH, T CHy + H0 ——=CH, + NH,
CH IErHporeHasa CH, CH,
1 2 | |
COOH COOH COOH
iyTanH0EaA O-HMIHOTTFTapaT O-EETOMITYTapaT

FHCIIOTA

[Tpu wHeliTpanbHOM 3HaYeHNH PH paBHOBecue peakiMy CIBHUHYTO B CTO-
poHy oOpaszoBanms miryTamara. OfHako B (PU3MOIOTMYECKUX YCIOBUSX, MPU
koTopbix 3a mpoxaykrel peakuud (NADH u a-kerorimyrapar) KOHKYpUPYIOT
npyrue pepmentsl — NADH-okcuasa u a-kerormyrapataeruaporeHasa cooT-
BETCTBEHHO, PEaknus UAET B CTOPOHY 3(h()EKTUBHOTO OKUCIICHUS INTyTaMHHO-
BOW KHCIOTHI. EcTecTBEHHO, 4TO yZAaneHHe Jo00ro n3 MpPOIYKTOB PEaKIIUU
OyIeT cABHUTraTh paBHOBECHBIE KOHIIEHTPALWH JIPYrux peareHToB. ITockoibKy
in vivo 66mpmast uacts KopakropoB (NADH wimu NADPH) HaxoauTcs B okic-
JICHHOM COCTOSTHHM, aMMHAK ITOCTOSHHO BBIBOJUTCS U3 KJICTKH, a BHYTPHKIIE-
TOYHAS KOHIIEHTPAIMS TTyTAMHHOBOH KHMCIOTHI mpeBbimaer 10° M, — Bce
BMECTE 3TO CO3JaeT YCIOBHS, OJaronpHATHBIC AT OKUCIHTEIHFHOTO J1€3aMH-
HUPOBaHMS IIIyTamara.

I'myramaTnerunporenasa, JIOKaJH30BaHHAs B MaTPUKCE MHTOXOHAPHI
KJIETOK II€YEHH W TIOYEK, SBIISETCS CIOXKHBIM OEJIKOM, COCTOSIINM M3 IIECTH
UACHTUYHBIX CyOBeANHUI] ¢ MOJIEKYIsIpHOM Maccor 56 000 [la xaxmas. Pep-
MEHT XapaKTEePHU3yeTCs aJUIOCTEPHUYECKON peryssannedl akKTHBHOCTH IIpU JIeH-
CTBHMHM Pa3HBIX TPYIN BemiecTB. AkTuBaTopamu (epmenTa sBisitores GDP u
ADRP, B To Bpems kak GTP u ATP narudupyror rnmyramataeruaporenasy. Me-
Hee akTHBHAs (hopMa (epMEeHTa MPOSBISIET TAKKE CIa0YI0 alaHMHAECTHIPOTe-
Ha3HYI0 aKTUBHOCTh. YKa3aHHBIC CBOWCTBA ITyTaMaTAETHAPOTEHa3bl CBHIIE-
TEJILCTBYIOT O TOM, YTO B T€X CIIyJasx, KOrja aMHHOKHCIOTEI HEOOXOIUMEI B
Ka4ecTBe MeTabOJIMYECKOro TOIUINBA, aKTHBHOCTH (pepmeHTa Bo3pactaer. C
JIPYroii CTOPOHBI, NP MTOBBIIIEHNH YPOBHS HYKIE03UATPHU(OchaTOB B KIETKE
aKTUBHOCTH (pepmenTa cHmkaercs [30].

Okcupasbl aMUMHOKUCTIOT

B nedenn n mouykax MIICKONHUTAIONINX IPOUCXOANUT OKHACIUTEIFHOE TIpe-
BpallleHHe SK30TCHHBIX aMUHOKHCIOT B COOTBETCTBYIOIINE KETOKUCIIOTHI.
Bornbiast yacTh akTHBHOCTH B OTHOIIEHUH L -aMUHOKHCIIOT 00yCIOBICHA CO-
BMECTHBIM [ICHCTBHEM TpaHCAMHUHA3 W TIyTaMaTAeTHIporeHaszbl. OIHaKo B
ATHX OpraHax IMPHCYTCTBYIOT emie JBa (DepMeHTa, Ha3bIBaCMBIC OKCHAA3aMHU
D- u L-aMHUHOKHCIIOT, KOTOpPhIE OKHCITIOT COOTBeTCTBeHHO D- m L-amuHO-
KHCJOTH IO A-KETOKHCIOT W aMMHaKa C HCIONB30BAaHMEM MOJCKYISAPHOTO
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KHCIIOPO/a, B KauecTBE aKLENTOpa AEKTPOHOB. OKCHAA3bl aMUHOKHCIIOT SB-
JISIFOTCSL AGMOOKUCHAEMbIMY  (DIaBONpomeudamu, MOCKOIbKY HX BOCCTaHOB-
nennble kopakTopsl — FAD" umn FMN — OKMCIISIOTCS HENOCPEICTBEHHO MO-
JIEKYIISPHBIM KHCIOPOAOM (6€3 y4acTusi UTOXPOMOB MITH KaKHMX-JTHOO APYrHX
9IIEKTPOH-TPAHCIIOPTHBIX GEJKOB). B X0fe 3THX peakimii KMCIOpOA BOCCTa-
HaBJIMBAeTCs 710 epokcuaa Bogopoaa — HyO,. Oxenpasza D-amunokucnor, 06-
Jlaatomas Ype3BHIYAHO BBICOKOM aKTHBHOCTBIO, CO/IEPKHT B KadeCTBE KO-
dakropa FAD". Okcuiasa L-aMMHOKHCIIOT XapaKTepU3yeTcss HAMHOIO MEHb-
el akTUBHOCTBIO M 3aBHCUT 0T FMN. O1n depMeHTH He METaboIM3UPYIOT
HEKOTOpPbIe aMHUHOKHCIIOTHI C 3apsDKEHHON OOKOBOI Iembio, HO, C IPYTOi cTo-
POHBI, BCce K€ MPOSIBISIIOT JOCTATOYHO HIMPOKYI0 cyOcTpaTHyio crherudud-
HOCTB.

Oxcunaza L-aMHHOKHCIOT MOXKET TakKe OKHCIATh 8-OKCHKUCIOTH. B
yCIIOBHSIX 1N VItro nanHble (IaBOMpPOTEUIBI MOTYT HCIIONB30BATh HE TOJBKO
MOJIEKYJSIPHBIN KUCIIOPOJ KaK aKIENTOp JIEKTPOHOB, HO M APYTHE OKHUCIIUTE-
7, HalpuMep KpacUTENb METWJICHOBBIH Tomy0oil. B aTom ciydae peakums
OKHCJICHHS aMHHOKHCIIOTHI BBITIISIIUT CIIETYIOIINM 00pa3oM:

a-auuHokucnota + FMN +Hy0 —— = a-ketokucnora + NH: + FMNH,

FMNH, + X ——— FMN + XH;
B Tex ClIyvasX, KOorja OKUCJIMTEIICM BbICTYIIACT 02, OJHUM U3 MPOAYKTOB
PpCaKkuu SABJIICTCA HCPCKUCh BOAOPOAA.

FMNH, + O,

I[aHHOC arpeCcCUBHOC COCANHCHUC 3(1)(1)€KTI/IBHO PacUICIUIACTC B IICYCHU
U IIOYKax 11014 HeﬁCTBHCM ‘Ipe3BBI‘IaI71HO AKTUBHOTI'O (bepMeHTa KaTajia3bl.

FMN + H,0,

2H;0; — 2H,0 + O,

Ha puc. 4.3 noka3ana O6HIaH CXEeMa OKUCIUTCIIbHOI'O AC3aMUHUPOBAHUSA
AMHUHOKHUCIIOT, KaTaJIU3UPyeMOIo OKCHI[a301>i L-aMUHOKHUCIIOT.

OFCHI 333

L-anMHOKHCIOT
?DDH FMN FMNH, (.FDDH ?DDH
H(.l‘.—NHz (.|7=NH + HyO Ll‘.=0 + NH;
R R R
CL-AMMHOKHCIOTA FMN FMNH O-HMHHOKHCIOTA O-KETOKHOIIOTA
+ + 2
Hy0,

0
EaTanaza }
}\1/2 0z
Hy0

Puc. 4.3. Oxucnumenvroe 0e3aMUHUpOSaHue, Kamaiusupyemoe okcuoasou L-amurno-
Kuciom. Ykazauuas 6 KeaopamHwlx CKOOKAX O-UMUHOKUCIOMA AGNAEMCs HeCmabuib-
HbIM UHMEPMeOUamoM, KOMopblll 8 NpUCymcmsuu 600bl Npespawaemcs: 8 O-Kemo-
Kucnomul ¢ oopazosanuem NHz
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B OTCYTCTBHUC KaTaJla3bl 06pa3yromaaca O-KCTOKHCJIOTAa MOXCT ACKap-
6OKCI/LTH/IpOBaTI>C$I HG(I)GpMGHTaTI/IBHO MEpOKCUAOM BOAOpOAa C O6pa3OBaHI/I€M
Kap6OHOBOI>'I KHUCJIOTHI, HMCIOHIGﬁ Ha OAWH aTOM YIJICPpOJa MCHBIIC. Bnpoqu,
MaJIOBEPOATHO, YTOOBI TAKOE I(eKap6OKCI/IHI/IpOBaHI/IG Hrpajio 3aMETHYIO pOJIb B
HWHTAKTHBIX TKaHAX YCJIOBCKA.

Peakuun ammmnaka

KoneunbiMu npoayKkTamu pacraja aMuHOKHUCIIOT B OPTaHU3Me HPHU BBICO-
KOM COJICp’KaHWHM OelKa B IMUIICBOM PAIlOHE SIBITIOTCS aMMHUaK, MOYCBUHA,
YTICKUCIBIN Ta3 U Boma. OMUH U3 MPOAYKTOB paclaia — aMMHUAK — COS/IMHE-
HUE, BBICOKOTOKCUYHOE JUISl LIEHTPaIbHOW HEPBHOM CHUCTEMBI, U HAKOIUICHUE
€ro B OONBIINX KOJMYECTBAX MPEACTABIIIIO OBl CEPhe3HYI0 OMAaCHOCTH IS Op-
raamma. CHUMIITOMAMU aMMUAYHO20 OMpAGieHUs SBISIOTCS CBOCOOpPa3HBIN
TpEMOp, HeuJIeHOpa3ielibHas peub, 3aTYMaHUBAHUE 3PEHHUS, a B TSOKEIIBIX CITy-
YasiX OTPAaBICHUS — KOMAaTO3HOE COCTOSHUE W JICTANBHBIA HUCXON. DTH CHM-
IITOMBI TTOJTOOHBI TEM, KOTOPBIC XaPaKTEPHBI ISl CUHOPOMA NEYEHOUHOU KOMbL,
Pa3BUBAIOLLIEICS NPU MOBBILIEHUH KOHIEHTPALlMM aMMHUAKa B KPOBU M MO3Te
(cm. masee).

Bonbimas gacte amMMHuaka YCTpaHSETCS TPH IMOMOIIM psna crenuude-
CKHX PEaKIH, B pe3yJapTaTe KOTOPBIX OH MPEBPAILAETCS B HETOKCUYECKHUE CO-
SIMHEHVS, TIo/JIeKaIne dKckpern. OHAKO B HEKOTOPBIX CITydasX CBSA3BIBA-
HHE aMMHaKa COIPOBOXKIACTCS CHHTE30M Ba)KHEWIHX MeTabomuToB. B opra-
HU3ME MOCTOSIHHO MPOTEKAIOT PEaKUWu CUHTE3a MYPUHOBBIX KOJIEL, MPUCOE-
MUHEHHWE aMUHOTPYI K MHUPUMHIUHAM C 00pa3OBaHMEM IIMTO3WMHA, a TaKkKe
peakmy 00pa3oBaHMsS aMHUHOCAXapoB. Bee ATH MPOIecCHl 3aBUCAT OT MpOMe-
JKYTOYHOT'O OOpa30BaHUS 21ymaMuHd, KOTOPBIA CHHTE3UPYETCS W3 TIIyTaMu-
HOBOM KHCJIOTHl U aMMHaKa C Y4acTUEM 2rymaMuHcunmemasvl. [ yramuH,
SIBIISTEOIIMIACS. aMHUIOM TJTYTAMHUHOBOW KUCIIOTHI, TIPEICTABIISIET COOOH OHY U3
20 mpOTEHHOT€HHBIX aMHUHOKHCIIOT, HEOOXOIMMBIX UIs cHHTe3a Oenka. Kpome
TOr0, B IOYKAX TJIYTAMUH SBJIETCS OCHOBHBIM UCTOYHUKOM 3KCKPETUPYEMOTO
aMMmuaka. Takum 00pa3oM, aMMIAaK IIEPEHOCHUTCS B KPOBB B BUZEC HETOKCHYIHO-
ro, HEMOHM30BAHHOTO aMU/Jia, KOTOPBIM UIPAET BaXKHYIO poJib B peryisiuuu pH
MOYH 3a CUET HEWTpaTH3aly KUCIBIX MPOIYKTOB OOMEHAa aMMHAaKOM, BBICBO-
OOKITaeMBIM TIPH MIPOCTOM THIPOIN3E aMHUIHOW TPYIIBI O] ACHCTBHEM II0-
YCUHOU 2/1ymaMUHA3bL.

WmMeHHO 110 ATOH pUYMHE YPOBEHH IIyTAMHUHA B KPOBH OOBITHO IPEBOC-
XOIHT COAepKaHue JTF00H Mpyroil aMUHOKHCIOTHL. MTak, aMMHak, BBIIEIse-
MBI TIPH AETPagalliid AMHHOKHCIOT B IIEYCHN, CTAHOBUTCS TOCTYITHBIM B BHJIE
TIIyTaMUHA U JPYTUX OPTaHOB, OTBEYAMOIINX 33 CHHTE3 IyPUHOB, MTUPHUMHU-
JIUHOB U IPYTUX COCTUHCHUH.
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Ll‘.DDH Ll‘.ODH

HC—NH2 Tmyranms- Hc—NHZ
| CHHTETa%a |
(.l‘.Hz + ATP + NH; —= (.l‘.Hz
ot o
COOH //C\
[IyTannmoEan O NH,
FHCIOTA
myTanmm
LFO QOH Ll‘. QOH
H LF —NH, H(.l‘. —NH,
Cmyranomasa
CH CH
™ wo N T
//C\ COOH
O NH, [y TaMiHOE st
FHCIOTA
Imyranmm

I'myraMun Takxke MOCTaBJISAET aMUAHBIE TPYMIbI OIS CHUHTE3a JPYroro
roMoJiora — acmnaparvsa. JlanHas peakuus sBisieTcsi sHeprozaBucumoit. ATP
HEOOXOMM TS aKTHBAIMH D-KapOOKCHIBHOM TPYIIIL acrapTaTa.

COOH COOH COOH COOH
HC-NH, _ HC—NH, HC-NH; . HC-NH,
CH CH CH CH
12 2 ATP  AMP+PP ] 2 12

. COCH CH, i CH,
Temore S 2 COOH

O NH, Acmapars CIyTaMHHOEaA
FHCIOTa
ImyTanem

B Hacrosiiiee BpeMsi He U3BECTHO, UMEET JIM acliaparuH Kakoe-1u0o apy-
roe Ha3HAuYCHHE y MIIEKOIMUTAIOIUX U YEJIOBEKAa, KPOME KaK OfHA U3 aMUHO-
KHCIIOT, HEOOXOIMMBIX /IS cuHTe3a Oenka. Bmecte ¢ TeM yCTaHOBIICHO, YTO
HEKOTOpbIE OBICTPO JeIIsIINecs JICHKEMUUECKHE KICTKH yTPadrBaloT Coco0-
HOCTb CUHTE3HMPOBATh aCHaparvH M 3aBUCST OT YPOBHS JAHHOIO aMHJa B Kpo-
BU. Takue NpeArnocbUIKA SABIISIOTCA MOJNEKYISIPHOM OCHOBOM BO3MOXKHOTO Te€-
paneBTUYECKOT0 UCIOIb30BAHUS ACHAPASUHA3L!, KATAIN3UPYIOILEH PEaKIHIO
YIAJICHHUS] aMHHOW TPYIIIIBI M3 aclapariuHa.

LFOO H Ll‘.O OH
H?*NHz A Craparyeasa H?*NHZ
CH, TN oy
Py H,0 NH4 COOH
O/ NH, ACHapariHoEad
KHCIOTA
AcCTaparuH

Hcnonp3oBaHue acmaparuHasbl MHO3BONMT JIMIIUTH HEOIUIACTUYECKUE
KJIETKM HEOOXOAMMBIX KOJMYECTB acHaparkHa, 3a CUeT PE3KOro CHIDKCHUS
YPOBHSI 3TOTO COSANHEHUS B CBIBOPOTKE KpoBH [31].

67



LlMkn Mmo4yeBUHbI

Kak yke ykasbiBajoch, Hekoropas yacth NHs', ob6pasyiomerocs mpu
paCICIUICHNA aMHHOKHUCIIOT, PACXOAYeTCs Ha OMOCHHTE3 a30THUCTBIX COCIIH-
HeHHi. Y OONBIIMHCTBA HA3EMHBIX XKHUBOTHBIX M Y YenoBeka okosio 80 % a3zo-
Ta HKCKpETHPYyeTCs B BUJE MOYEBMHBL Y NTHIl U mpecMblkarommxcs NH,"
MpeBpaInacTcs B MOYCBYIO KACIOTY, KOTOpasi M BEICISICTCS U3 OPraHU3Ma, TO-
I/1a Kak Y MHOTUX BOJIHBIX JKHBOTHBIX OH JKCKPETHPYETCS KakK TaKOBOH. DTH
TPH TPYIITE OPTAaHU3MOB HOCSAT HA3BAHUE YPOMEIUUECKUX, YPUKOMENUYECKUX
1 AMMOHOMENUYeCKUX COOTBETCTBEHHO.

VY Ha3eMHBIX XMBOTHBIX M YCIOBEKAa MOUCBUHA CHHTE3UPYETCS B YUK
MoueguHbl. DTy TIOCIIEIOBATEIILHOCTh peaknuii BriepBrie ommcanu ['anc Kpebe
u Kypr Xenszenstiit 8 1932 roay (1o 3T0# npHYMHEe MUK MOYEBHHBI HOCUT Ha-
3Banmne nukina KpeGeca—Xensenstiita). I{UKI MOYCBUHBI SIBISIETCSI B CYIIHOCTH
MIEPBEIM OOHAPY)KCHHBIM ITUKIHYCCKUM MeTa0onmdeckuM myrem. OIuH U3
aTOMOB a30Ta MOYCBHHEI ITPOMCXOANT U3 aMMHaKa, IPYrod — U3 acraparuHo-
BOM KHCIOTHL. YTIEpomHbIii aToM MoueBHHEI npoucxoanuT u3 CO,. [lepenoc-
YHKOM STHX aTOMOB B ITUKIIC CITYXKHT aMUHOKHUCIIOTA OPHUMUH, TIOOTOMY JpY-
ro¢ Ha3BaHME IIUKJIA MOYCBHHOOOPA30BAHUS — OPHUMUHOBIIL YUKIL.

Pacmiernienne aMHHOKHCIOT HHTEHCHBHO TPOUCXO/IUT BO BCEX OpTaHaX |
TKaHSAX YeJ0BEKa, OJTHAKO OCHOBHAS YaCTh MOUYCBHHEI CHHTE3HPYETCS B TeUe-
HU. 3HaYEHNE ATOTO OpraHa B OOMEHE a30Ta MOXHO IPOMJLTIOCTPHUPOBATH HA
TIpUMepe SBICHUN eunepamMmoHueMuu u 2enamuyeckol Kombl.

Cunopom eenamuueckoli Kombl SBISCTCS CICICTBHEM yBEITUYCHUS YPOB-
HS aMMHaka B KpoBH (THIIEPAMMOHHEMHS), IMPEBBIMIAIONIET0 HOPMAIBHYIO
KOHLEHTPALIUIO NH,", cocrapitomyto 30-60 mM. [orepst co3HaHHS BBHI3BIBA-
ercs pe3koil HexBaTkoi ATP B mo3re. [leno B ToM, 9TO aMMHaK CIIOCOOCH
MIPOHMKATH Yepe3 reMaTodHIe(arTndeckuii 0apbep U CIBUTaTh PAaBHOBECHE pe-
aKIUH, KaTaJIH3UPyeMOH TIIyTaMaTACTHAPOTeHAa30#, B CTOPOHY OOpa30oBaHUS
TIIYTAMHUHOBOM KHCJIOTBI, YTO B CBOIO OYEPEIb BBHI3BHIBACT CHIDKCHHE KOHIICH-
Tpanuu a-KeTorayTapaTta, He0OXOAUMOTO ISl HOpMaJIbHOTO (hyHKIIMOHHUPOBA-
HUS [IAKJIA TPUKAPOOHOBBIX KUCIIOT.

I'nyramat + NADP' + H,0 «— a-kerormyrapar + NADPH + NH;" + H'

I'unepaMMOHUEMHsI, KaK MPABUIIO, BBI3BIBAETCS HECMOCOOHOCTHIO (hep-
MEHTHBIX CHCTEM NalKeHTOB o0ecIednBaTh 00pa30BaHHE MOYECBHUHBI C HEOO-
XOAUMON CKOPOCTBIO ISl HOJJIEPKAaHHUsS (DU3HOIOrHYECKON KOHIEHTPALU
aMMHaKa B KpOBU. Bo MHOTHX ClTydyasix K BOSHUKHOBEHHUIO JJAHHOTO COCTOSIHHUS
MPUYACTHBI HAPYIIEHUS CTPYKTYPhl (PEPMEHTOB MHUKJIA MOuYeBHHBL. MHOrIa
TpaH3uTOpHas (IPEXOAANIIas) THIIEPAMMOHHEMHS OTMEYAETCS Y HOBOPOJKIEH-
HBIX TIPH 33JICPIKKE CUHTE3a ()ePMEHTOB [IMKJIA MOYCBHHBI B OHTOT'€HE3E.

[TposiBNeHUs] TUIIEPAMMOHHEMHUH MOTYT TAaKXKe HaOII0IaThCsA B TEX CITy-
4asix, KOr/ia NPOKUCXOIUT HAPYIICHUE HOPMATIBHOTO KPOBOTOKA Yepe3 MEeUCHb.
[MepexioueHre MUPKYISIIIUA KPOBH OT MOPTATBHOW CHUCTEMBI Ha JIOBOJIBHO
WHTEHCUBHBIM BTOPOCTECHHBIN KPOBOTOK Yepe3 HIKHIO TOIOCTHYIO BEHY B
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00X0/1 IeYeHN MOXET UMETh MECTO B CITydae IIMppo3a JaHHOrO opraHa. B He-
KOTOPBIX CIy4asX TaKOW THUI HAapyIIEHWs KPOBOTOKA B IIEUEHM YCTPAHSETCS
XUPYPIUYECKUM ITyTeM MOCPEICTBOM LIYHTHPOBAHMS.

BriBenenre n30bITKa a30Ta € HEIbI0 HEKOTOPOWH KOMITEHCALMH ONHCaH-
HBIX Bl HapymieHuii o6mena NH;™ MoxeT GbITH 0GecrieyeHo 3a CUeT allb-
TEpHATUBHBIX PEAKIMi CBA3BIBAHUS aMMHaka. B aToM ciydae ynaneHnue a3ora
ocymiecTBIsIeTCsl Onaronapsi HalpaBiICHHOMY OOpa30BaHHUIO 3KCKPETHPYIO-
IIUXCSl aMHHOKUCIIOT — 2AUYUHA T 2IYMAMUHA — B XOJIE TaK Ha3bIBAEMBbIX aHd-
naepomuyeckux (3amacHbIX) peakiyil. BHOXMMHUYECKOW OCHOBOM aHAILIEPOTH-
YECKMX peaknui BBIBEACHWSA W30BITKA a30Ta SBISETCS  CIIOCOOHOCTH
a-KeTorayTapara CBA3bIBaTh JBa SKBHBAJIEHTA aMMHaKa ¢ 00pa30BaHUEM IITy-
TaMHHA, a TaKKe BO3MOXXHOCTh CHHTE3a IMHIMHA n3 ammuaka u CO, mox ieit-
cTBHeM enuyuHcunmazel (cM. sekuuo 5). Ilpu 3TOM OCTOPOXKHOE BBEICHHUE
OPTaHWYECKUX apOMATHUECKUX KUCIOT — OCH30MHOW W/Win (hDeHMITYKCYCHOH —
COIPOBOXKIAaeTcss 00pa30BaHUEM MX KOHBIOTATOB C JAaHHBIMH aMHHOKHCIIOTA-
MH, 9TO MOXET KOMIIEHCHPOBATh HapyIIEHUs IMKJIa MOYEBUHBI U MPEI0OTBPa-
IaTh TOKCHYHOE JeHCTBHE aMMuaKa (CM. aaiee).

Jlpyro# moaxon K JISYSHHUIO JIIOAEH, CTPAJalonIuX HapYIICHUIMH [HKIA
MOYEBUHBI, COCTOMT B 3aMEHE B JWETE HEKOTOPHIX aMHHOKHCIOT Ha HX a-
KETOAHAIOTH C TeM, YTOObI yMEHBIINTh OCTYIUIEHHE a30Ta B OPTaHMW3M U Ha-
MIPAaBUTh AMHUHOTPYTIIBI HE HA SKCKPEIHIO, a HA CHHTE3 HEOOXOMMMBIX aMHUHO-
KHCIIOT JUIsl OMOCHHTE3a TKaHEBBIX OEIIKOB.

O6pazoBaHue kKapb6amoundocdgara — Heo6xoamMmasl npeanocbinka
OYHKLIMOHMPOBaHUSA LUKIA MOYEeBUHbI

DaKTUYECKH IIUKJI MOYEBHHBI HAUMHACTCS ¢ 00pa30BaHMS [IUTPYUTHHA U3
JTMaMUHOKapOOHOBOI KHCIIOTHI OPHHTHHA IOCPEICTBOM J00aBIEHHS K I10-
cienaemy NHz u CO,. Dra peaknusi 3aBUCHT OT NIPEIBAPUTEIBLHOTO CHHTE3a
Kapbamoungocghama mon nercTBUEM Kapbamoungochamcunmemasvl, KOTO-
past JTOKaJIM30BaHa B MUTOXOH/IPHAX T'€MIATOIINTOB BCEX YPEOTETEINIECKIX Op-
TaHU3MOB, BKJIIOYAs YesioBeKa. B peakiym, katanusupyemon kapbamownsdoc-
¢arcunTeTa3z0i, ogHa Monekyna ATP aktuBupyet monexyiry CO, ¢ obpa3oBa-
HHUEM CBS3aHHOTO ¢ hepMeHTOM Kapboxcugochama:

rapGamoumdocdar OH O
CHHTETA%a | I
CO5+ ATP + epniesT 0=C—o—1|3—0—¢qmem + ADP
OH
wapGorcrdocdar

Ha Bropoii cragum kapOokcudocdar pearnpyer ¢ aMMHakoM ¢ 0Opa3oBa-
HHUEM Kapbamama.
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NH3
OH O rapGamommpochar 0

| 1 CHHTETATA Il Il
0=C—O—1?—O—QJEPMEIH HzN—C—O—llj—OH + thepuesT
OH CH
rapforcndocdar ATP ADP+P,  mapbumommpocpar

IIpu sToM 3atpaumnBaercs BTopas monekyina ATP, koropas pearupyer co
CBSI3aHHBIM C (pepMEHTOM MHTEPMEINAaTOM, UYTO COIMPOBOXKIACTCS BBHICBOOOX-
nenueM kapOamomngocdara. Mzydenne mpomecca o0pa3oBaHHS MOUYEBHHBI
MIO3BOJIMJIO JIOKA3aTh, YTO B KJIETKAaX IEUCHU IMPUCYTCTBYIOT JIBE PA3IMYHbIC
Kapbamoungpocghamcunmemasol.

Kapbamoungocghamcunmemasa | siBIseTcs COCTaBHON YaCTHIO MaTPHUKCA
MHUTOXOHJPHUH T'elIaTOIUTOB, YJacTBYET B (DyHKIMOHUPOBAHNUH OPHUTHHOBOTO
OUKJIA W 3aBUCHT OT NPHUCYTCTBHS CHEUU(PHUIECKOrO0 aKTHBaTopa —
N-armmupoBannoro riayramara (N-amerunrmyramara). [luTorma3marudeckas
¢dopma kapbamomndocdarcuaTeTassl, ob03HauacMas Kak Kapbamouagpoc-
gamcunmemasa |1, yaactByer B OHOCHHTE3€ NIMPUMHUIMHOB U HE 3aBHCHUT OT
aIMIMPOBAHHOIO TIIyTaMaTa B KauyecTBE aKTHBATOPA.

utpymmsa oOpasyercs pu nepeHoce KapOaMOoIIbHON IPpyHITs OT (hoc-
(OpHUITHPOBAHHOTO MPOU3BOIHOrO Ha (-aMUHOTPYIILY OpPHHUTHHA. Peakims Ka-
TATU3UPYETCS OPHUMUHMPAHCKAPOAMOUNA30U T TIPOTEKAET B MUTOXOH/IPHSX.
Peaxums BricOKOCTIeIM(UYHA K OPHUTHHY, PABHOBECHE €€ CHIIFHO CIIBUHYTO B
HanpaBJeHUH CHHTE3a NUTPYIUIMHA. Jlanee oOpa3oBaBIIMICS LUTPYJUIMH TIe-
PEHOCHUTCSI M3 MUTOXOHAPHH B IIUTOIJIa3My T'€IIaTOIITOB.

0
I
NH; HoN-CH HoN-C-NH~CH,
(|j= 0 El:HQ OHITHH [FH2
? n E|:H2 TRAHCEAPOAMOHTAzE (lez n P.
HO-P=0 CH-NH, CH-NH, '
OH COOH COOH
rapOamormpocdar O HITHH LHTpyIE=H

Ha CHGZ[yIOHICﬁ CTaguu 11oQ HeﬁCTBHeM AP2UHUHOCYKYUHAMCURIMEmMA3bl
mporucxoauT BSaHMOHGﬁCTBI/IC HUTPYJJIMHA C aCHapaFPIHOBOfI KHCJIOTOM.

NH; NH NH  COOH
| Il Il |
C=0 C—O—@—O—Anmuam{ C—NH-CH
| | | |
ITIH ITIH I\llH cltH2
CH CH -aMP O CH COCH
"2 L ATP = T2 + R

C|2H2 CltHg CliOOH (|:H2

leHz cltHg HzN—EliH E|IH2
CH-NH CH-NH; CH, CH-NH,
COOH COOH CO0H COOH

I[HT] I acrnapam}n:nsaﬂ FHOIIOTa apI‘IEEEDJCB?KLEEC&T
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Crenyromasi cTausi 3aBUCUT OT aPeUHUHOCYKYUHAMIUA3bL, KaTaIU3UPY-
miei peakIuio 00pa30BaHUs apTUHUHA. BTOPEIM TPOIYKTOM PEaKIUU SIBIISCT-
cs1 (hyMapoBasi KHCJIOTa — OUH W3 UHTEPMEIUATOB IMKIIA TPUKAPOOHOBBIX KH-
cnot. Peakmus mpoTekaeT Mo MEXaHU3MY mpancinumunuposanus. O0Opazo-
BaBIIUICS (hymMapaT MOXET IPEBPATUTHCS B MIABEICBOYKCYCHYIO KHCIOTY, KO-
TOpasi MpH IMepeaMUHIPOBAHUH JJACT aCIIAPAruHOBYIO KHCIIOTY.

I'I\lTH CI:O OH I;?IH
(lj —-NH- (;,'H (lj —INHa
MNH CH, MH COCH
| | A PTHEMHOC VRIEHAT- | |
(FHQ CO0OH TIHRZE CI:H2 %H
—_————

i G i
Cl:Hz (FHQ COOH
(FH_I\H_IQ Cl:H—NHg yMapOEAE EHAIOTL
CO0OH CO0H

AP THHHHOC YEIFHAT AP THEHH

[Muxs MOYeBMHBI 3aBepLIaeTCs THAPOJIM30M aprMHUHA O OPHHUTHHA M
MOUEBUHBI B pEaKIUH, KaTAIU3UPYEMOU apeuna3zou.

I;‘llH

(E—NH;

I\IJH I\IJHz

T i NH,
(Isz Lprisasa (Isz N (I:= 0
o H-O T Il‘IHz
(IjH_NHz £ (IjH_NHz MOUREHHA
COOH COOH

APTHHHH OPHHTHE

ApruHaza sBISETCS TETpaMEpHBIM OEIKOM, aKTHBHOCTh KOTOPOT'O 3aBH-
cut ot npucyreraus uonos Ca*? wm Mn*2 dror depment mmpoko pacmpo-
cTpaHeH B oprann3Me. OH 0OHapy>XeH B MO3Te, 0YKaxX U JPyruX opraHax, e
o0Opa3zoBaHHE OPHUTHHA W3 aprWHHMHA IHIIEBBIX OEIIKOB MOXKET MMETh JlaKe
OombIIee 3HAaUEHHE, YeM 00pa30BaHNE MOUCBHHBI.

OpuutuH, 00pa3oBaHHBIN W3 aprMHUHA, B OPHUTHHOBOM IIMKJIE TpPaHC-
MIOPTUPYETCS. B MUTOXOHJIPHH, pearupyer ¢ kapdamomndocdaTom u HaunHAET
CIIEAYIONMHI payH/l CHHTE3a MOYECBHHBI.

MoueBnHa qudHyHANPYET B KPOBH M BBIBOIAMTCS MOYKaMU. DTO COEIH-
HEHHE HE UrpaeT HUKaKoil ponw B Merabomusme denoBeka. OmHako y pacte-
HUH ¥ MHUKPOOPTaHU3MOB OBbUT OOHApYXeH (DEepMEHT — ypeasda, KOTOPHIH THJ-
ponm3yet MmoueBuHy 10 CO, u aByx Moinekynd NHs. YacTe MOYEBHHEI, CHHTE-
3UpyeMOH B OPHHUTHHOBOM IMKJE, MOXeT Mu(pyHIMpOBaTh B KUIICYHHK U
TIOABEPTaThCsl MOJTHON NETPafallii ¢ Y9aCTHEM yped3sbl KUIIEYHOH (Iopsl ¢
obpazoBanueM NHs, KOTOpBI BCcTymaer B peHUKIMHT B MEYEHH. JTOT ITyTh
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MIpUOOpeTaeT CymecTBEHHOE 3HAUECHHE B CIIydae MOYCYHOH HEAOCTaTOYHOCTH,
KOT/Ia O4YEHb OOJIBIINE KOJINYECTBA MOYEBUHBI MOTYT MOCTYIATh B KMIICYHUK.

PaHee yrnoMMHANOCh, 4TO BbicoKas KoHueHTpauus NH," Toxcuuna s
yenoseka. Ilobimenue conepxkanust NH; ™ B KPOBH TOKCHYHO B CHIY yiKe
YIIOMHHABIIHMXCS MIPUYMH — CHIKEHHUSI YPOBHS M cKopocTH oOpa3zoBanust ATP
B Mo3re. Mo3r ke OTIM4aeTCsl Ype3BbIYAHO BBEICOKOW YyBCTBHTEIBHOCTBIO K
camxennio copepkanuss ATP. IToaromy nonHoe OiOKHpOBaHHE KaKOH-INO0
CTaguy IMKJIA MOYEBHMHBI BOOOIIE HECOBMECTHMO C JXu3HBIO. HemocraTtou-
HOCTh WJIM JIeeKT KaKoro-indo M3 (epMEHTOB LUKJIA MOYEBHHBI B HEOHA-
TaNbHBIA NEPUOJ CIIYKUT IPUYUHON Pa3BUTHS CHHAPOMA MEYEHOUYHON KOMBI U
HEen30€XHO MTPUBOJUT K CMEPTH BCKOPE MOCIIE POXKICHHS.

Perynﬂ uunA LMKna Mo4eBUHbDbI

[{yxn MoueBHHBI (QYHKIMOHUPYET ¢ €IUHCTBEHHOHN LENBI0 — YIAIUTh U3
oprann3Ma M30BITOK a30Ta B BHJE aMMHaka. VI30BITOUHBIC KOJIMYECTBA aM-
MHaKa BCerza o0pa3yroTcsl P METa0O0IN3Me aMUHOKHCIIOT, HE BKJIIOYaEMBIX
HETIOCPEZICTBEHHO B IIpOIeCChl OnocuHTe3a Oenka. JIMIIb HEKOTOphIE a30TH-
CTBIE COCIMHEHMS ITUINH, TaKWe KaK IMypHHBI, TUPUMUANHBI, KPEaTHH W HUKO-
THUHOBAsI KACJIOTA, BKIIFOUAIOTCSl B 0OMEH a30Ta, He pacIIeIIsIsCh 1O aMMHUaKa.

B nemnom crioco0 muTaHusA HE BAMSET Ha MPOLECCH IETpaganiuy H30bITKa
aMHUHOKHCIIOT. He3aBHCHMO OT TOTO, MCIIOIB3YIOTCS JIH YIJIEPOIHBIE CKEIETHI
aMHUHOKHCIIOT Juts TeHepupoBannst ATP wm 3amacatorcs B Bujie Kupa U TI-
KOTeHa, aMUHOTPYIIIIBI 3THX COEJMHEHNH BBICBOOOXKIAIOTCS B BHUAE aMMHAKa,
KOTOpBIH JIOJDKEH OBITh BBIBEIEH M3 OpPraHM3Ma. B COCTOSHHUM a30THCTOTO
paBHOBECHSI KOJIMYECTBO 00pa3yeMoi MOYEBHHBI CITY’KHUT ITOKa3aTesieM TaK Ha-
3BIBAEMOT'0 «META0OIIYECKOTO H3HOCA» — HEMOHATHON MOKa KOMOMHAIMN TH-
0OenM KIETOK M WX pereHepanuy, oOMeHa Oelka C YaCTHYHOH, HO HHUKOTA
TIONTHOW peyTHIM3alMeH aMUHOKUCIIOT. JTH METa0OIMYECKUe POLECcCHl po-
TEKAIOT JaXe NpH JeduimTe Oelka B )KUPOBOU U YIIIEBOAHOM HETE, IPU STOM
oOpa3zoBaHHEe MOUYEBHHBI HUKOTJa He Hpekpamaercs. B sirobom ciydae cko-
pocTh 00pa3oBaHMsI MOYCBUHBI JJOJDKHA CTPOTO PETYIUPOBATHCS B XO/€ yaAa-
JICHUs M3 OpPTraHW3Ma IOTEHIHAbHO TOKCHYHOTO aMMHaKa, KOTOPBIA MOCTO-
SIHHO 00pa3yeTcst M3 aMHUHOKHCIIOT THIIEBHIX OenkoB [32].

OOmmii KOHTPOJIb IIUKJIA MOYEBHUHBI 00ECIICYNBAETCSI M3MEHEHNEM KO-
YecTBa TOrO I HHOro (hepMeHTa [IUKJIa Ha TeHETHYeCKOM ypoBHe. M3BecTHO,
YTO B PA3IMYHBIX CHTYalUsIX YPOBEHb OTACIBHBIX (DEpPMEHTOB IIMKIIa MOYCBH-
HBI MOXKET u3MensiThes B 10-20 pas.

JnmurenbHOE TONOAAaHKHE, COMPOBOXKAAIOIISECS PACIICIUICHUEM MBIIIeY-
HBIX OCNKOB, YTO TAKKe CBS3aHO C HEOOXOIMMOCTHIO BHIBEACHHS aMMHAKa,
CIIOCOOCTBYET YBEIMYCHHUIO B ICYCHH YPOBHS ()ePMEHTOB OPHUTHHOBOTO ITHK-
na.

ToHKas peryasuus MUKIa, TO-BUIMMOMY, IPOUCXOAUT Ha ypoBHE oOpa-
3oBanms KapOamomndochara (puc. 4.4). Kapbamounpocghamcunmemasa |
NPaKTUYECKH HEAKTHBHA B OTCYTCTBHE €€ CHEHH(DUIECKOro aJuIOCTEPHYECKOr0
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aktuBaropa N-ayemunenymamama. ITOT aKTHBATOp CHHTE3MPYETCSl C MOMO-
1IbI0 crnerduyeckoro ¢depmenra MIEYECHU - N-ayemuneny-
mamamcunmemasel — U3 anetuin-S-COA u riryramaTa u THAPOJIN3YETCs B CIIy-
yae He0OXOMMOCTH CHEHU(PUIECKON Tearnia3oin.

COOH LFOOH (|:|J
HC—NH, HC—NH—-C—CHj
1 N-azpeTrormyrramaT- |
CH, + H3C—C-5—CoA e CH, +  HS-CoA
LL.HZ ATIETHI KOSHHM A éHZ Koamsum A
| |
COOH COOH
InyranpmoBat M-aneTHITTy TAMAT

FHCIIOTa

VYpoBenb koHmeHTpanuu N-aneTwnriyTamara ONpenessieTcsi, B CBOIO
odepe/b, KOHIEHTPALUSIMH cyocTpaToB — aneTwi-S-COA 1 riryTaMHHOBOH K-
CJIOTHI, @ TAKXKE KOJIMYECTBOM apTHHMHA, KOTOPBIN sIBIsieTcsl akTUBaTopoM N-
ayemua2ymamamcuHmemaso.

CIyTaMaT KIETEH CIHSHCTOH EHIIEYHHEA

xapbamommpocdaT  WH, } 1
CHHTETAZ4 | 2
COx+2ATP+NH, (I:: O + OpHHTHEH
@ § NO'
5 ®m:n:p i
Kﬁp MO 0CDAT
?00[{ HTPYITHE NO-crmTaza
?H—N’H
NH (IJHZ
i tHp
?ZO COOH
NH, M-ageTmn-
ModEBHHA TIFTaMar @
yﬂf‘}fmﬁ COOH apTHHHH
CHETETATE
?H—N'H2+
CH, aneTHa-Coly
] apTHHHH
?HZ bemxoB
COOH T
TIYTaMAaT
APCHHAT

Puc. 4.4. Pecynayus yuxna MouesuHo0OpA306aHUs

JlononHuTeNnbHasT PETYyISLUs [UKIa MOYEBHHBI 3aBHCHT OT pEajbHBIX
KOHLIEHTPALUI BCEX MHTEpMeEIUaToB Hukia. HecMoTps Ha To, 4TO TeopeTHde-
CKH 3a OJIIH 000POT IIMKJIa OPHUTHH JIOJDKEH MOJTHOCTBIO PETEHEPUPOBATHCS, B
JIEIICTBUTENILHOCTH B KJIETKE MPOTEKA€T MHOXKECTBO PA3IMYHBIX PEakUuil, B
X071 KOTOPBIX OTJICNIbHBIC MHTEPMEINATHI IIUKIIa MOTYT IPEBPAIIATHCS B MHBIC
(4acTO KOHEYHBIE) MPOAYKTHI. [IpUMEPOM MOXET CIIYXKHTh HCIIOIB30BAHHE
OpHHUTHHA B PEAKIMAX CHHTE3a NOJIMAMUHOB, YPOBEHb KOTOPBIX 3aMETHO BO3-
pacraer B mporecce nponudeparmu kiaetok (cMm. [punoxerne 2 k nekunu V).
C nmpyroif CTOpOHBI, KaK yKa3bIBaJIOCh paHee, MOA JICHCTBHEM apTrHHa3bl —
(bepMeHTa, Ype3BBIYAHO HIMPOKO PACIPOCTPAHEHHOTO B opraHmsMme (OH 00-
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Hapy)XeH B MO3re, MOYKax W JPYruX OpraHax), — IMPOHCXOAUT 0Opa3oBaHHE
OpPHMTHHA U3 apTMHUHA NHIIEBBIX OEJIKOB, YTO MOMKET MUMETh Aaxe OOibIIee
3Ha4YEHHE ISl 9TUX OPTaHOB, YeM YJacTHEe OPHHUTHHA B AETOKCHKAIIMU aMMHa-
Ka ITyTeM CHHTEe3a MOYEBHHBL VI3BECTHO TakXKe, YTO B KJIETKaX CIM3UCTON
TOHKOTO KHUIIEYHHKA CHHTE3 OPHUTHHA JIOTIOJHUTEIHHO MOXET OCYIIECTB-
JSTBCSL M3 TIyTAMMHOBOM KHCIIOTHL. BmecTe ¢ TeM mpH HOpMajbHOW auere
KJICTKM IOJY4YaloT JOCTaTOYHOE KOJMYECTBO ApPTHHMHA JUIA ITOJUIEpXKaHUS
TpeOyeMoii KOHIIEHTpauuyu opHUTHHA. OOIIas cxema IHKIa MOYEeBHHOOOPa3o0-
BaHUs IpUBeeHa Ha puc. 4.5,

N2
0=C\ MoueeunHa I nyTamuH
NH» Mupysar
I myTamar
Ap OpHHTMH _
MD‘IEBHHI:I
Mupysar
HCO.
Aprmnnmcyx HzN/ \0 p E I\’
Kapfamomn €0y
IDyMapaI ochET
Jm:lu( NH3 AueTun-Cof
Manai . /_#
ey
j Om:anoau,emi MTpar
Manar
HzoumTpar
2 2-Ketornmytapart Llukn Ll
b Kpebca =
2-Ketormytapar
CyHuMHaT

coo” \ \Qﬂggxum—/(
TR
a-ArHHOKHCNOTa
x-Kerokuenora

Puc. 4.5. Unmezpayus yuxna Moue8UHO0OPA308aHUL C OOMEHOM BeUeCE 8 MUMOXOH-
Opusx. 3eieHblMu CMpeaKamu NOKA3aHo HanpaegieHue NomoKa amomo8 a3oma om amu-
HOKUCIOM NPU UX 0e3aMUHUPOSAHUY UIU YOATeHUe a30ma U3 OOKOBbIX yenel e1ymamu-

na [19

AﬂbTepHaTMBHble peakuuu BbiBeaeHUA M3bbITKa a3oTa

MHoryue OpraHHYecKHe KHCIOTHI CIIOCOOHBI SKCKPETHPOBATHCS B BHIE
KOHBIOTAaTOB ¢ aMHUHOKHUCIIOTaMHU. DJTO SIBICHHE OBLIO MCIIOJIB30BAHO JUIS Pa3-
paboTku TecTa Ha (PyHKIMOHATBHOE COCTOSHHUE IIEUCHN, KOTOPBIH 3aKiIIo4YaeT-
csl B TIpeBpaIlieHnH OCH30MHON KHCIIOTHI B THINITYPOBYIO KHCIOTY. B X0ne nan-
HOH peaknuy IMPOUCXOANT aKTHBAIMS KapOOKCHIILHOW I'pyNIibl OSH30HHOM KH-
ciotsl Tipu ee B3anmozencTeuu ¢ HS-COA C obpasoBanuem Oenzomn-S-CoA.
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BHOCJ'ICZ[CTBI/II/I AKTUBHUPOBAHHAA Kap6OKCI/IJ'II>Ha${ rpyimmia ICepCeHOCUTCd Ha
o + o
TJIMOWH, CUHTC3UPYIOUNUCA U3 C02 n NH4 nog ACUCTBUEM CNUYUHCUHMA3bL.

MeTILIeH -
Hybomar Hy doxar
?OOH TIHIHH-CHHTA2 3
CHy + NAD COz + NHy + NADH(H)
NH,
Tmanm

B pesymprare nepenoca Oen3omn-CoA Ha TIMIMH NMPOUCXOANUT 00pa3o-
BaHUE KODH3UMAa A U FMIIITYPOBOI KHCIOTBI, KOTOpasi BBIBOAUTCSA C MOYOI.

T 1
COOH C—S—CoA C—NH—CH,—COOH
@ ?‘:% ©/ + TmopE — @ + HS-CoA
Bemolimas  ATP AMP+P-P T

CxopHast peakiisi UMEET MECTO MEXIy TOMoJIoroM OeH30iHOW Kucio-
THI — (PEHUITYKCYCHOM KMCIIOTOH M TiayTaMuHoM. OTinume 3TOH peakiuu 3a-
KJIFOYaeTCsl B OTCYTCTBUM HAKOIUICHUS! HHTEPMEANATA, IPECTaBIISIOIETO CO-
60ii Tnoapup ¢ CoA. Tem He MeHEe peakIys TAKXKE 3aBUCUT OT MPUCYTCTBHA
CoA, Ho xapOoKcHIbHast TpyIa (GEHUTYKCYCHON KHCIOTHI B3aUMO/ICHCTBYET
C a-aMHMHOTPYNITOHA TITyTaMUHAa.

COOH (|C|Z' Ll‘.OOH
CH,—COOH  HC-—NH, CH,—C—NH-CH
: CoA I
+ e CH,
CH, CH,
DEHHNYKCYCHAA FHCIOTA Ll‘. ATP AMP+P-P ¢
P P
0 NH; 0" NH,
ImyTamis D EHHNAIE THITITY Ta MHH

Civii pCakuun HC UMCIOT OOJIBIIIOr0 3HAYECHUS IIpu HOpMAJIbHOM meTabo-
JIN3MC, HO MOT'YT UT'PDATh 6OJ'II>HIyIO POJIb ITPpU BBCACHHUU APOMATUYCCKUX KH-

CJIOT C HeJIbIo yjanenus u36btka NH," Ipu HapyIleHHsIX OPHUTHHOBOTO LMK~
na [33].

HacnenocrtBeHHble p,e(*)eKTbI d)epMeHTOB UuMKna MmoyeBUHbI

3HavyeHNe HOPMAJIBHOIO (YHKIIMOHMPOBAHUS LMKJIA MOUYEBHHBI B Opra-
HU3ME 4YE€IOBEKa TPYIHO IMEPEOLECHUThb. 3BECTHO, YTO HOBOPOXKICHHBIE C
TIOJTHBIM OTCYTCTBHEM OJTHOTO HMJIM HECKOJIBKMX (DEpPMEHTOB IIUKJIA )KUBYT BCE-
IO HECKONBKO AHEH. MHOrne CHHIPOMBI, CBSI3aHHBIC C NEGUINUTOM TEX HIIH
WHBIX (EPMEHTOB, OBIIM MACHTU(HUIMPOBAHBI M OIHMCAHBI OJaromaps TOMY,
9TO 3TH (PEPMEHTHI BCE )K€ MPOSBIIUIN HEKOTOPYIO aKTHBHOCTH. [IpoBeneHne
AQHAJIOTUHU C APYTUMH MyTallMsMU IMO3BOJSET CHENATh BBIBOJ, YTO B IEPBYIO
odepelb HAPYIICHNS AKTHBHOCTH (DEPMEHTOB HMKJIa MOYEBHHBI CBSI3aHBI C U3-
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MEHEHUEM BelMYHHbBI Ky, HO He V myx. OIHAKO OXapakTepu3oBath Oojee moa-
pPOOHO MYTallMU T'CHOB, KOMUPYIOLIUX 3TH Ba)KHEWIINE OCIIKH Yy YellOBeKa, J0-
BOJIBHO CIIOXKHO [32].

BMmecte ¢ TeM B HacTofllee BpeMs YK€ OXapaKTepH30BaHbl OCHOBHBIC
CHH/IDOMBI, CBSI3aHHBIE ¢ JeDUIUTOM KaXIOro U3 (HEpMEHTOB LIMKJIA MOYCBH-
Hbl. Pa3pbiB 1MKITa B KaKOW-TMOO TOYKE MO-Pa3HOMY BIHMSCT HA META0O0IU3M
a30Ta, ITOCKOJIBKY HEKOTOPhIE HHTEPMEIHAThl MOI'YT AU(GOYHIUPOBATh U3 Te-
MATOLMTOB, HAKATUTUBATHCSA B KPOBU M TIOMaAaTh B Mouy. [103TOMY CUMITTOMBI,
NPOTHO3BI U Tepanusl Mpu AePHUIHTE Pa3IUYHBIX (epMeHTOB oTinyaroTcs. B
[EJIOM OIMCAHO HECKOJBKO JOBOJNBHO YaCTO BCTPEYAIOIIMXCS 3a00JICBaHUIA,
KOTOpBIC MPOSIBIAIOTCSA B 3aJICPKKE YMCTBEHHOI'O Pa3BUTHS WIIH CONPOBOX-
JIAFOTCS KOMOM ¥ CMEPTBIO B paHHEM BO3pacTe.

N-auemurnenymamamcuHmemasa

3HaveHne akTuBaTopa KapOamowmipocdarcHHTETa3bl OBUIO OOHAPYKEHO
IIpy 00CIIeTOBaHUN HOBOPOXK/ICHHBIX C TUIIEpAMMOHHEMEEN 1 o0Imei rumepa-
MHHOAIUIEMHEH. Y 3THX HOBOPOXICHHBIX KJIETKU I€YEHH HE oOecTieunBali
Kakoro-nmbo 3ametHoro cuuTe3a N-anerwirnyramara. B Takux ciydasx Hop-
MaJIbHBII 0OMEH a30Ta MOYKHO TOJICPKUBATH C ITOMOIIBIO TUETHI, COEpIKa-
el HU3KOoe KOJIMYECTBO O€JKa, W BBEACHHEM KapOAMOUAIymamama — aHa-
sora N-amerwiriryramara, KOTOPBIH TakXKe CITy>KHT aKTHBATOPOM KapOamou-
dochamcunmemasuol.

Kapb6amoungocghamcunmema3sa

B Tex ciyuasx, Korja y MiaJIeHIIeB YpOBEHb cuHTe3a kKapbamonngdocdar-
cunTeTassl cocraBiter 0-50% ot HopmanmbHOTO comepxanus pepMeHra B re-
MAaTOLMTAX, TAKXKe OTMEYAETCs] PAa3BUTHE TMIEpaMMOHHUEMUHN. DTUM MJIa/IeH-
I[aM BBOJIT OCH30MHYIO KHCIOTY C (DEeHWJIAIIETaTOM, KOTOpPBIE JOCTATOYHO
3¢ heKkTHBHO CHUMAIOT mposiBIeHMs runepammonremun [33]. Becbma momesno
J00aBIeHNE B HU3KOOEIKOBYIO IMETy aprHHUHA, KOTOPBIH CTUMYJIUPYET CHH-
te3 N-amerunriryramara, a mocJieIHAH B CBOIO 04Yepeb 00ecednBaeT 00pa3o-
BaHHE JOCTAaTOYHOTO KojmyecTBa KapOamomndocdara axe NpH HUIKOM
ypoBHe (pepMeHTa B KiIeTKax redeHn. Boobme HexBaTka kapbamomidocdar-
CHHTETa3bl CONPOBOXKIACTCS 3aJCPXKKOHl YMCTBEHHOTO Da3BUTHS, KOTOPOE
MOXET OBITh CIEACTBUEM I'MIICPAMMOHHUEMHH B TEUCHUE ONPENEICHHOTO KOH-
TPOJMUPYEMOTO IIEPUOAA.

OpHumuHmpaHckapbamounasa

bonpnras yacTp 3a001€BaHMiA, CBA3aHHBIX C HAPYIICHUSIMH LUKJIA MOYe-
BUHBI, ONpEACISeTCS NSQUIMTOM WM yTPATOH OPHUMUHMPAHCKApOAMOULa-
3b1. PaHHSA cMepTh MOXKET OBITh NIPEAOTBpAIlCHa YIaleHHEeM H30bITKa aMMHa-
Ka, a JajJbHeilIee ero HaKOIUICHUE YCTPAHSACTCS TEMH )K€ MEPOIPHATHAMH,
KOTOpBIC TPEIANPUHUMAIOTCS TP JICYCHHH 3a00JeBaHMs, CBS3aHHOTO C He-
XBaTKOU kKapbamomndocaTcHHTETa3HI.
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I'eHeTHYCCKMI aHANIN3 TOBPEXKICHNSI OPHUTHHTPAHCKapOaMOMITa3hl TTOKa-
3all, 9TO TeH ATOT0 OeNka pachoiokeH B X-xpoMocome. [loaTomy maHHOE 3a-
OoIleBaHUE YEIIEC BCTPEUACTCS Yy MAIBYAKOB, YEM y JIEBOYCK, Y KOTOPHIX B Te-
TEPO3UTOTHOM COCTOSIHUU TOBPEXJEHUE I'e€Ha HE MPHUBOIUT K MIPOSBICHUIO
cuMITOMOB Oore3Hu. Kpome amMMuaka M aMHHOKHUCIIOT B KPOBU TIOBBIIIIACTCS
CoJiepKaHe OPOTOBOM KHUCIOTHI. [losiBIIeHHE opoTaTta OOBACHICTCS TEM, YTO
n30BITOK KapbamMomidocdara IPOHUKAET B MUTOILUIA3MY T'€IIATOIUTOB, TIC OH
B3aUMOJICICTBYET C acrnaparuHOBOW KHUCIOTOM M NPHUBOJUT K HAKOIUICHHUIO
OpPOTOBOH KUCIIOTHI.

ApeUHUHOC}/KL{UHamCUHmema(:’a

HexBatka JaHHOI'O (bepMeHTa HUKJIa MOYCBUHBI IMPUBOAUT K HAKOILIC-
HUIO NUTPYJUIMHA B KPOBH, YTO COIIPOBOXKIAACTCA HPIT’pyJIHHHGMPIGﬁ. B mexo-
TOPBIX CIIy4dasx 0oJbIIIas YacTh a30Ta BBIBOJAUTCS UMCHHO B BUAC UTPYJIJINHA.
KpOMe OrpaHUYCHUS COACPIKAHUA Oeika B JAUCTC TCpaAIlrs 3TOTrO 3a00J1eBaHUS
OCHOBAH4 HAa AONOJIHUTCIIBHOM BBCACHUU apTUHUHA, HGO6XOHI/IMOI‘O JJIs1 CUH-
Te3a OelKa M CHHTE3a Kp€aTHa U OPHUTHUHA, HOTpeﬁHOCTI) B KOTOpPOM OIIpe-
JACIACTCA HE TOJIBKO (l)yHKHI/IOHI/IpOBaHI/IeM HKJIa MOYCBHHEI.

ApeUHUHOC}/KL{UHamﬂua:ia

ITpu 3TOM BHIE HapyIIEHUH PabOTHl OPHUTHHOBOTO IIMKJIA Y MAIMEHTOB C
MOYOi BEIBOJIUTCSI OYEHBb OOJBIIOE KOJMYECTBO apTHHUHOCYKIMHATA. [lanHOE
3a00JIeBaHNe MTPOTEKALT C TAKMM KOJIMYECTBOM CHMITOMOB, YTO YacTO ObIBAET
CJIOKHO TT0100path 3¢ dekTnBHOE JedeHne. Tem He MeHee OorpaHHdYeHue Oen-
Ka, BBe/IcHHEe OEH30MHON KUCIIOTHI, (eHIIIAIeTaTa ¥ aprMHIHA JOBOIBHO Jac-
TO MPHBOJIAT K JKeTaeMoMy pe3yabrary [33].

ApauHa3sa

Jedumur apruHaszpl mpeacTaBisieT coOOH OUYeHb penKoe 3aboneBaHue,
KOTOPOE COMPOBOXAAETCS PAa3IUYHBIMA U MHOTOYHCIEHHBIMU HapyLIECHUSIMU
pa3BuTHs M (QYHKIMH HEHTpadbHOW HepBHOHW cucTeMsl. Ilpm 3ToM 3aboneBa-
HUM B OOJIBIIMX KOJMYECTBaX HAKAIIMBACTCS M BBHIBOJWUTCS HE TOJBKO apTH-
HUH, HO ¥ €TO0 MIPE/IIECTBCHHUKH, a TAKXKE IPOIYKTHI OOMEHa.

Tepanmio mpoBoAAT OEH30aTOM HATPHS M KETOAHAJIOTaMH HE3aMEHUMBIX
amuHoKHCIOT [33].
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JNNIEKUMA Ne 5. OBMEH MHANBUAYAIIbHbIX
AMUHOKUCIOT B HOPME U MNMPU NATOJIOIMA

HcTopryeckn u3ydeHne HapyIICHUH KaTaOoM3Ma aMHHOKHCIIOT Y YeJIo-
BEKa CBITPAJIO KITFOYEBYIO POJIHh B BHISICHCHUH ITyTeH MeTabOIM3Ma aMHHOKHUC-
JIOT Y 3I0POBEIX IItojici. MHOTHE U3 YK€ M3BECTHBIX U OMHMCAHHBIX OOJIC3HEH,
CBSI3aHHBIX C Je(hekTaMu 0OMEHAa aMUHOKHUCIIOT, SBIISTFOTCS PEIKUMHE, U 0OJb-
IIMHCTBO MPAKTUKYONIUX Bpaueil ¢ HUMHU He cTankuBaeTcs. OIHAKO UMeeTcs
enasi KaTeropus HacJeICTBCHHBIX 3a00JIEBAaHUN C SIPKO BHIPAKCHHON KITMHU-
YECKOM KapTHHOW, BBI3BIBACMBIX HAPYIICHHSAMH paclaja aMHHOKHCIOT B
HEPBHOW TKaHW. DTH 3a00JIeBaHUS TPOSBISAIOTCS B CHIy Hamboliee BBICOKOU
CKOpPOCTH OOMEHA aMWHOKHCIOT B HEPBHOW TKaHU TIO0 CPABHEHHIO C IPYTHIMHU
TKaHAMH OpraHu3Ma dYenoBeka. [1odToMy pa3zHOOOpa3HBIC HACIICACTBCHHBIC
amuroayudonamuu TPENCTABIIIOT OONBIION WHTEpPEC A ICUXUATPOB, TIC M-
aTpOB, KOHCYJITAHTOB-TCHETUKOB U OMOXUMHUKOB, TIOCKOJIBKY HApYIICHHUS 00-
MeHa aMUHOKHCIIOT B MO3T¢ SBISIOTCS OJHON W3 OCHOBHBIX NPHYHH C1a00-
ymus. AMAHOAITUIONIATHHN YaIlle BCETO TPOSBISIOTCS y JIEeTeH M HEepeaKo 3a-
KaHYMBAIOTCS (paTaIbHBEIM HCXOIOM B paHHEM Bo3pacte. [lpu oTcyTcTBHU CO-
OTBETCTBYIOIIETO JICUCHUS JAHHBIC HAPYIICHUS OOMEHa CTaHOBSATCS MPUIHHON
HEOOpaTHMbIX U3MEHEHUH MO3Ta.

Bce ckazaHHOE CBHICTENBECTBYET O HEOOXOAUMOCTH pa3pabOTKH METOIOB
paHHEH AMATHOCTHKY TOH WIIM MHOU MATONOTHH. [I0CKOTBKY aKTHBHOCTH psifa
(hepMEHTOB, UMEIOIINX OTHOIICHHE K paccCMaTPUBAeMBIM HAPYIIICHUIM MeTa-
0omm3Ma, B HACTOSIIEE BPEMS JIETKO TECTHPYETCS B KYIbTYpE KICTOK aMHHO-
TUYECKOH KUIKOCTH, TOYHBIN JHAarHO3 MOXXHO YCTAaHOBUTH €IIIE 10 POXKICHHS
myreM amuuoyenmesza. OCHOBHOH NMPUHIINIT JICUCHHUS B TAKUX CITyJasX 3aKIFO-
YaeTCs B HA3HAYCHUH JUETHI, OeTHOM TeMH aMHUHOKHCIOTaAMH, KaTabOoI13M KO-
TOPBIX HAPYIIICH.

[MockomeKy paccMaTpuBaeMble METaOOMIUECKIE HAPYIIIEHUST 00YCIIOBIIe-
HBI MyTalAsMH, TPUBOIMIIAMU K CHHTE3Y COOTBETCTBYIOIINX OCIKOB C M3Me-
HEHHOH MEePBUYHON CTPYKTYpOH, HAMOOIIee COBPEMEHHBIM CITOCOOOM KOpPpEK-
THPOBKH TEHETHYCCKUX Je(PEeKTOB (epMEHTOB OOMEHA aMHHOKHCIOT MOXET
CTaTh MIUPOKOE UCIIONB30BaHNE TexHONMorHn pekomOnHanTHEIX JJHK. B 3aBu-
CUMOCTH OT XapakTepa M3MCHCHWH IEPBUYHON CTPYKTYpPHI BO3HUKAIOT pa3-
JUYHBIE CTPYKTYpHBIC M3MCHCHHS W Ha JPYIWX YPOBHIX OpraHM3amu ¢ep-
MeHTOB. OTIeNbHBIC H3MECHEHHS IIEPBUYHON CTPYKTYPHI MOTYT HE OKa3bIBATh
KaKoOTo-Ti0O0 CYIIECTBEHHOTO BIUSHHA Ha aKTHBHOCTH ()epPMEHTA, TOTAa Kak
IpYTHe M3MEHEHUSI CIIOCOOHBI 3HAYUTEIFHO BIHSTH HA TPEXMEPHYIO OpPTraHU-
3aIMI0 KaTAUTHIECKOTO WM PETYISTOPHOTrO IeHTpa. OOBYHO MYTaHTHBIC
(bepMenTHI (€CITM peub He MOET O MOJHOM yTpare aKTHBHOCTH) OTJIMYAIOTCS
00 MO KaTaduTHIEeCcKOi 3PPEKTHBHOCTH, YTO BEIPAKACTCS B HI3KOM 3Hade-
HUH V o« W BEICOKOM K, 00 10 CIIOCOOHOCTH CBSI3BIBATH AILIOCTEPHUE-
CKHE PEeTYIATOPHI KaTATNTHYECKON aKTHBHOCTH.
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B npenpinymiem pasnene ObII pacCMOTPEH psifi peakiuid, odecreunBaro-
HIUX yAAICHUE U3 aMUHOKHUCIIOT &-aMHHOTPYII U IPEBpaIlCHHE TOCICIHIX B
MoueBuHY. CTpaTerus NalbHEIHIIEro paclICIUICHHs YTJCPOIHBIX CKEJICTOB
aMHUHOKHCIIOT COCTOUT B OOpa3OBaHUH OCHOBHbIX UHMEPMeOUamos OOMeHa
6eujecms, KOTOPbIE MOTYT BKJIIOUATHCS B PEAKIIMU 00pa30BaHMs TITFOKO3bI M
MOJIBEPraThCsl MOCICAYIOMIEMY OKHCICHHIO B LIUKJIC TPUKAPOOHOBBIX KUCIIOT.

B xoze 3THX peakuuil yriiepoJHbIe CKEJEThl JIBaJIATH MPOTCHHOICHHBIX
AMHHOKHCIIOT HANPABICHHO NPEBPAIAIOTCS B CEMb NPOMEKYTOYHBIX COCIH-
HEHUH: nuposunozpaonyio kuciomy, ayemun-SCoA, ayemoayemun-SCoA,
cykyunun-S-CoA, a-kemoznymaposyio KUciomy, Qymaposyio Kuciomy u wa-
8E1E6OYKCYCHYIO KUCTIOMY.

Te aMHUHOKHUCIIOTHI, KOTOPBIE PACIICIULIFOTCS ¢ 00pa3oBaHUEM aleTHI-S-
CoA w anetoanetun-S-CoA, HONyYHII Ha3BaHHUE KeMOSEHHbIX AMUHOKUC-
J10m, TIOCKOJIBKY B Pe3yNIbTAaTe MX PACIa/ia YBEIMYUBACTCS CONCPIKAHUE KETO-
HOBBIX Tel. Hibke mpuBeaeHa cxema, OTpaXkarolasi MPOLecChl MpeBpamieHus
AIleTOYKCYCHOM KHCIIOTHI B AlleTOH BCIICICTBHE PEaKLIH JCKapOOKCHIHPOBa-
HUS WA B [-OKCHMACISHYIO KHCIOTY B XOJ€ DPEaKIUH BOCCTAHOBIICHHUS
[B-xapOOHIITEHOI TPYIITBI alleToAleTaTa

Ll‘.OOH Ll‘.OOH
?HS Co, CH, NADH NAD CH,
Ll‘.=0 Ll‘.=0 Ll‘.H—OH
CH5 CH5 CH5
AUETOH AUETOAUETAT B-nx:mcj;@m

AMMHOKHUCIIOTBI, pacnajamoliyecss A0 NUPOBUHOTPAIHON KHUCIOTHI,
a-KeTOTIyTapOBOH KHCIIOTHI, CyKIMHHI-S-COA, (ymMapoBOH KHCIOTHI HIIH
LIABEJIEBOYKCYCHOM, Ha3BaHBl 2MHOKO2EHHbIMU AMUHOKUCIOMAMU. Y Ka3aHHBIE
YeThIpe WHTEepPMEIuaTa MUKIa TPUKAPOOHOBBIX KUCIOT W IHPOBHHOTPAIHAS
KHCJIOTa MOT'YT MPeBpamaThes B (PochOCHOMMUPOBHHOTPATHYIO KUCIIOTY U 3a-
TE€M B IJIIOKO3Y. B TO jke BpeMsl y MIIEKOIUTAIOMIMX U YEJIOBEKA OTCYTCTBYIOT
MeTaOOMIMYECKUE IMyTH, KOTOphIe 00ecieunBaiy OBl CHHTE3 TIIFOKO3BI U3 alle-
THi-S-CoA u aneroareTin-S-CoA.

W3 Bcex aBaaaTé aMUHOKHUCIIOT TOJBKO JIetiyuH SIBASETCS UCKITIOUUTEb-
HO KCTOTCHHON aMHWHOKWCIIOTOW. M30netiyut, TU3uH, eHUuIaianut, mpunmo-
¢an 1 mupo3ur OTHOCSTCSA K KETOTCHHBIM W TIIFOKOTCHHBIM aMHHOKHCIOTaM
omHOBpeMeHHO. OCTaJbHBIC YETHIPHAANATh AMHHOKHCIOT SIBISIOTCS HCKITIO-
YUTEIHHO TITFOKOTEHHBIMU.

B 1abn. 5.1 ykazaHbl Bce IPOTEHHOTCHHBIC aMUHOKHUCIOTH U OTpajkeHa
B3aMIMOCBSI3b HX OOMEHA C 0OMEHOM YTJICBOZOB U KHUPOB.

BrionHe NOHATHO, YTO OCTAIOLIUIICS MOCIE OTLIEIUIEHUS a-aMHHOTPYIIIbI
YTIEPOMHBIH CKeleT B OONBITMHCTBE CIydaeB MpEACTaBIsIeT co00il mpocTo
OKHCTICHHBIH YTIIEBOIOPOII, KOTOPEIA YK€ HE MOXKET OBITh HICHTU(UITPOBAH
KaK CIieruduaecKoe IpOM3BOTHOE KaKOH-TNO0 aMUHOKUCIIOTHL. YTIICPOIHBINA

79



CKCJICT IMOABCPracTcs zlaanei/'Imeﬁ JAcrpajanu B XOAC peaKHHﬁ, HO,HO6HI>IX
pCakusaM KaTaboau3ma JAPYTruXx OKHCJICHHBIX YTJICBOAOPOAOB, HAIIpUMEDP JIU-
HEWHBIX HITH Pa3BCTBJICHHDBIX JXUPHBIX KUCJIOT.

Tabnuya 5.1. Cyovba yanepoousvix ckenemos L-a-amunoxuciom

AMUHOKHCIIOTHI IPEBPAMIaIoTcs B aM(DHOOIMIeCKHe HHTEPMEIHATH,
13 KOTOPBIX 00pa3yroTCsi:

I'muxoren Kup I'muxoren wim sxup
(TJIIOKOT CHHBIE (KeTor eHHbIE (TJIIOKOT eHHBIE MM KeTOT ¢HHBIC
AMHIHOKHCIIOTbI) AMHHOKHCIIOTbI) AMHIHOKHCIIOTbI)
Ala Gly
Arg His Leu lle
Asn Met Lys
Asp Pro Phe
Cys Ser Trp
Gln Thr Tyr
Glu Val

MpeBpaweHus TpexyrnepogHbix (C3) aMmMHOKMCNOT
anaHuHa, cepuHa, uMcTenHa

AMHMHOKHCIIOTEl aJaHWH, CEPHUH WM IUCTEHH, COCTABIISIONINE TaK Ha3bl-
BaeMoe ceMeHcTBO C3-aMMHOKHUCIIOT, B XOJIe JErpajalyd IpeBpamarTcs B
MTUPOBUHOTPAZHYIO KHCIOTY. IloaToMy mpoMexyrodHoe oOpa3oBaHHE ITHPY-
BaTa MOKHO paccMaTpHBaTh KaK «MECTO BXOJa» YIJIEPOIHBIX CKEJIETOB aja-
HHUHA, CEpUHA W IIMCTEMHA B IUKJI TPUKAPOOHOBBIX KHUCIJIOT, YTO COINPOBOXKIA-
eTcsl B KOHEYHOM ntore ux pacrnagom 1o CO, u HO.

Iox neiictBueM aranunmpancamunazvl aTaHUH HETIOCPEICTBEHHO BKIIIO-
YyaeTcs B 00pa3oBaHNE MUPOBHHOTPATHON KHUCIOTHI IIPH €T0 IIepeaMHUHHPOBA-
HUH C 8-KETOTTTyTapaToM.

KonnenTtpamus a-keToriayrapara, pacXoaylomIerocst B peakiuy TpaHca-
MHUHHPOBAHUS C aJTAHWHOM, MTOAJEPKUBACTCS Ha TIOCTOSTHHOM YPOBHE, KaK YK€
N3BECTHO, B XOJ/I€ OKHCIHMTEIFHOTO 1€3aMHUHUPOBAHMS TTTyTaAMHHOBOW KHCIIO-
ThI ¢ 06Pa30BAHUEM A-KETOrTYTapoBOH KucaoTsl 1 NH,'.

Ll‘.OOH Ll‘.OOH Ll‘.OOH Ll‘.OOH
HN-CH  ~ C=0 _Swmpewesme:  €=0 . HN-CH
CH5 CH, CH5 CH,
" "
COOH COOH
ATIAHEE CL-KRTONTY Tap O BT MuporrmEorpaguan [yTamemOELg
EHCIITA EHOTIOTR EHCIOTA

AMUHOKHCIIOTBI CEPUH U TPEOHUH JIE3AMHHHUPYIOTCS MPSIMO MO/ JCUCT-
BUEM CepuHoecudpamasbl W MpeoHUuHOecuopamasvl COOTBETCTBEHHO. JTH
(epMeHTBI, CIIOCOOHBIE OCYLICCTBISTD PeaKyuu NpsamMoco 0e3aMUHUPOSaHUs,
Ha3BaHbI JIETU[PATA3aMU [IOTOMY, YTO B KATAJTH3UPYEMbIX UMHU PEAKIUSIX PO-
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1ieccy J1e3aMUHUPOBaHMS MPEIISCTBYET AeTHapaTalus cyocrpara. B vactHo-
CTH, CEPUH C YYaCTHEeM cepundecuopamasvl yrpadupaetr a-atromM H u b-OH-
TpyHITy ¢ 00pa3oBaHHEM HECTOWKOTO amuroakpunama. Ilocinennuii, pearnpys
C BOZIOH, CITIOHTaHHO NPEBPAIIACTCS B MMPOBHHOTPAAHYIO KHCIOTY C OTIIEII-
nenrem NH,". CxeMa KaTaluTHYeCKOro NeHCTBHS CepMHIETHAPaTa3bl HpUBe-
JieHa Ha puc. 5.1.

COOH 5. gepmer H  COOH H H COoH
H?_NHZ —_— d’epmm-l’y‘r—c:N—Cl: q?epmm-Pyr—(i?:N—(I:‘Z
CH,—OH CHZ -H,0 H CH,
Cepr Tlpomes:s IO HETE BONTIEES
TI% - hepreer +Hy0
|I| H ?OOH J (iTOOH cl:QOH
L el G-NH, — ¢=0
CH, CH, -NH;  CHj
A MHEDAE} BT Tepysar

Puc. 5.1Mexanuzm oeticmsus cepundecuopamazvl. IIJID — nupuodoxcarvghocam,
npunaonexcauuil cepunoecuopamasze [20]

Crnenyet, 0fHAKO, 3aMETHUTh, YTO MPEBPAIICHUE CEpUHA B IMHPYBAT NPU
YYacTHUH CepHHAETHIpPATa3bl UMEET CYIIECTBEHHOE (hH3HOJIOTHYECKOE 3Haue-
HHE Y KPBICHI B MOPCKOM CBUHKH (KJIETKM MEYEHU 3THX BHIOB OPraHH3MOB
Ype3BBIYAHO OOraThl CEpUHAETHAPaTa3oil). Jlerpaanus cepuHa y 4eioBeKa u
MHOTUX JPYTHX MJICKONMHUTAIOIINX OCYLIECTBIISIETCS MPEUMYIECTBEHHO C 00-
pasoBannem rmmmaa i1 N° N'O-merunenrerparuapodonara. Ykasauuas peak-
LUsT KaTaJIM3UPYETCS CepuneUOPOKCUMEMUIMPAHcdepasoli — TUPUI0KCATb-
¢docdar-coneprkammM (HepMEHTOM, KOTOPBIH HUCTIONB3YeT B KAaUeCTBE OJHOTO
n3 cyOCTpaToB Apyroil N3BECTHBIN KOGAaKTOp — TeTparuapodonar.

. II| .
1 HyN N N i
: Y CH, |
: O ' : o COOH
: N JEH I I
. l‘|~l CH,-NH C7NH—-CH—CH,—CH,—COO0OH |
1 H 0 N 1
TTreprmie P-arEEGe HEOHHLT Tmyrammosas
FHAIOTA FHAIOTA
Tetparugpodonar
\CH \
[ 10 Y (|;H2 10 y
CH—CH,—N— —cHyN—
\5/ > | \5 CH—CH,—N
hll H N
H \
CH,
S0
TeTparmpodonar HoH = me e s
TeTparmpodomar
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B xoze aToii erkoo0paTUMOi peakiy MPOUCXOINUT JETHApaTanus ce-
pPHHA C OJJHOBPEMEHHBIM NIEPEHOCOM OJHOYTJIEPOJHOTO (hparMeHTa Ha TeTpa-
ruapodonar. [IPOIyKTaAMH PEaKLMH B TOM CIydae SBISIOTCS TiumuH u NP,
N'®_mernnenrerparuapodonar (Ha NPUBEIEHHOM HHKE PUC. 5.2 — 9TO peak-
Hist, UAYLIAsl CIIpaBa HaJlCBO):

LFOOH

Hy-dbomar + (FH—NHz
CH,—OH

H,-d \CH + CI:OOH st
4-homar ] e —
e CHy~NH, _py 5

NS,N1 Upeemsemere TremEe Terparsmpodomar

TETRArHmpodoaTaT Cepim
(mopmEeprasTeR

TR AN
T4 MHHH]OEAHEE )

Puc. 5.2. Cxema pearkyuu, Kamaauzupyemou cepuH-euOpoKCUMemul mpancdepasou

W3 mpuBeieHHBIX PACCYXKIEHUH CIEIyeT, YTO BO3MOXKHO IPEBpaIleHNE B
MIUpYyBaT U YIJIEPOAHBIX ATOMOB INIMIMHA. Takas BO3SMOKHOCTH JACHCTBUTEIb-
HO peanusyercst Onarozapsi oOpaTMMOCTH pEaKkIWH IPEBPAICHUsS] CEpUHA B
[JIMIAH TI0J] ACUCTBHEM cepuneuopokcumemurmpancgepasol (cm. puc. 5.2).
Ipu >tom Merunenosas rpymma N°,N'*-merunenterparumpodonara nepero-
CHUTCSl Ha TIMLHMH C 00pa30oBaHHEM CEpHHA, KOTOPHI B pe3ysbTare MpSIMOro
JIe3aMUHUPOBAHMS IO/ JEHCTBHEM CEpHHACTHAPATa3bl IpeBpalaeTcs B upy-
BaT.

He yuuTeIBast nmerameif, MOXXHO CKa3aTh, YTO TPEOHHH pAaCIICIUISETCS
TpeMsi OCHOBHBIMH TyTsiMu (puc. 5.3). M30bITOYHOE KOJIHUYECTBO TPCOHHMHA
MIpeBpaIaeTcsl B MMPOBUHOTPAIHYIO KUCIOTY Yepe3 IPOMEXyTOYHOe 00pa3o-
BaHHE amuHoayemona. JlaHHast peaknus KaTaIM3UPYeTCsl mpeoHuHoe2uopoze-
Ha3ol ¢ obpa3oBaHHEM a-aMHHO-D-KeToMacisHON KucmoTel (puc. 5.3, peak-
must 1), KOoTopasi COHTAHHO [eKapOOKCHIMPYETCs 0 aMHHOAIETOHA, a II0-
CJIEIHUH TIpeBpaIIaeTcs B MAPYyBaT.

Jpyroii myTe Aerpajanyy TPEOHUHA 3aBUCUT OT aKTHBHOCTH MpPeoHUHOe-
2udpamasel. B 3TOM Ciydae, B X0O/Ie TUIIUIHON pPeakuu D-3IMMHHIPOBAHS, B
pe3ynbTaTe mpsSIMOTO J€3aMHHHUPOBAHUS IPOUCXOJUT 0Opa3oBaHNE HMHTEpMeE-
nmara — a-kemomacaanou kucromel (puc. 5.3, peakiust 2), KOTopast BOOCIE/-
CTBHM MOJKET OBITH MCIIOJb30BAHA ISl CHHTE3a M30JICHIIMHA WITH NPONUOHUIL-
S-CoA. Y 4enoBexka TPEOHNH JIETPAAMPYET MPENMYIIECTBEHHO ¢ 00pa3oBaHHU-
€M TTIMIUHA 1 aleTanbleruaa. Peakiys KaTann3upyercs mpeoHuHaib001a30u
(puc. 5.3, peakus 3). mMerotest CBEAEHUS O TOM, YTO TIIHIUH U alleTalbICT U]
MOTYT 00pa30BBIBATHCSI [IPH PACIICIUICHHH 8-aMHHO-D-KeToMacsHOW KucIo-
oI [20, c. 241]. U3 aneransaeruaa 3atem obpasyercs anermin-S-CoA.

Kak BuiHO M3 NPHUBEAEHHBIX pEaKIUil, B OpraHW3ME YeJIOBEKa TIIMIMH
oOpa3zyeTcs B X0Jie A€rpajalliil CepHHA, TPEOHMHA, a TAKXKE U3 MTPOMEXKYTOU-
HOT'O COEMHEHUsI, 00pa3yIoIerocsi B pe3ysabTaTe JeTHAPUPOBAHNS TPEOHUHA,
a UMEHHO W3 a-aMHHO-D-keTomacisiHo# Kucnotel. Ilocnenayroiiee OKHCICHHE
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TJIAIHA TIPOUCXOIUT IOCPEACTBOM (YHKIIMOHUPOBAHUS [BYX Pa3IMIHBIX
(hepMEHTATUBHBIX ITyTEH.

CTOHTAHHOE
merapSoRc PO BatmE
COOH COOH NH
| [ -Cop | 2
HC—NH, TpeomE-  HEC—NH, J CH, COOH
] DETHOPOTEHASE | |
C)-0f) T $-0 — 0= 60
CH5 . CH; CHj CHj
Tpeosat NAD NADH R Tnpyzar
3 - EETOMAGILAHAT
e THIEOHHH-ATEIATIARE
':.FOOH E
COOH TR OHEEH - +H20 Cc=0
|

T TETHOPATATE |\

@LF—NHi > N ?Hz AUpTANENETHE + FEHICHH

CH -NH; ©CHj HS-CoA
CHs @ remmmcsoas
TpecHms (|:|)
CH;—C—5—CoA
AweTHn-Cod

Puc. 5.3. Cxema nymeii kamabonusma mpeoruna. 1 — obpazosanue nupysama 6 kaue-
cmee KOHeuH020 NpOoOyKmda NocCie008amelbHOCHIU Peakyull, HayuHarwencs ¢ 0e2uo-
puposanus mpeonuna;, 2 — peaxyusa b-onumunoposanus noo odeticmeuem mpeonunde-
eudpamasvl; 3 — pacujenierue mpeoHuHa 00 IUYUHA U ayemarb0esudd ¢ yudacmuem
MPEOHUHATLOONA3bL

OpnH 13 3TUX MyTeH 3aBUCHT OT oxkcudaswl D-amumnoxuciom, xoropas
IIpeBpallaeT IIULIUH B 2ruokcunam. Janee TIMOKCUIAT MOXKET OKUCIATECS 10
MYpaBbHHOM KHCIIOTBI WA [IABEJIEBOM KUCIOTHI (puc. 5.4).

H,Q NH;

COOH OKCHOaza COOH

| Qammomcnﬂlj ?OOH |

CH, [ COOH

; Tepeanmi— : %
NH, HIH{I0E HHE L Iapexepas
OKcHHpYEaT Ceprm KHCJI0Ta
T oapm Tmoxcirat

<oprmzaT

Puc. 5.4. Cxema nymeii npespawenuil 2nuyuna 4epe3 npomedcymoyHoe oopazosatue
2NUOKCUnama

U3 puc. 54 CJICAYCT, 4TO CCIIN O6p330BaHI/I€ TJIMIOWHA M3 TJIMOKCHJIaTa
MMpOUCXOAUT NIYTEM NEpCaMHUHUPOBAHHA C CCPUHOM, TO O6paTHOG peBpalic-
HUC TIJIMIIMHA B TJIMOKCWJIAT OCYHICCTBIIACTCA C IMOMOIIBIO OKCHIAA3bI D-
amuHoKucIoT. O TOM, YTO 3TOT IIYTb UMECT I YCIOBCKA BAXKHOC 3HAYCHUC,
CBUACTCIILCTBYCT O6Hapy)K€HHO€ MeTabOoIHYECKOe HapyHicHUue 1moa Ha3BaHU-
CM nepeuyHas cunepoKcalypust. D10 3a001eBaHUE XapaKTCpU3yeTCs MMOCTOSAH-
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HO BBICOKOI 9KCKpelel okcajiaTa ¢ MO4YOH, HE3aBUCUMO OT €T0 MOCTYIUICHUS
¢ numed. [Tpu pa3Butun Oone3HN HaOMOAAETCS MPOTPECCHPYIOIIEE IBYCTO-
poHHee 00pa30oBaHUE OKCATATHBIX KaMHEH B MOYEBBIBOISIINX ITyTsX. JleTans-
HBII MCXOJT HACTYIAET B JETCKOM HJIM MOJIO/IOM BO3pacTe OT IOYeyHOi Hemoc-
TATOYHOCTH WJIM TUIIEPTOHMH. [lonararor, 4ro n30BITOK OKcajlaTa UMEEeT SHJ0-
reHHoe mpoucxoxaeHne. Hanbosiee BEpOATHBIM €ro MCTOYHHUKOM SIBIISIETCS
TJIMIWH, KOTOPBIH 1€3aMHHUPYETCS B TIIMOKCHIIAT — IPEIIIECTBEHHUK OKcasla-
Ta. Merabonnueckuii AedeKkT COCTOMT B HapylleHHMH OOMEHa TIJIMOKCHIIATa,
TOYHEE, ero NpeBpalleHns B (hopMHaT Win B IIHOUH. B pe3ynbrare n30BITOK
TJIHOKCHJIaTa OKHUCISIETCS 10 OKcajiaTta. TakuM oOpa3oM, HacleICTBEHHOE Ha-
pyueHre MeTabonu3Ma — NEPBUYHYIO THIIEPOKCATYPHIO — MOXXHO OOBSICHUTH
codeTanneM AedeKTa TINIUHTPAHCAMUHA3bl M HapyIIEHHs Ipolecca OKucie-
HUSI TIIMOKCIIIaTa B (popmuar.

Jpyroii u riaBHbII OyTh NPEBPALICHUN MIAIUHA COCTOUT B TOM, 4TO a-
YIJIEPOIHBII aTOM 3TOH aMHHOKHCIOTHI MOCTYHAeT B OJHOYTJIEPOIHBIN ITyII
TIpU ACHCTBUM AUYUHCUHMAZHO20 KOMNIEKCA, KOTOPBIA COJICP)KAT B KaUeCTBE
koakropa nmupunokcansdocdat. [IpomykraMu OKHCIIEHHS TTIUINHA B TAHHOM
ciyuae seismotcst NHs, CO,, NADH u N° N*-mernnenrerparuapodonar. Ita
obpatumas peakius (puc. 5.5) HanmoMuHaeT peBpalieHne MUPYBaTa B AlleTUI-
CoA ¢epmeHTaMn NHPYBAaTAECTHAPOT€HA3HOTO KoMmiuiekca. Oba Komruiekca
JIOKJIN30BaHBl B MUTOXOHJPUSX MEYEHH M TPECTABISIIOT COO0H MakpoMoJe-
KyJsipHBIE arperaTsl. [IoCKONBKY MaHHas peakuusi oOpaTuMa, OHA TaKKe MO-
*keT obecrieuntsd pecunte3 rmmnuHa 3 NHzu CO,.

MeTHIeH-

H, domar Hydomar
(FOOH THIHH- CHHTA3a
CH, + NAD" CO; + NH3 + NADH + H'
NH,
I'oapm

Puc. 5.5. Cxema peaxyuu pacnaoa enuyuna 0o CO, u NHg C yvacmuem enuyuncunmasot

Oxka3zasock, YTO METa0OINYECKOe 3HAYCHUE ITOH PEeaKIUH YPE3BBIYANHO
Benmko. Hapymenne karaboin3Ma IIMIIHHA COPOBOXKAACTCS HEKeMOHHOU 2U-
nepenuyunemueli — 3a00Ne€BaHMEM, KOTOPOE XapaKTEPU3YeTCs TSDKEIBIMU
(opMaMH TICHXHYECKHX PACCTPOICTB M YMCTBEHHOTO pas3BuTHs. [Ipn 3TOM
OOJIBIIMHCTBO MAIIEHTOB HE MEPEeKUBAET MJIaJeHYECKOro Bo3pacra. [ umepr-
JULOUHEMHS orpeessiercss Ae(eKkTaMnu CTPYKTYpbl CYOBCOUHHUL] 2AUYUHCUH-
mazno2o komniexca. KOMIIIEKC COCTOUT U3 YEThIPEX Pa3IHYHbIX CyObeINHHII,
W HapymIeHUss ero (YHKIMM CBSI3aHBI C HACJIEICTBEHHBIMH H3MEHCHHSIMH
CTPYKTYpPBI TpeX M3 HuX. Ha3zBaHHe 3TOr0 TsDKENeHmero 3a00neBaHus JaHO C
TEM, YTOOBI OTIIMYATH €TO OT Kemoayuoo306, BOSHUKAIOMNX PH HAPYIICHUIX
oOMeHa aMHHOKHCIIOT C pa3BETBICHHBIMH OOKOBBIMHU IETISIMH, KOTJa, IO He-
W3BECTHBIM MOKa NPUYUHAM, TaKKe OTMEUAETCS YBEIMUYCHNE YPOBHS TIIHIMHA
B kpoBu [34]. TspkecTh HpoTeKaHus OONC3HH MPEAIIOIaraeT, YTo TINIUHCHH-
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Ta3za UMeeT MIPUHINIHANTEHOE 3HAaYCHHUE JUIsl KaTabolu3Ma JaHHOM aMHHOKHC-
JOTHI. [ TUIMH siBIsieTcs] BaKHBIM HEHPOMEIMaTOpOM TOPMOXKEHHUSI, YTO, BEPO-
SITHO, ¥ OOBSICHAET HAOIIOaeMble HEBPOJIOTHUYECKNE OCIOXKHEHMS 3a0oIeBa-
uus. Jlaxe untencuBHas Tepamus (uHdy3us N-dopmmrrerparumpodonara,
BBeJcHUe OEH30aTa HATPHS) OKAa3bIBACTCS HE B COCTOSIHHUM M3MEHHTBH X0I 00-
JIE3HH.

O6MeH S-coaepalwyx aMMHOKUCIOT

[uctenH, KOTOPBI OTHOCUTCS K ceMeicTBY C3-aMHHOKHCIIOT M OTHOBpE-
MEHHO K S-cofiepiKamiM aMHHOKHCIIOTaM, MOXET TPEBPAIaThCs B MAPOBHHO-
TPaJHYIO KUCIIOTY PAa3TUIHBIME ITyTSAMH, TIPH 3TOM aTOM CEphI IIUCTCHHA MOXKET
TIOSABIISITHCS B PA3IMIHBIX COSAMHEHMSIX THITA H,S, 8032' wm SCN'.

OmHUM W3 TyTeH MpeBpanlcHNs IUCTEWHA B TIMPYBAT SBISACTCS IIEpeaMu-
HUPOBAaHHE IIUCTEHHA C a-KETOTITyTapaToOM:

SIH SIH
o e P
CH-NH, b ¢=0
COOH COOH

- KBTIy TapaT TITYTaMaT
Lswresm pIvleprammompyEar

O6pasyromuiicss b-MepKanTommupyBar moj| AeUCTBHEM CVab(ompancge-
pasvl TIPEBpalIaeTesl B MUPyBar. B 0TCYTCTBHE Kakoro-ambo akienropa odpa-
3yercst aneMenTapHas cepa. OIHAaKO B MPUCYTCTBHH aKIENTOPOB, TAKUX KaK
SO:% (cynbdur) mwim CN (maHmz) o6pasyroTcs COOTBETCTBYIONIME POIYK-
TBI — THOCYJIb(AT WK POJAHNUI.

CN™ SCN™
_ 2_
™ sod 5203
CH, s
?:O ey doTpanedepaza Ll':=0
COOH COOH
p-IeprarmompyEar Mepyear

OCHOBHOI1 %€ MyTh KaTaboinu3Ma IICTEUHA CBA3aH C €0 OKHCICHHEM J10
yucmeurcyiburama.

DepMEHT,  OCYLIECTBISIOIIMI  AHHYI0 — PEaKIHIo, 50
XapaKTEpU3yeTCsl CBOMCTBAMM OKCHI'€HAa3bl CO CMEIIAHHOI )
dyHKumelr u 3aBucMT OT FE€ M BOCCTAHOBICHHOIO CH—NH,
HUKOTMHAMHUHOTO HYKJIEOTHAa, HO, TEM HE MEHee, COOH
(epMEHT BHEIPSET B MPOAYKT JIBa aTOMa KUCIopoaa o Op,  Lwmesmrymdisnr

a He OJWH, KaK 3TO CBOWCTBEHHO MOHOOKCHTeHa3aM. JlekapOOKCHIMpOBaHKE
yucmeuncyib@uuama TPUBOIUT K 00Pa30BaHUIO cunomayputd, a MOCICTHAN
MIPEBPAIIACTCS B MAVPUH.
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Sloi S0; s|o3

(i (e e
LFH —NH, L|)H2 |t,|‘,H2
COOH NH, NH,
LlseTesme VIE G HEAT HIo Ty HE Taypm

Om3noorndecKas poyib TayprHHA OCTACTCS OOBEKTOM IPEIIONIOXKCHUH,
OJTHAKO OOHAPYKCHHBIC BBICOKHE KOHIICHTPAIIMH 3TOTO COCIUHCHHS B MO3TE
MTO3BOJISIOT CYUTATH, YTO (PYHKIIUH TaypuHa OOJiee Ba)KHBI, YEM €r0 Y4acTHe
TOJIBKO B MPOLIECCAX KOHBIOTALMU C JKETYHBIMU KHUCIOTaMu B nedeHu. Mme-
FOTCSl HaOITFOJICHUS, YTO Y JETeH, TONToe BpeMsl MOICP)KUBAEMbIX Ha TapeH-
TEPAJIbHOM MUTAaHUM, PETUCTPUPYETCS HEHOPMAJbHASl 31EKMPOPEemunocpam-
ma. CATyanis JISTKO HCTIPABISIETCS TIOCIIE BBEACHHUS HEOOXOAUMOTO KOJIHYC-
CTBa TaypHHA BHYTPUBEHHO.

Memuonun ABISCTCS MPUHITUITHATHHBIM UCTOYHUKOM METHIBHBIX TPYIIII,
KOTOpBIE TMEPEHOCSATCSI HA MHOTHE aKUENTOphl B XOJE pEeakUuid, UMEIOIINX
OoIbIIoe PU3HONIOrHIecKoe 3HaUCHUE. AKTHBAIMA METHOHWHA TPEACTABIISICT
co00W YHUKAIFHYIO PEaKINI0, B XONIe KOTOPOH cepa muosgupa CTAaHOBUTCS
aTOMOM Cy/1b@OHUs TIPU B3AaUMOACHCTBUU C TPETHUM aTOMOM YTJIepoza — C-5-
pu6o3sl B coctaBe ATP. Tlpu B3aumoneiicteun metronnnaa ¢ ATP u3 mocnen-
HETO YIAJSIOTCS Bce TPpU ocTaTka (ochOpHONW KHUCIOTHI, IPUYEM OIUH OCTa-
TOK — B Buze upodocdara.

COOH COOH

CH-NH, oo CH-NH,

tH, arcgepasa GH

by B-@-@-at TR, ,%Hz r ®O-® + ®
: i

CH5 CHj

TvleTrormm S-AmEHOZHITNE THOHIH

[poxykT omicaHHOW BBILE peakuuu — S-ageHozunMmerHonnH (MetAdo,
SAM) — siBisieTcst Ype3BbIMaliHO PEaKIMOHHOCIIOCOOHBIM BCIICACTBUE TOSBIIC-
HUSI IOJIOXKUTENBHOTO 3apsiia Ha aToMe S, KOTOpBI ncue3aer, Korja Jiro0oi u3
Tpex 3aMecTuTeNnel y aroma S yrpaunBaercs. MI3BecTHBI (hepMeHTaTHBHBIE pe-
aKIM1, KOTOpbIe 00ECIIeUNBAIOT IIEPEHOC Ha COOTBETCTBYIOIINH aKIETITOP Me-
TiiibHOH Tpymmsl, Cs- i Cy-hparMenTa, mpeacTaBiIsSIomero codoi ocraTok
CTPYKTYpbl METHOHWMHA WM a/J€HO3WIBHOTO OcTaTKa. B irobom ciywae oc-
Taromasics 4acTb MOJICKYJIbI COXPaHSET JBa 3aMECTUTENS Y aToMa Cephl, 4TO
MIPUBOIMT K 00pa30BaHUIO HCXOTHOTO THOA(HpA.

S-a7eHO3MIMETHOHUH O] ISWCTBHEM CIIeIM(UIECKON NeKapOOKCHIIa3kl
MOXET IPEBPAIIATHECS B S a0eHO3UIMEMUNIMUONDORUIAMUH, KOTOPBIH, B CBOIO
odepenib, siBasieTcst ToHOpoM Cz-(hparMeHTOB, NCTIONB3YEMBIX JUIS CHHTE3a 10-
JUAMUHO8.
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COOH e ]

| . CHz—NHz i
HC—NH, ] :
| ' CH2.— _____ B
CHz merapOorcHmaza | '
| i CHzl
ot
+ - [ +]
S—Ado £02 ]
| CH;
CHs
S-AnEHOTHI
S~ TE HOS FITME THOHECH THO [0 TEHTTANGE

AKLENnTOpoM NpOIIIaMHUHA SIBISETCS AUAMHH nympecyuH, 00pa3yeMblid
IIpU  JIeKapOOKCHIIMPOBAaHUN OPHHUTHHA, U INEPBBIM HPOJIYKTOM pPEaKIHuu KOH-
JICHCAllMU MyTPECIHHA C MIPOIMIAMUHOM SIBIISETCS cnepmudun. Bropas peak-
LISt IEpEeHOca OCTaTKa MPOIMIIAMUHA ITPUBOJUT K IIPEBPAILIECHHIO CHEPMUOUHA
B CHEPMUH.

Cnepmun TIpefCTaBiseT COOOWH CHIBHBIA KaTHOHHUT, KOTOPBIH IPOYHO
B3aMMOJCHCTBYET ¢ HYKJICHHOBBIMHU KHCIOTaMH W JIPYTUMH IIOJIMAHUOHAMH.
[Tomarator, 4TO CHEPMHH HUIpacT BAXKHYIO POJIb B PEryJISIHUN aKTUBHOCTH
JIHK-Tononsomepa3. DT0 NpennoNoKeHHe BIIOJIHE COIJacyercs ¢ OoOHapy-
JKeHHBIM YBEJIMUCHUEM OpPHUMUHOEKAPOOKCUNAZHOU AKMUGHOCMY TIPU JIeIie-
HHUHM KJIETOK. Tem He MeHee TouHast Ononorndeckast GyHKIHS TOTUAMUHOB 10
cux 1mop He onpeneieHa (cm. [pmioxerune 2 K jexuun 5).

BonpmmHCTBO peaknuii ¢ ydactneM S-aJleHO3MJIMETHOHHHA KaTalIn3upy-
eTcst (hepMeHTaMu Memunmpanghepazamu, Wid, Kak uxX elle Ha3bIBaloT, Memi-
aazamy. llpm METHIMPOBaHMM TOTO WIM HHOTO akIenTopa S-aneHo-
3WIMETHOHHUH, OTIaBas METWIbHYI0 TpYIly, IpeBpam@aercs B S-aaeHo-
sunromonctenH (SAH), KOTOpEIi Py MOCIeAYIONIEM THAPOIN3e PACIICIUIS-
eTcsi ¢ 00pa30BaHMEM aIEHO3MHA M 2OMOYUCTNEUHA.

COOH COOH COOH
(.l'IH—NHZ —CH5 LFH—NHZ (|2H—NH2

CH CH CH

c':Hj METHITT 2HE Pepasa clez (|:H§ oAb
*:S—Ado $—do SH

CHs5 G- A0S EITT OO ITHE TE HE Tomoms e

S -E O HITME THO HIE

CymiecTByIOT TpH NPUHIMIHAIBHBIX ITyTH METa00IM3Ma TOMOIMCTENHA.
[MpenmMymiecTBeHHOE yYacTHEe TOMOLMCTEMHA B OJJHOM M3 3THX MeTalbonnde-
CKHX ITyTel onpezensercst ((u3noI0rn4ecKUMH ITOTPEOHOCTIMHI OpraHu3Ma.

B tex ciyuasx, korja HEOOXOANM CHHTE3 JOMOJHUTEIFHOTO KOJIMYECTBA
LCTeNHa, TOMOLIMCTENH KOHICHCUPYETCs C cepHHOM ¢ oTmernienrneM HyO u
00pa3oBaHUEM HUCTATHOHWHA IO ACHCTBHEM yucmamuonuncunmaszol (pep-
MEHT COJIEPXKHT B KauecTBe Koakropa mupumokcansdocdar). Ipyroit mupu-
JoKcanb(hocaT3aBUCUMBIA (PEPMEHT — YUCMAMUOHA3A — PACILCIUIIET THO-
a¢up Ha ECTenH, a-KeTo0yTHpar (&-KeTOMACISIHYIO KUCIIOTY) M aMMHAK:
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COOH (liOOH

|
(|2H—NH2 (|2H—NH2
CH, COOH  “Gii CH,  COOH
(|;|-|2 + (|3H—NH2 (|3H2 (|3H—NH2
o CH2_ “HO I IHCTATHOHAT
T oMo TeHE Cepmm s Ta TROHRE
+H,0 C|100H CIIDDH
%‘“&Y C=0 + CH-NH,
“H5-NH, 2 G N,
CH5 SH
Ci-KETOMACTIAHAT — L[MoTemE
EHCIIOTA

CymMmapaHast peakiyst epenoca SH-rpynisl ¢ TOMOIMCTEHHA Ha CEPHUH C
00pa3oBaHMEM LUCTEHHA MOXET PAacCMaTPUBATHCS KaK TPaHCCYIb(UANPOBa-
HHUE. AKTHBAaTOPOM YUCMAMUOHUHCUHMA3ZLL SBISIETCS S-alleHO3MIMETHOHMH,
KOTOpBIH, TAKMM 00pa3oM, peryIupyeT MeTaO0IN3M TOMOLIMCTEHHA.

ITpn HexBaTke METHOHMHA TOMOLMCTEHH 3aHOBO METHJIMPYETCS 3a CHET
N°-mermnrerparuapodonara i beranua.

Hakonen, B Tex ciydasix, korma o0e cepycojepikayne aMAHOKHCIOTHI
MIPUCYTCTBYIOT B JIOCTATOYHBIX KOJMYECTBAX, MO BCEH BUAUMOCTH, ONXUH U TOT
ke (PepMEHT — yucmamuonaza — MPOSBISIET TAK)KE aKTUBHOCTH, HA3bIBAEMYIO
2omMoyucmeunoecyib@euopasHol akmueHocmoo. ITOT (HEPMEHT THAPOIU3YET
TOMOLIMCTEHH 10 a-KeToMacisaHoi kuciaotel, NHs 1 HyS.

Jedumur mro6oro u3 Tpex hepMEHTOB, KOTOPHIE BKIIOUAIOTCS B IPOIIEC-
¢l 0OMeHa S-cofep KaluX aMUHOKHCIIOT, IPUBOINUT K MX HAKOIUICHUIO U BBI-
BE/ICHHIO B OOJNBIINX KOJIMYECTBAX C MOUYOH. [ unepmemuorunemus: pa3BIUBaeT-
cs pH edunUTe MemuonuHaoeHosunmpancgepassl. 1lomHas yrpata akTuB-
HOCTH 3TUM (pEpMEHTOM IpHBeIIa ObI K HEBOCTIONIHIMOMY HapYIIEHHUIO JIFOOBIX
MIPOLIECCOB METHIIMPOBAHMS. YacTHUHBIE HAPYIICHHS, BEPOSTHEE BCETO, IPO-
SIBIISIFOTCS] B M3MEHEeHMsIX 3HaueHni Ky, aToro ¢epmenta. [lostomy y manmen-
TOB C YaCTHYHO M3MEHEHHOW CTPYKTYPOH METHOHWHAJEHO3MITpaHchepasbl
9TOT PepPMEHT HYXKAeTcs B O0Jiee BRICOKMX KOJMYECTBAX METHOHHHA IS J10C-
TYDKEHHS CTAI[IOHAPHOTO HACHIIIAIONIETO COCTOSIHUS. TOJNBKO HMPH BBICOKHX
KOHIIEHTPAILMIX METHOHWHA BO3MOXHO OCYIIECTBIICHUE Pa3JINUHBIX (DYHKIUH,
OITMCaHHBIX BhIIIe. HakormieHne MeTHOHNHA Yy TaKUX IallMeHTOB HE NMEET HH-
KakuX APYTHX IMOCIEICTBHH, 4TO BakHO s uddepeHmpoBaHHON anarHo-
CTHKH, MOCKOJIBKY THIIEPMETHOHWHEMHUSI MOXET MMETh MECTO IPHU HEXBATKe
YUCMamuoOHUHCUHMA3bl, TIPA TSDKEIBIX 3a00I€BaHMSX MIEUYSHU W TIPH MUpO3U-
HeMuu.

Jedummr yucmamuonuncunmasel BHI3pIBACT HAKOIUICHHE TOMOIMCTEHHA,
COIPOBOXKIAIONIEECS emle OOBIINM YBEJINUYCHHEM COJICP)KaHUSI METHOHIMHA B
pe3yabTaTe peakiud PEMETHIMPOBAHHS, YTO HPHBOIHUT K 2OMOYUCHUHYDUU.
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JlanHoe 3a0oieBaHNE XapaKTEpU3yeTCs TaKkKe JKCKpenned MHHOPHBIX Hpo-
JIyKTOB OOMeHa S-conepiKalliX aMHHOKUCIOT. B HacTosmiee Bpems elie He
YCTaHOBJICHbI OMOXUMHUYECKHE MEXaHU3MBI, KOTOPbIE OOBSCHSIIN Obl, TIOYEMy
HaKOIUICHWE TOMOLMCTENHA JIOJDKHO ITPUBOIUTEH K IAaTOJIOTMYECKHM H3MEHe-
HUsIM B opranusme. OnHako ¢akT ocraercst GpakToMm: IepUIUT UCTAaTHOHHH-
CHHTa3bl COIPSHKEH C MHOTMMH HAaTOJOTHWSAMH. B 4YacTHOCTH, TOMOIMCTEHH
MOXET B3aNMOAEHCTBOBATH C ANBACTHHBIMU IPYIIIaMU, 00pa30BaHHBIMH JIU-
3WHOM B KOJUIareHe, OJIOKMPOBATh MX U B PE3YJIbTATe NMPENSITCTBOBATH CIINBKE
nereil koyutareHa. HakorieHMe roMonMcTenHa YacTO MOXET NPHBOIHUTH K
CMEUICHUIO XpYCTAINKA TJ1a3a B BO3pacTe 4yTh 0oJiee TPEeX JIET, a TAaKXKe WHU-
LIUAPOBATh JIPYTHe CTPYKTYpHbIE HapyIIeHHs Iia3. Jledpuuut mucTaTHOHUH-
CHHTAa3Bl B JIETCTBE BBI3BIBACT OCMEONopo3 W Apyrue HapymieHus: opMupoBa-
HUSI CKeJeTa. TpoMOO3MOONHSI M 3aKyllOpKa COCYJOB MOTYT IPOMCXOAUTH B
m000M BoO3pacre.

ParoHanpHbIA MOAXOA K JICYEHHIO pa3paboTaTh JOCTATOYHO CIIOKHO B
CBSI3U C MHOXKECTBOM CUMIITOMOB. [IOHIDKEHNE ypOBHS TOMOLIMCTENHA JOCTH-
raercs OTpaHWYEeHHEM YIOTpeOJeHUs] METHOHWHA W OeranHa. B HEKOTOpPBIX
CIIydasix yJIydIIeHHE COCTOSHMS HAOIIONaeTCsl MPH YBEIUYEHHH B JHETE KO-
JyecTBa BUTaMUHA Bg. VccrienoBanus MOCIIEIHUX JIET TTO3BOJIMIIN BEIIBHHYTh
MIPEATION0KEHNE, YTO HAPYIICHUsT (QYHKINN HUCTATHOHUHCHHTA3HI CBS3aHBI C
MYTalUsIMH Pa3JINYHBIX THIIOB, ITPOUCXOIINX B TeHe (pepmenta. OnHu My-
TalUu U3MEHSIOT 3HaueHne K, mo xodakropy (mupumokcansdocdary), apy-
THe BIMAIOT Ha BenmnuuHy Km s cyoctpara n Vi, TPETbU — Ha PEryiasiTop-
HBIE 00JTacTH T€Ha, BBI3BIBAasl CHIDKEHHE 3KcIpeccHn GepMenTa. Psan npuun,
MPUBOAAIINX K TOMOIMCTHHYPHUH MOXKET OBITh CBSI3aH C HapyLICHHSAMH IIPO-
ecca peMEeTHINPOBAaHNSI TOMOIMCTENHA B METHOHMH. Hapyienns pemernnu-
pOBaHMS B CBOIO Odepeab MOTYT ompedenarbes medumurom N°-memun-
mempazuopoghoiram 2oMOYUCMeUuHMemuImpancepasvl Wi KodakTopa JaH-
Horo (hepMeHTa — MeTHWIKOOaaMuHa. JleuIuT mocaeqHero yame BCEero cBs-
3bIBAlOT C HAPYUICHMSIMU IIPOLIECCOB BCACHIBAHMS KOOATAMUHA WJIN €TO HECIIO-
COOHOCTBIO IIPEBPAIIATHCS B aKTHBHBIN MeTHiKoOanamuH [11].

B TpOTHBOIMONOKXHOCTh TSDKENBIM TIOCIICACTBUSIM, BOZHHUKAIOIMM HPH
HAPYIICHUSX YUCMAMUOHUHCUHMA3bI, HEXBATKA YUCMAMUOHA3b] HE BBI3BIBACT
KJIMHUYECKHX HApYyIICHUAI U MPUBOJAUT JIMIIb K HAKOIUICHUIO IIUCTATHOHHWHA W
BBIBEICHUIO €r0 C MOYOH.

B Hacrosimee BpeMs OMUCaHbl ABA JOCTATOYHO CEPHE3HBIX 3a00JICBaHMS,
CBSI3aHHBIX C HAPYIICHUSIMU OOMeHa HucTerHa. [10CKOIBKY CYIbOTrUIpUIbHBIC
IPYIIIBI O4EHb OBICTPO OKUCIIAIOTCS 10 JUCYIB(GHIOB, LUCTEHH B KPOBU H MO-
Ye CyIIECTBYeT IJIaBHBIM 0Opa3oM B BHIE LUCTHHA. HuU3Kas pacTBOPHMOCTH
[UCTHHA IPUBOJUT K 00pa30BaHUIO KaMHEH B movkax. [103ToMy cxembl jede-
HHSI OCHOBAHBI HA MONBITKAX YIAJICHUs] KaMHEW WM NPeNOTBPAILEeHUs HX 00-
pa3oBaHUs MPU YHOTPEOJICHUH OOJIBIIOrO KOJMYECTBA BOJIBI I COOTBETCT-
BYIOIIUX IIPEIIapaToB.
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Jpyrum u ropasngo Oonee TSHKEIBIM 3a00JIeBaHUEM SIBIISIETCS] YUCTMUHO3Z —
HAaKOIJIEHNE LIUCTHHA B JIM30COMax KIETOK modek. HaxammuBaromuiics nuc-
THH 00pa3yeT KpHCTaUIbl, NPUBOJSA K HapyHMICHUIO (YHKIUH IOYEK, a IpH-
MepHo depe3 10 ser pazBuBaeTcs movevHast HEJOCTATOYHOCTh. B psie cimyda-
€B IPOMCXOMNT TaKxke 00pa3oBaHue TUCYIbPHUIOB, COCTOALINX U3 IINCTEHHA U
b-MepkanToMoI0uHOM KUCIOTHI.

COOH COOH COOH COOH
(|2H—OH + (;':H—NHZ — (i)H—OH (:2H—NH2
i M
SH SH S

f-IVE P RATITONTARTAT UneTemm

PacwenneHue dpoMaTn4eCKnx aMmmMHOKUCIIOT

[Tpn HOpMAaNBHBIX YCIOBHUSX ITOYTH BCE KOJIMYECTBO (peHMIamaHuHa, 00-
Pa3oBaHHOTO B pe3yJbTaTe IMpoTeonn3a Oenka, MoABepraeTcs MocieyomeMy
pacIUICIUICHUIO, KOTOPOE HAYMHAETCS C EAMHCTBEHHOTO METabO0IMYecKoro
MIPEBpAIICHNs] — THAPOKCHIINPOBAHUSA 1O 4-My IOJIOKEHHUIO (DPEHWIIBHOTO OC-
TaTKa JIaHHOW aMHUHOKHCIIOTHI C 00pa3oBaHUEM THpO3WHA. Peakiys xarannsu-
pyercs  enunananuneuopokcunazou  (peHnnanaHuH-4-MOHOOKCHT€HA30H).
Jlannelii bepMeHT mpencraBisier coboil oxcudazy co cmewannol @yuxyuel
(ero emie Ha3BIBAIOT MOHOOKCHT'€HA301), YTO TOBOPHUT O €€ CIIOCOOHOCTH BHE-
JIPATH OAWMH aTOM MOJICKYJISIPHOTO KHCIOpOJa B THIPOKCHIMPYEMBIH CyO-
CTpart, B TO BpeMs Kak JAPYroi aTOM KHCIOpOJa B XOJ€ peakiuu oopa3yeT BO-
ay.

Ponp BoccTaHOBHTENSI B PEaKIMM THUAPOKCHIMPOBAHMS (EHWIATAHHHA
UTPaeT IEPEHOCUYHK 3JICKTPOHOB, HA3BIBAEMBIH mempasuopoOuonmepuHom.
OTO coeAMHEHWE BBICTYIAeT B KadecTBe KodakTopa (peHmIanraHuHTUAPOKCH-
7ma3sl. B 1enoM TeTparnapoOMONTEpHH NPEACTaBiIsIeT COOOW COenTMHEHHE,
pozacTBeHHOE (HOTMEBON KUCIIOTE, M CIYXKUT KO()aKTOPOM HECKONBKUX JPYTUX
THIPOKCHIIA3.

Henocrarox (heHmmanaHHrAIPOKCMIIA3El MPUBOJUT K HAKOIUICHUIO H3-
OBITOYHBIX KOJIMYECTB (PEHUIIAAHMHA B KPOBHU. B 3TOM citydae eHunanaHuH
AKTHBHO BKJIIOYAETCSl B PEAKLIUH TPAaHCAMHHUPOBAHUS C 0Opa3zoBaHHEM (e-
HWJITIHPOBUHOTPATHONW KUCIIOTHI.

TP AHCANHHAT 4
@’CHz—?H—COOH + O-XeTormyrapar ————————*

NH,

P erHEOTATAREE

S IMYTAMHMOBAR KHCOTa @CHz—ﬁ—COOH

o]
P eI OBHHOM &HAT FHAI0TA
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B cBoro oyepeab (beHI/IJ'IHI/IpyBaT MOXKET YaCTUYHO 3KCKPECTUPOBATHCH, a
YaCTUYHO NPEeBpAIIATLCA B XOAC pCaKIIU BOCCTAHOBJICHHWA B (beHI/IJ'IMOJ'IO‘IHyIO
KHCIIOTY. HOCHQI[HHH OKHUCJIACTCA OajJec 10 (I)GHI/IJ'IaIIGTaTa.

@mz—tﬁ—cocm — @CHZ—L‘)H—COOH —-—@CHZ—COOH
0 OH

P BT OFFEOTH ATHAT KMIIOTA D eHMIIOKCHIINOMHOHAT D eHMIAITETAT
([h e HEOTMOIIOSHAR FRCTIOTA)

OnwucaHHBIN ITyTh Jerpajanny (heHwIaJaHuHa ACHCTBYET BeChbMa aKTHB-
HO B CJIydJasiX OTCYTCTBHS WJIM HEXBATKH (DeHUIIATaHUHTHIPOKCHIIA3H], a TAKXKe
(TpaB/a, CYIIECTBEHHO PEXe) MPH HEXBATKE KOPAKTOpa — TeTParuapoOrorTe-
puHa. Hanbosee 3HaUNTENBHBIM 3TAIIOM B LENH 3TUX PEaKIMH SBISETCS Iepe-
aMUHHpoBaHKe (eHnnanannHa ¢ odpasoBaHreM (GeHwImupyBarta. biokuposa-
HHUE THAPOKCUIIMPOBaHUs (peHMIalaHUHa BeJIET K HAKOIUICHHIO (DeHUIIITUPYBa-
Ta, KOTOPBIH BBIJEISIETCS C MOYOM, M COAEPKAHUE ITOTO COSANHEHUSI B MOUYE
KpaiiHe BeIcOKO. [1o 3T0if mpuunHe 3a001eBaHNe MONYIHIO Ha3BaHUE (PeHu-
Kkemonypuu. ®enunkemonypus TPeACTaBISIET co0O HacnencTBeHHoe 3a0oie-
BaHHe, CBSI3aHHOE C HapyIIeHHeM oOMeHa (peHMIIaTaHuHa, KOTOPOE OKa3hIBaeT
CUIIbHEHIIee pa3pyIINTENbHOE ACHCTBIE HA OpraHu3M. bosbHble (eHnnkero-
Hypuell MpakTHYecKH BCerla OTINYAIOTCS PE3KO BBIPAKEHHOW YMCTBEHHOMH
orctanoctsio. [lo ganaeiM BO3 npumepro 1 % manneHToB MCHXUATPUIECKUX
OONBHUI] CTPAnaloT (EHWIKETOHypueld. Bec Mosra y Takux OONBHBIX HIDKE
HOPMBI, HapylleHa MHEIMHU3alHs HEPBOB, OTMEYACTCS WHTEPAKTHBHOCTH
pedurexcoB. [IpomomkurensHOCTS ku3HA cocTaBisieT 20-30 jer.

CymiecTByeT Takke MHOXECTBO JPYTHX IPOSBICHUH (DEHUIIKETOHYPHH.
OpHuM U3 HUX sABIsieTCst anbOunuzm. Koxa u BoIocsl y OONBHBIX (hDeHHMIIKETO-
Hypueil cBetyee, 4eM y ApYyTHux JTojei. [ mapokcumupoBaHie THPO3UHA Mpes-
CTaBJsIeT cOOOM MepBBIM Tan B CHHTE3€ MMTMEHTa MenaHuHa. [Ipn Qenmke-
TOHYPHH 3Ta PEakmys T'HJIPOKCIINPOBAHUS KOHKYPEHTHO MHIHOMpyeTcsl Ha-
KaIUTMBAIOIIMMCSI B OONBIINX KOMMYECTBaX (DEHWIAJaHWHOM, YTO BBHI3BIBAET
OyoKMpoBaHUe Iporecca 00pa3oBaHUs MelaHWHA. BHOXMMUYECKHe MeXaHH3-
MBI, OTIPEAEIAIONINE 3aJIeP)KKY YMCTBEHHOTO Pa3BUTHUS IPH (HEHWIKETOHYPUH
JIO CHX TIOp HE BBIICHEHHI. Ilomaraior, 4To KIIIOYEBYIO pOJb B JAHHOM MAaTOJNO-
THU UrpaeT Tokcumdecknit apdexT dheHmnanannua, KOTOpslil B OONBIINX KOIH-
YecTBax HAPYIIAET TPAHCIOPT U METabOIU3M B MO3Te JPYIHX apOMaTHIECKIX
AMHUHOKHCIIOT.

Tepamns (heHMITKETOHYpHM OCHOBaHAa Ha CHWDKEHHWH COAepkaHMs (heHH-
JlalaHWHA B JIUETE 10 TAKOTO YPOBHS, YTOOBI OHO HE MPEBBIIIAIO HOTPEOHOCTH
B HEM JIJI OCYILECTBIICHHUS IIPOLIECCOB, CBSA3aHHBIX C CHHTE30M OelKka U, COOT-
BETCTBEHHO, POCTOM OpTraHH3Ma.

Hcxons w3 npuBeeHHBIX (HaKTOB CIEAYET, YTO PaHHSS AUarHocTHKa (e-
HWJIKETOHYPHH MMEET OrpOMHOE 3HaueHue. Jlonroe BpeMs daHHOE 3a0oieBa-
HHE THarHOCTHPOBAIH, 100aBisisi B Mo4y HOBopoxkaeHHbXx FeCls, koTopsriii B
NPUCYTCTBUU (DEHUITIHPYBaTa JaeT OJIMBKOBO-3eJ€HOe OKpammBanue. Henoc-
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TaTKOM 3TOT'0 METOJIa SIBJISIETCS TO, YTO APYTHE COCIMHEHHS TaKKe IAl0T I10-
XO)Kee OKpallMBaHUE C XJIOpUIOM jkene3a. [ToaTromy Oonee mpennodTHTeNs-
HBIM JMarHOCTUYECKUM KPUTEPHEM, B CHIIy €ro OojbplIel HaleKHOCTH, CITy-
KHT B HACTOSIII[EE BpeMs MpsIMOE orpesiesienne (eHmIatanuia B kposu. Han-
OoJiee TOUHBIM COBPEMEHHBIM METOJIOM THArHOCTHKH (DEHMIJIKETOHYPHH SIBJISI-
eTcsl THOPUIN3ALIIOHHOE 30HANPOBAHUE C HCIIOJIL30BAHIEM KOPOTKHX OJIMIO-
nykneorunoB PHK mnn JIHK, xoTopsle MO3BOJSAIOT ONPEAENUTh HAINIHE MY-
Tayi B rere heHnIasannH-4-MOHOOKCUTCHA3bI.

Crnenyer UMETh B BHIY, YTO AUAarHOCTHKA (PEHMJIKETOHYPUH TPaIHUILIHOH-
HBIMH METOZIAMH B psiZie CIIy4aeB OCJIOXHSETCS MPHUCYTCTBUEM B KPOBH BBICO-
KHX KOHIICHTpanni (hpeHWIaJaHnHa, OOYCIOBICHHBIX APYTHMHU MEXaHH3MaMH.
Hampumep, okono 3 % geteii ¢ BRICOKHUM cofiep)kaHHeM (eHUIAIaHIHA B KPO-
BU IMEIOT HOPMAJIbHYIO (peHMITATaHUHT UAPOKCHIa3y. Y TaKuX MAleHTOB Ha-
pYIIEHBI ITyTH CHHTE3a WJIM BOCCTAHOBIICHHS TeTparuapooduonrtepuna. Ilo-
CKOJIBKY 3TOT KO(aKTOp HEOOXOIUM TaKKe Ul CHHTEe3a HEHPOMEANaTopoB, Y
OOJIBHBIX OTMEYAETCSI Cephe3HOe HapyIIeHne (QYHKIMHA [EHTPaIbHOW HEPBHOM
chucTeMbl. B maHHOM cilygae JedeHHWEe BKIIOYAET BBEICHUE S-THIPOKCH-
tpunrodana u DOPA 1 npeomoneHust HEXBaTKU MIPEALIECTBEHHIKOB B CHe-
Te3€ CepOTOHHHA M KaTeX0oaaMuHOB [12].

[Tytn pacmama ¢eHmnanaHuHAa U THPO3MHA B HOPME XapaKTEPU3YIOTCS
psiom ocobennocreii (puc. 5.6). OHu mpeCcTaBISIOT cO00M MTOCIIEIOBATENb-
HOCTH PEaKIMii, B KOTOPBIX MOJIEKYJISIPHBIA KHCIOPO UCTIONB3yeTCs ISl pac-
IIETUICHNS] apOMaTHYECKUX KOJIEI JaHHBIX aMMHOKHCIOT. Kak yxe yrmomunHa-
JI0Ch, TIEPBBIM JTAIIOM B XOJI€ pacnaja (peHuIalaHnHa SIBISIETCS peaKius THA-
POKCHJIMPOBAHMS TAHHOW aMHUHOKHCIIOTHI B THPO3WH NOJ IeiicTBHEM (eHMIa-
JaHWH-4-MOHOOKCHUTeHa3bl. Cleayromuil tan, o0muil i (eHnIaTaHnHA |
THUPO3WHA, TIPECTABIAET COOON TpaHCAMHUHHUPOBAHUE THPO3UHA B p-TUAPOKCH-
(eHnmIpyBaT.

THR OFHEH-TR 4HC ANIHATa
HO@CH2—$H—CDOH + G-xerormyrapar =

NH,
Tetpozem

" IIYTAMHHOBAA KHCUOTA + HO@CHZ—ﬁ—COOH

Q
P-THAPORCED SHE I VE AT

3arem p-runpokcudenmwmupysat pearupyer ¢ O, ¢ 00pa3oBaHHEM coMO-
cenmusama. DepMEHT, KaTaIM3UPYIOIINA MaHHYI0 PEaKLHIo (p-2UOpOKCU-
Genunnupysamauopokcuiasa), OTHOCHTCS K TPYIIIE OUOKCU2eHA3, KOTOpHIE
o0ecreynBaroT BHEPEHNE IBYX aTOMOB KHCJIOpOJia B MOJIEKYJly cyOcTpara.

Ha cnenyromeii cragnu apoMaTudeckoe sapo TOMOTEHH3aTa pa3pyIIaeTcs
B pe3yibTaTe B3aMMOJICHCTBHS C MOJICKYJIOH KHCIIOPOAA TOJI JeHCTBHEM JpY-
TOll IMOKCUTEHA3Bl — 2oMO2ceHmu3amokcucerHassl. [IpomIykToM 3TOi peakunu
SIBISIETCS 4-MaJIeHIIaleToaleTaT, KOTOPhIH C yJ9acTHeM MaJleHyaleToaneTaTH-
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30Mepasbl m3oMepu3yeTcs B (hymapuianeroaneTar. [locieHuit ruaponm3yer-
cs 10 (yMapoBOW KHCIOTHI U areroarierara. CxemMa ITyTH pacriaaa (eHmIana-
HUHA U THPO3WHA TPUBE/ICHA Ha puc. 5.6.

OTCYTCTBHE WJIM HEXBATKA YUMONIAZMAMUYECK020 (PEPMEHTA MUPO3UH-
MPAHCaMUHA3bl BRI3BIBACT HAKOIUICHUE W OKCKPEIHI0 TUPO3WHA, a TAKXKE He-
KOTOPBIX €ro MeTa0OJWTOB, TaKWX KaK p-TUAPOKCH(DCHWINMHpYBaTa, p-
THIPOKCU(PCHWILIAKTATa, p-THAPOKCH(DEHUIAIETaTa U THpaMUHA. [10CKOIBKY
P-TAAPOKCH(DESHUIITUPYBAT, TPEATOIOKUTEIHFHO SBISIONIUICS TPE/IIIECTBEH-
HUKOM JAPYIUX YIMOMSHYTHIX METaOOIUTOB, SBISETCS MPOIYKTOM IEHCTBUS
THPO3UHTPAHCAMUHA3, HAHOOJIee BEPOSTHEIM UCTOUYHHUKOM TAHHOTO COCIUHE-
HUS SBIISICTCS MUTOXOHIpHWATbHAs TpaHcaMuHa3a. OmuceiBaeMoe 3a0oleBa-
HUE, CBSA3aHHOC C JAC(QUITMTOM ITUTOILIA3MAaTHIECKOTO (pepMeHTa, XapaKTepH-
3yeTCsl TIOBPEXKACHUSIMHE TIa3HOTO S0JI0Ka U KOXH U B OOJBIIMHCTBE CITy9aeB,
HO HE BCET/Ia, OTCTABAHUEM YMCTBEHHOTO Pa3BUTHA. [[aHHBIC MPOSBICHUS OT-
HOCAT K muposunemuu || muna.

0; P oK
W mEpoRHms:
HO CH,—C—COOH
@ 2y Ty
o} CQ; HO CH,—COOH
P-THp OKCH G SR TEPYE AT MG TE e T
OH TOMOIEHTHIAT
ORCHITAZE 4 3 2 1
+ 0, —————————+ HOOC—?:?—(ﬁ—CHZ—(ﬁ—CHZ—COOH
HO CH,~COOH H H
TomorerTHzAT 4 MATIE HITATIE TORTIE TAT
4 3 2 1 e | 4 32 1
HDOC_(F:?_ﬁ_CHZ_ﬁ_CHZ_CODH 4‘-HOOC—?:C—Iﬁ—CHZ—(ﬁ—CHZ—COOH
HHO o} H o}
4 MAT HITAETOATZ TAT 4y M HITATE TOATEE TAT

| 4 3 2 1 THApOMATE HOOC\ i
HOOC—-C=C—C—CH,—C—CH,—COOH /C:C + CH3—(ﬁ—CH2—C00H
U : H COOH o
4y MAp HOTALE TOALETAT DyMapoBaT EMCIOTE AnpoaneTar

Puc. 5.6. Cxema nymu pacnaoa genunananuna u muposuna (Oecpadayus OaHHbIX apo-
MaAmMu4eckux amMuHOKUCIOM 3A8UCUN OM MOLEKYIAPHO20 KUCIOPOOd, KOMOPbILL UCNONb-
3yemcst 05l PAcujeniens ApOMAMUYEcKux Kouey)

Tuposunemus | THIIA, WIN TeTIAaTOPCHANbHAS TUPO3UHEMHUSI, SBISIETCS TO-
paszzno Gornee cepbe3HBIM 3a00JICBAHMEM, CBS3aHHBIM C pa3pylICHHEM IEUYEHH,
qucyHKIed TpyOO4YeK IOdYeK, PaxuTOM U IIONMHEBpONaTHEeH. YKazaHHbIC
TIPOSIBJIICHUS CBSI3BIBAIOT TAKXKE C HEXBATKOH (hymapurayemoayemameuopona-
361, [To HeN3BECTHBIM TIOKA MPUYMHAM JICTH C THPO3UHEMHEH | THITAa OTHOCATCS
K TPYIIIE C TOBBIIICHHBIM PHCKOM pa3BUTHsI rernatomsr [13].
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JlpyruM mposiBI€HHEM HapylIeHHH oOMeHa THPO3HMHA, YK€ YIIOMHHAB-
LIAMCSI, SIBJISIETCSl albOMHM3M. XOpOIIO M3BECTHO, YTO IIBET KOXKH M BOJIOC
KOHTPOJIMPYETCs y JIIOeH HEU3BECTHBIM, HO OOJBIIMM KOJIMYECTBOM I'€HETH-
YECKHUX JIOKYCOB. JUIsI CpaBHEHWsI: y MbIIIeH HASHTH(UINPOBAHO B HACTOSIIEE
BpeMsi 147 reHoB, onpenessIonmx okpacky. I1oaToMy He yIUBHTENBHO, YTO Y
JIIOZIEH IIBET KOXXM Ompenensercss OECKOHEYHBIM COYETaHHEM JKCIIPECCHpye-
MBIX T€HOB W, CJIEJOBATEIbHO, HEM3BECTHBHIMH HapyLICHUSIMH MeTaboinde-
CKHMX 3TaIlOB CHHTE3a IMUTMEHTOB. JI0CTaTOYHO XOPOIIO M3BECTHO JIMIIb Kiac-
CHUYECKOE NPOSBICHHE aJbOMHM3MA Y JIIOAEH, UTO CBS3aHO C HapylIeHHEM
CHHTE3a ITOJIMMEPHOI0 MUTMEHTa MEJIaHNHA, 00Pa3yIOMIEerocsl B MellaHOCOMaXx,
coJiepKalux B HOpME OOJbIINE KOIMYECTBA MUPO3UHA3bI, TAAPOKCHINPYIO-
mei Tupo3nH. OTCYTCTBHE MHUTMEHTAIlMH KOXH JETaeT albOMHOCOB BEChbMa
YYBCTBUTEIBHBIMH K JIEHCTBHIO COJTHEYHOI'O CBETA, KOTOPBIH MOXKET BHI3HIBATD
BIOOABOK K OKOraM pak KOXKH, a OTCYTCTBHE IHWI'MEHTAILlMH TIJa3 BBI3BIBACT
¢doTtodoburo. BmecTe ¢ TeM OTCyTCTBHE TUTMEHTAWH TJ1a3 BOBCE HE O3HAYAET
cHIKeHue 3peHnst. OnucaHbl ciaydan, KOrja CeBepOaMEepPHKAHCKIE MHCHIIBI-
aIBOMHOCH! 00J1a1aTH YPE3BBIYAfHO OCTPBIM 3pEHHEM, OCOOCHHO HOYBIO.

[lepBBIM MATONIOIMYECKUM COCTOSTHHEM, HJICHTU(GHIIMPOBAHHBIM eIle B
1649 rony kak «BpOXXKIEHHas OMMNOKa MeTaboinm3Ma», OblIa aiKanmouypusl.
OTO HAC/IEACTBEHHOE HapyIIEHHE METa0O0IM3Ma BBI3BAHO OTCYTCTBHEM 2OMO-
2enmusamoxcudassl. ' OMOTEHTH3aT HAKAIUIMBACTCS W BBIJIENSACTCS C MOYOH,
KOTOpast IIpU CTOSTHUHM YepHEEeT BCIIEJACTBHE TOTO, YTO TOMOTEHTH3AT OKHCIIS-
€Tcsl M TIOJIMMEPU3YETCsl B MEIaHHHOIOI00HOe coenaenue. [Ipy ankanTony-
pun oOpa3zyromyecss MUTMEHTHl HAKaIUIMBAIOTCS B KOCTSX, COETMHUTEIHHOM
TKaHW W APYrHX opraHax. Takas reHepaln30BaHHAs MUTMEHTALMS MOJIyqHiIa
Ha3BaHME OXPOHO3d BCIEICTBUE TOTO, YTO MUKPOCKOIMMYECKHE MPerapaTsl Co-
€/IMHUTEIILHOM TKaHU OKPAIIECHBI B )KEJITOBATHII IBET, XOPOIIO PA3ITUINUMBIH C
TIOMOIIIBI0 CBETOBOI'0 MHUKPOCKOTIA.

MpeBpalieHust cemencTea Cs-aMUMHOKUCIIOT

CyxunHnin-CoA sSBISIETCSI TEM COECIMHEHNEM, B BHIE KOTOPOTO IMPOUCXO-
JIIT BKITIOUCHHE B IIUKJI TPUKAPOOHOBBIX KHCIOT HEKOTOPHIX aTOMOB YIiepoa
MEMUOHUHA, U30AEUYUHA, MPEOHUHA W 8aIuHA. [IPOMEXYTOUHBIM COCINHEHH-
eM, 00pa3ylomuMcs IpH pacriajie 3THX YEThIPEX aMHUHOKHCIIOT, SIBIISICTCS Me-
trmanonun-CoA (puc. 5.7).

Kak crnemyer W3 pucCyHKa, MCXOIHBIM COCIMHEHHEM Uil 00pa3OBaHUS
cykumHI-CoA sBisiercs: mpormoHun-CoA. Iponmonnin-CoA B nmpucyTcTBHA
n3obpiTka ATP kapOokcumpyercst ¢ oOpazoBaHmeM D-m3omMepa MeTmiMalo-
Hun-CoA. Peaknust katammsupyercst nponuonun-CoA-kapboxcunazou — dep-
MEHTOM, COJCpKalluM B KadecTBe Kodakropa 6uomun. MexaHU3M IeHCTBHS
npornnoHuI-CoA-KapOOKCHIIa3bl CXOJCH C MEXaHU3MaMHt (DYHKIIHOHNPOBAHUS
anetnin-CoA-kapOOKCHIa3sl M MHPYBaTKapOOKCHIIA3b.
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(I-_I:' ATF AMF + FF; ?HS ?
CH;—CH,—C—5—-CoA HOQC—CH—-C—5—CoA

Tpomomm-Cob HCO3 Dr-meTromanoimm-Cody

D-uzomep merunmanonmn-CoA pamemusyercss B L-uszomep, KOTOpBIit
CILy’KHT cyOcTpaToM Ut Memuamaionui-CoA-myma3zel, IpeBpaLIaronie ero B
cykmuamI-CoA (puc. 5.8).

Tpeowm
Merworot  Hsomedopm Bamm
MpOTHOEET- ol l o]
Il KapGORCHITATE Il
CH3;—CH,—C—5—-CoA o HDOC—?H—C—S—COA —
pominioa-Cob CHj5
o] IvleTHrmamorear-Cod
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——— HOOC—CH,—CH,—C—5—CoA
Cryrapmnm-Cob

Puc. 5.7. Cxema kamabonusma amurokuciom cemeiicmsa Cs

crag i
HOOC—CH-C—S5—CofA =———— HOOC—(.FH—C—S—CoA
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Puc. 5.8. Peaxyus uzomepuzayuu D-memurmanonun-CoA ¢ L-wemunmanonun-CoA,
xkamanuzupyemas memuamanouun-CoA-mymasoi

Cyxunann-CoA obpaszyercst u3 L-mermnmanonnn-CoA B pesynbrarte
BHYTPHMOJIEKYIsIpHOI neperpynnupoBku. ['pynna —CO-S—CoA nepenocurcs
or aroma C, Ha artom C; (peakisi, Katanu3upyemasi MyTa3oit). JT1a HeoObId-
Hasl peaklus KaTaln3upyeTcs MeTHIManoHuI-CoA-MyTa30i — OAHUM U3 IBYX
W3BECTHBIX y MIICKOITUTAIOMNX (DEPMEHTOB, COJIEpKAIINX B KauecTBe Ko(ak-
TOpa MPOU3BOAHOE BUTaMUHA Byy.

KobGanamunoBbIe (hepMEHTHI KATAIU3UPYIOT PEaKIUK IBYX THIOB: 1) pe-
aKIUKM METHUIMPOBAHUS, KakK, HAI[PUMED HPH CHHTE3¢ MCTHOHHMHA, U 2) peak-
LM TIEPErPYINUPOBKY, KaK B cirydae npeBpamieHus L-merunmanonnn-CoA B
cykumHnI-CoA. IleperpynmupoBka mpeacTaBisieT co0oi B3aMMOOOMEH JBYX
TpyII, NPUCOEAMHEHHBIX K COCEIHUM aTroMaM yriepoja. ATOM Boaopona
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MHUTPUPYET OT OJHOTO aroMa yriepoia K Apyromy, a rpymma R (B manHOM
cnyqyae —CO-S—Co0A) OIHOBPEMEHHO IEPEMEIIAETCS B POTHUBOIOIOKHOM
HAIPABJICHUH.

HenaBHo 0bU10 OXapaKTepH30BaHO HECKOJIBKO HACIIEICTBEHHBIX Hapyuie-
Hui obmena memuamanonun-CoA. DT HapylmIeHUs OOBIYHO TNPOSBIISIOTCS B
TEYEHHE MEPBOrO T'0/ia )KU3HH, MPUTOM Hanbosee XapaKTepHBIM CHMIITOMOM
SIBIISIETCS ayuoo3. 3Hadenne PH apTeprasbHON KPOBH Y TaKHX JIIOJEH COCTaB-
JISIeT BEeNWYMHY, PaBHYIO IPUMEPHO 7/, B TO BPeMs KaK B HOPME JIOJDKHO OBITH
7,4. B Moue NOSBIAIOTCS CIUIIKOM OOJBILINE KOJMYECTBA MEMUIMAIOHO8OU
Kucromel — 10 1 T B cyTku mpu HopMe MeHee 5 Mr MeTrnManonara. [IpumepHo
Y TIOJIOBUHBI MAIIMEHTOB C MEeMUIMAIOH060U ayudypueti HaCTyNaeT 3aMeTHOe
yayuuenue npu éedeHuu bonvuiux 003 kobaramura. OqHAKO HE y BCeX O0Ib-
HBIX C HApYIIEHHBIM 00OMEHOM MeTHIManoHImI-CoA HabmromaeTcs ymydiieHne
IOCJIe Tepanuy KoOaTaMUHOM. Y MHOTHX M3 HHX BO3MOXEH nedekT amodep-
MeHTa MyTa3bl. JlanHast (hopMa METHIMATIOHOBOH aIlMTypHH 9aCTO IPUBOJHT K
JIETAIEHOMY HCXOJY.

Panee orMedanoch, 4TO aMHHOKHCIIOTA JICHIIMH — €AMHCTBEHHAS HCKITIO-
YUTENFHO KETOreHHAasl aMHHOKHCIIoTa. OH pacrafaeTcs B pe3yabTaTe Peakiui,
C KOTOPBIMH MBI YK€ OTYaCTH ITO3HAKOMMINCH. CHauana JeHIMH TpaHCaMu-
HHUpyeTcsl ¢ 00pa30BaHMEM COOTBETCTBYIOLIEH KETOKHCIOTHI, KOTOpas 3aTeM
nekapookcummpyercst B n3oBanepmn-CoA. JlaHHas peakims aHaJIOTHYHA
OKHCIINTENBHOMY JAEKapOOKCHIMPOBaHHWIO TmpyBata B anerwi-CoA wu a-
KeToriyrapara B CyKIMHWI-CoA.

KoHeuHsIMH TIpOIyKTaMH pacnaja JeHIuHa sBisiioTcs aneTin-CoA u
areroarerar.

[Tytn pacmenyieHus: BannHa ¥ W30JeHIIHA CXOAHBI C METaOOIMYECKUMHU
MyTSIMU JIeTpajialiuy JIedrHa. Bee Tpu aMHHOKHCTIOTH! CHavYana TpaHCAaMHHH-
PYIOTCS B COOTBETCTBYIOLIME KETOKHCIIOTHI, KOTOPBIE 3aTE€M IOJBEPTaroTCs
OKHCIIUTENIBHOMY JIeKapOOKCHIMpOBaHWIO ¢ obOpazoBanneM CoA-npons-
BOJHBIX.

Wzomneiima gaet anetmwin-CoA u nponuoHmI-CoA, Torma Kak BajiH 00-
pasyer metunManoHun-CoA. CymecTByeT BPOXICHHBIH Oe(eKT MeTaboim3-
Ma, IIpA KOTOPOM HApYIIACTCS OKUCICHHE BajJWHa, W30JCHLIMHA U JIeHIWHA.
[Ipu Gone3HN «KICHOBOTO CHPOMa» OJOKHUPYETCS OKUCIUTENBHOS IeKapOoK-
CHJIMPOBaHHE a-KETONMPOHM3BOJHBIX JTHX TPEeX aMHHOKHUCIOT. B pesynbrate
KOJIMYECTBO BaJIMHA, JICWIMHA M M30JICHIIMHA B KPOBH M MOYE 3HAYHUTEIHEHO
BO3PACTALT, YTO NPHBOIHUT K HAKOIUICHHIO COOTBETCTBYIOIIUX &-KETOKHCIIOT.
Moua Takux OOJBHBIX H3JaeT 3amax KiIeHoBoro cupoma. Kak mpasmio, 6o-
JIe3Hb «KIJICHOBOT'O CHPOIa» MPHBOAUT K JICTAIBHOMY HCXOJIY, €CIIH TOJIBKO
NaUeHTHl B CAMOM pPaHHEM JETCTBE HE IEePEBOAATCS Ha AMETY C HU3KHM CO-
Jep>KaHueM BaJIMHa, JeHIHa 1 u3oeimHa [35-37).
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NEKUUA 6. NEPEBAPUBAHUE
N BCACbIBAHUE YITIEBOOOB

YTIIeBoB 3aHUMAIOT OHO W3 BEAYIIUX MECT B TUTAHUH YEJIOBEKA W JKU-
BOTHEIX. [IWTIIEBEIC YIIIEBOIBI TOKPHIBAIOT OCHOBHBIC CKEIHEBHBIC IMTOTPEOHO-
CTH YETIOBEKA B SHEPIHU. XOPOIIO U3BECTHO, YTO MPOAYKTHI )KHBOTHOTO TIPO-
HCXOXKACHUS OTHOCHTEIBHO HEOOraThl yriIeBOIaMU. B 9acTHOCTH, MSICO M PHI-
0a comepkaT >KMBOTHBIA IONMCaXapH] TJIUKOTCH, OJHAKO NpPU UTUTCIHHOM
XpaHEHHUH ITHX MPOAYKTOB KOJMYECTBO TIIMKOT€HA B HUX 3aMETHO yOBIBacT.
3HAaYUTEIHHO OONBINE TIMKOTeHAa OOHAPY)KHBAeTCS B medeHH, HO maxe 200—
300 r 3TOro HMEHHOTO MHUIIEBOTO MPOAYKTA coaepkaTt He Oosee 4-15 r rmko-
rera. Eciii puHATE BO BHUMaHWE, YTO KOJIMYECTBO YTIICBOIOB, HEOOXOAUMOE
B3pocnoMy denoBeky, coctaBiser 400-600 r B CyTKH, TO CTAHOBHUTCS TIOHST-
HBIM, YTO NMHUMIEBHIC MPOMYKTHI )KHBOTHOTO MPOUCXOXKICHUS HE MOTYT B IOJ-
HOI Mepe 00eCIeunTh OPTraHu3M YeJIOBEKa YIIICBOIaMU.

KonmgecTBo yrieBogoB B paliioHe MOXKET OBITh CHJIBHO CHIKEHO 33 CYET
YBEIIMYCHUS IO TUINEBBIX XUPOB U OenkoB. Criemyer, OQHAKO, IOMHHUTH,
YTO ATy 3aMEHY MOXKHO OCYIIIECTBIISTH JIMIIH IO ONPEICIICHHOTO Tpeiesia i B
TEUYEHHUE JJOCTATOYHO KOPOTKOTO MPOMEKYTKA BPEMEHH, TaK KaK OHA MIPUBOIUT
K BBIpa)XCHHBIM HapyIICHUSM OOMEHa BEIIECTB, B YACTHOCTH K PAa3BUTHIO Ke-
mosa.

OOBIYHO CYUTACTCSI, YTO HEOOXOIUMO COXPAHATH B PAIIOHE YCIOBEKA HE
Meree 100 T yriieBo10B pa3armyHOTo MPOUCXOXKICHHS, OCHOBHBIM HCTOYHHKOM
KOTOPBIX SABIIIIOTCS PACTHTENBHBIC IPOMYKTHL. [Ipu 3TOM, OJHAKO, HEIh3s 3a-
OBIBATH, UTO OJHUM M3 CYIICCTBEHHBIX B KOJMYECTBEHHOM OTHOIICHUU KOM-
MTOHEHTOB, KOTOPHIMHU OOTaThl PaCTUTEIHHBIC MPOAYKTHI, SBISICTCS KIETYaTKa,
HEIOCTYIHAS JUTS THUIIEBAPUTEIBHBIX (PEPMEHTOB MiIeKonuTaommx. [loatomy
npu OOOCHOBAaHWH HEOOXOIMMOTO KOIHMYECTBA PACIICIUIIEMBIX YIJICBOJIOB,
BXOJISIINX B COCTAB IHUIIIM Y€JIOBEKa, KIeTYaTKa B PACUCT HE TIPUHIMACTCSL.

B pammone denoBeka OCHOBHBIM YTJICBOJOM, WMCIOIIUM IMUTATEIEHYIO
LIEHHOCTbD, ABJSIETCS KpaxMall. boIbIInM comepkaHueM KpaxMaia OTITHYar0TCs
pa3IHYHBIC 36PHOBBIC KYIBTYPHI, a TAKXKE KITyOHH KapTOQEIs.

CopeprxaHre KpaxMaia B MIIICHAYHOH, pyKaHOH, pUCOBOM MYKe, B pa3HBIX
kpynax pocturaet /0-80 %, B To Bpems kak B kaprodene ero 14-25 %. Or-
CIO/Ia CIEIYeT, YTO OCHOBHBIMHM MCTOYHHMKAMH TJIABHOTO YIJIEBOJA — Kpaxma-
Jla — SBJISIOTCS Takue OO0meyrmoTpeOiseMble MUIIEBBIC MPOMYKTHI, KaK XIeO,
pas3iiuvHbIC KPYIbI, MAKApOHHbBIC U3leiusl U kaprodeib. Heobxomumoe Komu-
YEeCTBO Caxapo3bl, a 3HAYUT TIIFOKO3bI U (PPYKTO3bI, YETOBEK IOIYUYaeT C IH-
IIEBBIM CTOJIOBEIM caxapoM u (pykramu. OTHAKO COAep KaHne MOHOCAXapH-
JIOB B IOCJIEAHUX, 332 UCKIFOUYCHUEM OT/CIbHBIX COPTOB BHHOIPA/a, YPE3BbI-
YaifHO OOTaThIX TIFOKO301, CPABHUTEIEHO HEBEIIUKO.

OcHoBHas MeTabomudecKas poJb YriIeBOIOB, BXOJIINX B COCTaB IIPO-
JIyKTOB THTAHUsI, COCTOUT B MPOAYKIMUA HEOOXOIMMOU OpraHWU3My JHEPTHH.
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ITpn ymorpebnenny 060r0 M30BITOYHOTO KOJIMYECTBA YIIIEBOIOB IPOHCXO-
JIIT UX TIpEeBpallleHne B TPHALMIITIINIEPOIIb], HAKAIUIMBAIOIINECS B aJIUITO3HBIX
TKaHSX, ¥ B TJIMKOTeH, 3allacalonIniicsl TIIaBHBIM 00pa3oM B IeueHu. BmecTte ¢
TEM OpraHu3M 4YeJIOBeKa B COCTOSIHWH aJalTHPOBATHCS K BECbMa HIMPOKOMY
JIMara3oHy KOJIMYECTBA YIIEBOAOB B mmmie. JMeTwl, cojepskaliue BBHICOKHN
MIPOLICHT YTJICBOJIOB, CIOCOOCTBYIOT YBEJIMYCHHIO CTALMOHAPHOTO YPOBHS
2NIOKOKUHA3bl 1 HEKOTOPBIX (DEPMEHTOB, YIaCTBYIOIIHX B ()yHKIIMOHUPOBAHUH
2eKco30MoHOpochamnozo wynma, a Takxke (HEpMEHTOB, TPUHUMAIOIINX yda-
CTHE B CHHTE3€ TPUALMITIIHIEPOJIOB.

C npyroit CTOpOHBI, JUTMTEIFHOE YIIOTPEOIEHHE IPOAYKTOB ¢ HU3KHM CO-
Jiep>KaHHEM YIIIEBOIOB IPUBOIUT K POCTY CTAIIMOHAPHOTO YPOBHSI HEKOTOPHIX
dhepmenmog enwKoneozenesa, a Takke GEPMEHTOB, YIACTBYIOUINX B PEAKINIX
OKUCTIEHUSL JICUPHBIX KUCTIOM T KAMAOOIUIMA AMUHOKUCIOM.,

OueHp HU3KOE COAEp)KaHNE YIIIEBOAOB B JUINTEIHHOM TUETE MPUBOINUT K
YCTOWYNBOMY COCTOSTHHIO Kemo3d, IOOOHOTO TOMY, KOTOPHII pa3BUBAETCS BO
BpeMs roionanus. CocTOsSHUE Kemo3a B pAAe CIydaeB MOXET HaHECTH HeIo-
MIPaBUMBIH yIIepO 310pOBBIO YEIOBEKa.

Hawnbornee pacripocTpaHeHHBIMH MTUIIEBBIME NTPOOIEMaMH, CBI3aHHBIMH C
YIIOTpeOICHHEM YTIICBOAOB, SIBISIIOTCS Pa3IMIHBIC BUABI Y2 1e600HOU UHMOIe-
panmnocmu. Hanbonee gactas ee gopma — ouabem, KOTOPBI BBI3BIBAETCS
00 yTpaToi CIIOCOOHOCTH OpraHW3Ma IPOAYNMPOBATH WHCYIWH, JHOO ITO-
BPEXKICHUEM UHCYIUHOBBIX peyenmopos. JIJaHHOe MaToJIOTHYECKOe COCTOSIHHE
BBI3BIBAET HEMEPEHOCHMOCTD TIIIOKO3BI U APYTHX MPOCTEHIINX YriIeBOAOB, KO-
TOpBIE JIETKO TpeBpamaroTcs B rmoko3y. CocrosiHue anabera, Kak MpaBmilo,
MIPEATIoNaraeT NCKIMIOYeHNE U3 yIoTpeOIeHUs OOIBIIMHCTBA POCTHIX CaXapoB
U 3aMeHy MX OoJiee MepeHOCHMBIMHU, OOBIYHO CIOXKHBIMH YTJIEBOJAMH, KOTO-
pBle, TEM HE MEHee, COoJepKaT HEeKOTOphIE MPOCThIE caxapa, Takue Kak Qpyk-
TO3a U COPOUTOIL.

Huskwmii ypoBeHb cHHTE3a WM HapyIICHHE CTPYKTYPHI JIaKmasbl — TAcCa-
Xapuaa3bl SHTEPOILMTOB TOHKOTO KHIIEYHHUKA — TAKXKE OHO M3 Hamboliee yac-
TO BCTPEYAIOIIMXCS HApYIIEHUH YIriaeBoxHOro ooMeHa. M3BecTHO, 9TO TOIBKO
B Coemmuennbix IllTatax Amepuku 3THM 3a0oneBaHHeM cTpamaeT okoino 30
MJIH. 4eJioBeK. JlepuuuT Wi OTCYTCTBHE JAKTa3bl, PACIICIUIAIONIEH MOIod-
HBIH caxap, MIPUBOANT K TOMY, UYTO JIGKMO3a HAKaIJIMBAETCSA B KUIICYHHKE U
JIEUCTBYET OCMOTHYECKH, BBI3BIBAsI MOCTYIUICHHE BOJBI B KHIIEYHUK. Kpome
TOr0, HAKaIUTMBAIOIIAsICS JIAKTO3a MOXET CIY)XKUTh cyOcTpaTtoM It epMeH-
TOB KHUIIIEYHOH (DJIOPHI W MPEBpAIIAThCS MO UX ACHCTBUEM B MOJIOUHYIO KH-
ciory, CO; u Boxy. KoHEeUHBIMI NIpOSIBIEHUSMH HEOCTATKA JAKMA3bl Y 4e-
JIOBEKA SIBILIIOTCS mumnanum (B3IyTHE KULICYHHUKA), Memeopusm (CKOIUICHUE
rasoB) W Ouapes. Tepamus JaHHON (OPMBI YIIIEBOMHON HHTOJICPAHTHOCTH
Ype3BBIYafHO MPOCTA U COCTOUT B MCKITFOUCHNH M3 ITUTAHUS [EIFHOTO MOJIOKA
1 MHOTHX JPYI'HX MOJIOYHBIX IPOYyKTOB.
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3HauyeHMue KneT4yaTKkM B MMTAHUU YernoBeKa

Panee yxe oTMedanoch, 4ro npu 0oOOCHOBaHMM HEOOXOAMMOIO KOJHMYe-
CTBA PACUWENIAEMbIX Y21e80008, BXOASAIINX B COCTAB ITUIIM YEIOBEKa, KIeT-
YaTka B pacdeT HEe NpUHUMaeTcs. TeM He MeHee 3HaueHHE BOJIOKHHCTBIX CO-
€IMHEHNH B 0OMEHE BEIIECTB M €r0 PETYISILUK Ype3BblyaifHo Benuko. [Tume-
Bas KJIETYaTKa OIpE/eNIeTCs] KaK HeKasl YIIIeBOJIHAas COCTABIISIONIAs ITPOIYK-
TOB ITUTAHUSI PACTUTEIBHOIO IPOUCXOXKICHHS, KOTOpas HE TOJBEPraeTcs THi-
PONMTHYECKOMY PACIIETUICHUIO TOA JICHCTBIEM IHUILEBApUTENBHBIX (pepMen-
TOB OpraHusMa uenoBeka. OHaKO TaKoe OIpesieeHe HEe COBCEM KOPPEKTHO,
MOCKOJIbKY KiieTdarka (0 KpaiHed Mepe, OTIENbHBIC e¢ THIIBI) BCEe XKE IOJ-
Bepraercs HeKOTOPOMY PACILEIUICHUIO, XOTS U JOBOJIBHO OrpaHM4YeHHO. Bro-
06aBOK HEKOTOpbIE BOJOKHA MOTYT YaCTHYHO T'HJIPOJIM30BAThCS (pepMeHTaMHu
KHIIeYHBIX OakTepmii. Harmm 3HaHUS 0 POy KJIETYaTKH B OOMEHE BEUIECTB Y
YeJ0BeKa 3HAUNTEIHHO PACIIHPHIINCE B ITOCIIEIHEE JICATHIICTHE.

CoBpeMeHHbIE ITPEACTABICHNS O META0OINIECKOM 3HAYEHUN KIETYATKH
6a3upyOTCs Ha TPEX IKCIEPUMEHTAIBHO MOTYIEHHBIX TpymnIax (HaKToB:

BO-IIEPBBIX, JOKAa3aHO, YTO KJIETYaTKA XMMHUYECKH HE OJHOPOJHA!
CYIIECTBOBYET HECKOJIbKMX PA3JIMYHBIX THIIOB THIIEBBIX BOJIOKHUCTBIX CO-
€IMHEHUH 1 YaCTUYHO YCTAHOBJIEHO MX CTPOCHHE,

BO-BTOPBIX, YCTAHOBJIEHO, YTO KaXXABIH THI BOJIOKHHCTHIX BEIIECTB
o0saaeT cBoeit cOOCTBEHHOH YHUKATBHOW XUMHUECKOH CTPYKTYpOH, KOTopast
orpezenseT uX (Gpuznueckue cBoMcTBa U PU3HOIOTHIECKHE H(PPEKTHI,

B-TPETHHX, KaK OKa3aJloCh, Ka)KAas M3 3TUX TI'PYIN COEAWHEHUH Xa-
paKTepu3yeTcss HaCTOJIBKO pa3sHbIMH 3 (eKTaMu Ha MEeTaOOJM3M YelIOBEKa B
LIEJIOM, YTO MPHUPOAY 3TUX 3(P(PEKTOB MOXKHO MOHSITH, JIUIIb JETATHHO HU3Y4nB
YHHKAJIBHYIO CTPYKTYPY KaXKJIOW I'PYyTIHI BOJOKHUCTBIX BEIIECTB B OTAEIBHO-
CTH.

OCHOBHBIE THIIBI KJIETYATKH, BCTPEYAIOIIEiicsS B MPOAYKTAX MTUTAHHSA, HX
XMMHUYECKHE CBOWCTBA U (prsnonornaeckue 3pdexTs! npuBeaeHs! B Tabdm. 6.1.

Kak cmemyer u3 Tabn. 6.1, yewrronoza u OONBIIMHCTBO 2eMUyesiioios,
OTHOCSIIHMECS K HENEpEeBapHBAEMbIM M BOJOHEPACTBOPUMBIM BHIAM KIIE€TYaT-
KM, CIIOCOOCTBYIOT YBEJIMUYCHHIO 00bEMa CTylla U COKPALICHUIO BPEMEHH Ha-
XOXKICHHS HEMEepPEBAPCHHBIX KOMITOHEHTOB UM B KUIICYHUKE, TEM CAMBIM
MIPeAOTBpalIas BO3MOXXHOCTh PAa3BHUTHSI THHJIOCTHBIX IPOLIECCOB B XKEIyI04-
HO-KHIIEYHOM TpakTe. OHM TaKkKe CHIDKAIOT AABJICHUE BHYTPU TOJICTOTO KH-
IIEYHUKA U, TO-BUIMMOMY, UTPAIOT CYIIECTBEHHYIO POJb B MPEJOTBPAILCHUN
3a00JIeBaHMH CIIETIOr0 OTPOCTKA. B mocnenHee BpeMsi, OCHOBBIBASICh Ha dKCIIe-
PUMEHTANIBHBIX JAaHHBIX, BEICKA3bIBAETCS MPEIIIOIIOKEHNE O TOM, YTO KOMIIO-
HEHTBI KJIETYATKH CHIDKAIOT PUCK 3a00JIEBaHMS PAKOM TOJICTOTO KHIIEYHHUKA U
MIPSMOH KHIIKH. VIcX0ms U3 cKa3aHHOTO, MOJKHO CIIENaTh BBIBOJ, YTO ATH THIIBI
BOJIOKHUCTBIX COCAMHEHMI UTPAIOT BaXKHEHIIYIO PEryIsSTOPHYIO POJIb B (DyHK-
IIMOHUPOBAHNH CUCTEMBbI ITUIICBAPCHUS.

C XMMHUYECKOI TOUKH 3PCHUS ceMuyeionNo3bl PECTABIIOT COO0H cMme-
CH TETEPOIOINCAXAPHUIOB KIETOUYHBIX CTEHOK PACTHTEIbHBIX KIJIETOK, COCTaB
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KOTOPBIX 3aBUCUT OT BUAA PACTCHUS. B 3aBucumoctu ot MOHOCaxapuaHoro
coCTaBa OCHOBHOM [enu moJmmMepa reMuleIUIR0JIO3bI IMMOAPA3ACIIAI0T Ha Kcuia-
Hbl, CIIOKOMAHHAHRbL U 2AJIAKMAHDBL.

Tabauya 6.1. Tunvl kiemuamku u ux ceolcmed

Tun coenu- o o ®dusnonoruyeckue
OCHOBHOU HCTOYHHK XuMmH4eckue cBoiicTBa
HEHUS ¢ dexTh
IMonnep:kUBaeT TOHYC TOI-
Heounmennsle 3naky, | He mepeBapuBaercs, BO- | CTOr0 KHIICYHUKA, PETyJIH-
Lemmonosa oTpyOH, HENpoCesiH- | JOHepacTBOpHUMa, abcop- PYET MepUCTAIBTHKY KH-
Hasl ICHIYHAs MyKa oupyer Boay IICYHNUKA, yJacTBYeT B (hop-
MHpPOBaHHUH CTyJIa
IMonnep:kuBaeT TOHYC TOI-
HeounIeHHbIe 31aKH, P Y
YacTH4HO IIepeBapHBa- CTOTO KUIIEYHHKA, PeryIIu-
I'emunen- HEKOTOPBIE OBOIIY U
€1Csl, BOJJOHEPaCTBOPHU - pyeT NepUCTAIBTHKY KH-
JIFOJI03a (pPyKTHL, HETIpOCesH-
Ma, abcopbupyeT BoLy LICYHHKA, YYaCTBYET B (Op-
Hasl NIICHIYHAs MyKa
MHpPOBaHUH CTyJIa
He nepeBapuBaetcs, BO- CBS3bIBacT XOJICCTEPHUH,
fI P JlpeBecHerome JIOHEpacTBOPHM, abcop- CBSI3bIBAET KaHIIEPOr'€HEI,
9JacTH OBOIIEH OupyeT opraHuuecKue y4acTByeT B (hOpMHpPOBa-
COCIMHEHHS HHH CTyJIa
Perymupyer cKopocTh omo-
ITepeBapuBaercs, BOJO- POXKHEHUS JKeIIy/Ka, 3a-
IMexTun DOpyKTHI PacTBOPUM, UMeeT KOH- MeIISIET BCAChIBAHHUE CaXa-
CHCTEHIIHIO CIIU3H POB, CHIDKAET yPOBEHb XO-
JIECTEPHHA B CBIBOPOTKE
Perymupyet cKopocTh o1o-
ITepeBapuBaloTcs, BOIO- 0)KHEHUS JKeITyJKa, 3a-
BeicynieHHbIE pesap ' p v,
Kamenu PacTBOPUMBI, UMEIOT MeIsIeT BcachbIBaHUE caXa-
0000BBIE, OBEC
KOHCHCTEHIIUIO CITH3U POB, CHIDKAeT ypOBEHb XO-
JIECTEPHHA B CBIBOPOTKE

Kcunanwl, TIaBHBIM UCTOYHUKOM KOTOPBIX C TOYKH 3PEHHUS IHUTAHUS 4e-
JIOBEKA SBISIFOTCS 3Maku (M JPEBECHHA JIMCTBEHHBIX MOPOJ), OCTPOCHBI TIpe-
umMyIecTBeHHO u3 (1—4)-CBSI3aHHBIX OCTATKOB B-Kcuonupano3sl. Kpome to-
TO, OHHU cojiepkaT ocratku L-apabunossr u 4-O-metnn-D-rmokypoHoBoi ku-
CJIOTHI.

— CH,—0,
H M0 oy HO /2
H.OH
OH H :
HO M H H
H OH H OH
S3-D-EcHIornep aHo03a L-apafemommanosa
COOH
0
H H
OH H
CHy—0 OH
H OH

40-naeTem-D-mmoyp 0HOBaT
EHCITOTA

I'mioxomannamsl, BCTpEYaIOIINECs Jallle BCEro B XBOMHBIX PaCTCHUSIX, CO-
CTOSIT IJIaBHBIM 00pa3oM M3 OCTATKOB TJIFOKO3bI M MaHHO3bI, COCIMHEHHBIX
B(1—4)-cBs3siMu, U PEACTABIBIIOT CO00M MPEUMYIIECTBEHHO JUHEHHBIE T10-
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nuMepbl. B HEKOTOpBIX citydasx K ocHOBHOW Lemu (1—6)-cBA3sMH MOTryT
MIPUCOCTUHATHLCS OCTaTKK D-TanakTossl.

CHyOH CHyOH

H N H H N H

HO OH i OH HO QH _HO OH
OH H H
Tmroxosa Mannosza

Jluenunul, Takke OTHOCAIINECS K BOJOHEPACTBOPUMBIM M HEIepeBapH-
BaeMbIM BOJIOKHHUCTBIM COSAMHEHHMSIM, CIIOCOOHBI CBSA3BIBATh pa3iMYHbIE Opra-
HUYECKHE COCAMHEHNS, B TOM YHCJIE TaKue, KaK XOJIECTEpPUH U MHOTOYHCIICH-
HBIE KaHIIEPOTEeHbI, 00ECIIeYNBasi TEM CaMbIM CHI)KEHHE YPOBHS XOJIECTEpHHA
B CBIBOPOTKE KPOBHU M TIPEISTCTBYSI CBOOOJHOMY IMOCTYIUICHUIO KaHIIEPOTCH-
HBIX BEIIECTB B OPIaHMU3M.

Hannyummmy ncTo4HMKaMy BOXOHEPACTBOPHUMON KIICTYATKU — Yent010-
3bl, 2eMUYENNION03 Y TUSHUHA — SBIISIOTCS OBOILY, pXKaHas U MIICHUYHAsS MyKa
rpyOOro momMona u Apyrue 3epHOBBIe. B cBO0 odepenb (GpyKTHI U OBEC Upe3-
BBIYaifHO OOraTel BOJOPACTBOPUMBIMH (DPAKIMSMH BOJOKHHCTBIX COEIUHE-
Huid. K BOIOpacTBOPHMMBIM THIIaM KJIETYATKH OTHOCSTCS KIICHKHE BOJIOKHA,
TaKue KaK nekmunsl U Kameou, CKIIOHHBIE K 00pa30BaHMUIO BSI3KUX TeNeil B jke-
JyAKE ¥ TOHKOM KHIIEYHHKE M CIIOCOOHBIE CHIKAaTh CKOPOCTH OIOPOKHEHHUS
JKeImyaKa.

bnaromaps ykasaHHBIM CBOICTBaM IIEKTHHBI MOTYT 3aMEIJIATH BCachlBa-
HHE MHOTHX IUTAaTENbHBIX BenlecTB. C KIMHUYECKOH TOYKH 3pEHHs HanOosee
Ba)KHAs POJIb IIEKTUHOB M KaMeJeH COCTOHT B CHIDKCHUH CKOPOCTH IIepeBapH-
BaHUs M BCAChIBaHUs YIIeBONOB. TakuM oOpa3oM, NPH YIMOTPEOIICHHN 3THX
COeIMHEHUH BMecTe ¢ Iumel, OoraTtol yrieBojamu, HaOIIOIAeTCs CyIIecT-
BEHHOE TIOIaBJIEHHE POCTa YPOBHS caxapa B KPOBH M ITOCIEIYIOIIETO yBEJH-
YEeHUs ypOBHS MHCYJIUHA.

Tlexmunosvle 6eujecmea, TPEACTABISIONME COOOH TOMMYPOHUABI, B
OONBIIMX KOJIMYECTBAX BCTPEUAIOTCS B COKAX SITOJ, IJIOJOB, B KOPHEIUIOAAX U
Bostopocisix. OCHOBHBIMH MOHOMEPHBIMH KOMIIOHEHTAMH TIEKTHHOB SIBIISTFOTCS
YpOHOBBIE KHCIOTBHI, CPEeAM KOTOPBIX II0 KOJIMYECTBY BbImensercss D-
rajJakTypOHOBasl KMCJIOTa. B cocTaBe MEKTHHOBHIX BEIIECTB B MaJIbIX KOJIHYE-
cTBax oOHapyXnBaroTcs Takxke L-apabunosa u D-ramakrosa.

COOH CH,0H
HO N H HO N H
A OH H OH A OH H OH
H OH H OH
D-ranagTypoHOEad D-ramakTosa
FHCAGTA

BOHOpaCTBOpI/IMLIG NCKTUHOBBIC BCHICCTBA NPUCYTCTBYIOT, KaK OTMCYA-
JIOCh BBIIIC, B COKax paCTeHHﬁ, B TO BpCM KaK HEPACTBOpUMAAL q)paKIII/IH IICK-
THHOB 06pa3yer MCIKKJIECTOYHOC BCIICCTBO PACTUTCIIbHBIX TKaHEH M COCTaBJIA-
€T 6(')J'II>HIyIO YacCTb KJICTOYHBIX CTCHOK MOJIOJBIX paCTCHI/Iﬁ. Panee Taxoke YKa-
3bIBAJIOCh, YTO NCKTHMHOBBLIC BCIICCTBA ABJIAIOTCA IMOJIMMEPAMHU, COCTOAIINMU
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[JIaBHBIM 00pa3oM u3 OCTAaTKOB D-ranakTypOHOBO# KHCIOTBI, COCAMHEHHBIX
B(1—4)-cBszamu.

COOH COOH
0, 0
H H
0 o o’
" OH H A OH H
H OH H OH -

[exTrHBI CIIOCOOHBI 00pPa30BBIBATH B PACTBOPAX NPOYHBIC T'EIU U CTY.-
HU. DTO UX CBOWCTBO HAXOAUT MPAKTHUECKOE MIPUMEHEHNE B KOHIUTEPCKON U
(hapManeBTHIECKON TPOMBIIIIIEHHOCTH.

IonnypoHHIBI YaCTO HA3BIBAIOT HEKMOGbIMU Kuciomamu. Berpeuatores
TaKKe YaCTHYHO 3TEpUHIMPOBAHHEBIE ITOJMMEPHI, B KOTOPHIX YacTh KapOoK-
CHJIBHBIX TPYIIT OCTaTKOB IaJIaKTYPOHOBOW KHMCIIOTHI MPEJICTABISIET COOOM JIH-
60 MeTHII0BbIE 3(GUPHI, INOO COJNH, IJIe aTOM BOAOPOJa KapOOKCHIBHOM IpyT-
Il MOXKET OBITH 3aMelleH HOHAMH METaJIOB.

0\ /O—CH3 0\ /0 Me
C C
HO N H HO N H
H it i OH H it i OH
H OH H OH
MeTHnoern 3dup Comb .
ralaKTypOHOE0H ralaKTypOHOBOR
KHCIOTEI KHCITOTEI

Kameosmu Ha3pIBaIOT NONMCaxapyuibl, KOTOPBIE NP MTOBPEKACHUN KOPBI
pacTeHuil BBIIEISIOTCS B BUAE BSI3KMX PacTBOPOB, NPEBPALIAIONINXCS B CTEK-
1000pasnyto Maccy. K kaMensam oTHOCATCA 2ymmuapabux, kKameob mpazanma,
suwHesblll Kiell, C1ueosblil kietl n ap. OOBIYHO KaMeIu MpeACTaBIeHbI COSIMA
(Ca*, Mg®*, K*) BBICOKOMOMEKYIAPHBIX KHCIIOT, COCTOSIIUX U3 OCTATKOB TeK-
€03, TIEHTO3 M YPOHOBBIX KUCIIOT. Bee kamenn conepikat ocraTtki D-ramakTosst
n L-apabuHo3bl, B OOJNBIIMHCTBE CIIy4aeB MPUCYTCTBYIOT OCTATKH TajlaKTypo-
HOBOW ¥ HHOT/Ia TJIIOKYPOHOBOM KHCIJIOTEHI.

CrpoeHue KameJell Ype3BBIYANHO CI0KHO M M3ydEeHO ™M
HeJI0CTaTouHo noHo. Haubonee neranpuas uadopmanus o M H
COCTaBE TAKUX IONMCAXAPMAOB IOIydeHa Jis apasuiickoii  pg™NH_MS bn
Kameou, TIONy9aeMOH W3 CCHETaNbCKOW akamuu. B H H

pe3yabTaTe MOJHOrO THAPONU3a T'yMMHAPaOHKa MONYYAl0T — b-Aesorcimanmiosa
L-apaOuno3y, D-ramakrosy, TIOKYPOHOBYKO KHCIOTY U (Mel?g‘;f;? s
METHIIIICHTO3Y — PAMHO3Y.

Ecnu npuHATE BO BHUMaHME pazHooOpasne Gpu3noiorndeckux 3(hexToB
BOJIOKHUCTBIX COCJMHEHHH, OKa3bIBaeMbIX Ha MPOLIECC MUIEBAPECHHS Y YeIo-
BEKa, TO CTAHET BIIOJIHE OYEBUIHO, YTO cOaJaHCHpOBaHHAS MO OejKaM, yrie-
BOJIaM H JKUpaM JWeTa JOJDKHA 00sA3aTeNbHO BKIIOYATh MUIIEBBIC NPOAYKTHI,
OoraTble KaK paCTBOPHUMOM, TaK U HEPACTBOPHMO KIETYaTKOM.

Takum 00pa3oM, ciIemyeT cKazaTh, YTO B IIETIOM HEKTHHBI, KaMEIN, HEKO-
TOpBIC TEMUIICIUTIONO3bI, @ TAKXKE 3aIlaCHBIC MONMCAXapyuabl IPHHIMAIOT yda-
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CTHE B PETYISALMH YPOBHS XOJIECTEPUHA B KPOBH, CHIKAsI KOHLIEHTPALUIO 10~
CJIC/IHETO B CHIBOPOTKE KPOBM OOJBIIMHCTBA JtozeH. SIBisercs o sTotT 3¢-
(eKT creacTBUEM BO3ACHCTBUS BOJIOKHUCTBIX BEIIECTB HA YPOBEHb MHCYJIMHA
(M3BECTHO, YTO MHCYJIMH CTUMYJIHPYET IPOLECCH CHHTE3a M JKCIIOpTa XoJIe-
CTepHHa) WM Ha Jpyrue Mmeraboinmueckue myTd (BO3MOXHO, CBSI3aHHBIC C
JIECTBHEM KOHEYHBIX ITPOJYKTOB, OOpa30BaHHBIX IIPU YaCTUYHOH (epMeHTa-
MU TOJ JieficTBUEeM GAaKTEpHii), 10 CHX HOp HEsICHO.

Henpsambie acdhdekTbl pacdPHUpOBaHHbLIX YyrneBoAoOB

B Hacrostiee BpeMst BeLyTcsl MOCTOSHHbIE TUCKYCCHU OTHOCHTEIBHO JI0-
IIyCTUMBIX KOJIMYECTB PaMHUPOBAHHBIX YIJIEBOJIOB B COCTABE PA3IMYHBIX JIH-
eT. B mocnenHne roapl yCTaHOBJIEHO, UTO MPOCTHIE caxapa, TJIaBHBIM 00pa3oM
caxapo3a, HOBHHHBI B BO3HUKHOBEHUH MHOTHX 3a00JIEBaHUN — OT pa3pymeHns
3yOOB 710 CEpACYHO-COCYANCTON IMaTONOTHH M auabera. B cimydae 3abomnera-
HUI 3y0OB JaHHOE YTBEp)KAEHHE HE ocmapuBaeTcsa. B ciydae ke cepruedHo-
COCYIMCTHIX 3a00eBaHmid U 1uadeTa 3Ta 3aBUCHMOCTS SIBIISIETCS Oolee mosie-
MHUYHOIL.

OueBuzieH (akT, 9YTO OONBIION U30BITOK YTIEBOIOB B AWETE MIPEBPAIIACT-
Cs B MEYCHHM B TPHALMITIMIEPOIBI, KOTOPHIE TPAHCIIOPTUPYIOTCS JIUIIOIPO-
Tenmamu odueHb BbicokoM miotHocTd (VLDL) u 3amacarorcs B amurmo3HOi
TKaHH. Jlorn4Ho mpennonarate, YTO MPOCTHIE OYMIIEHHBIE caxapa, KOTOpbIe
BCaChIBAIOTCSI U META0OMM3UPYIOTCS OY€Hb OBICTPO, MOTYT BBI3BIBATH yBEINIH-
YeHHE KOJIMYECTBA TPUALWITIIUIEPOIOB B OONBIIEH CTENEHH, YeM CIIOXHBIC
yrieBobl. OOcneioBaHe JOOPOBOJIBIIEB, B IMETE KOTOPHIX Kpaxmall 3aMeHsI-
JIM HAa U30KATOPUIHHOE KOJIMIECTBO MPOCTHIX CaXxapoB, ICHCTBUTEIHHO TOKa3a-
JIO TPAaH3UTOPHOE yBEIMYEHWE YPOBHS TpHarmirinieposoB. OmHako B pe-
3yJabTaTe YHOTPEOJICHHUS TaKOW NHUINM B TEYEHHE 2—3 MECSIEB IPOUCXOINT
ajanTanyst K JaHHOW JUeTe W ypOBEHb TPUALMIITIIHIIEPOJIOB BO3BPALIACTCS K
HopMme. Takum o6pa3oM, B OONBIIMHCTBE CIy4aeB HE MMEETCS NPSIMBIX TOKa-
3aTEeNILCTB TOTO, YTO JUINTENHHOE YITOTPEOJICHNE B WY OYHIICHHBIX IPOCTHIX
caxapoB JICHCTBUTEIHLHO BBI3BIBAET CTOMKOE YBEINNUYEHHUE YPOBHS TPHALMIIIIN-
L[EpOJIOB B CBIBOPOTKE KpoBH [38].

Cutyanyst B OTHOLICHHH <HHAYIUPYIOIIET0» NEHCTBHS BBICOKOTO CO-
Jep)KaHus B NHIIe padMHUPOBAHHBIX YIIIEBOJIOB Ha BOSHHUKHOBEHHE IUadeTa,
BEpOSATHO, eIlle MeHee SACHA. B TO BpeMs Kak OrpaHUuCHUE yIOTpeOIICHHUs po-
CTBIX YIJIEBOJIOB YacTO SBISETCS HEOOXOMUMOW MEpOi I NalMeHTOB, KOTO-
pBIe YK€ CTPaJaroT OT AuadeTa, HeT MPSIMBIX CBHACTEIBCTB TOTO, YTO U30BITOK
padUHUPOBAHHBIX MPOCTHIX YITICBOJIOB B JAUETE MOXET CHPOBOLMPOBATH JHA-
Ger.

[TpoBeneHHbIC HENABHO MCCIICIOBAaHMS IIOKAa3aJIH, YTO HE CYIIECTBYET Ka-
KOU-TN00 ONpeeeHHON KOPPEIILIMI MEXAY THIIOM YHOTPEOIIEeMbIX YIJICBO-
JIOB ¥ YPOBHEM TITIOKO3BI B CHIBOPOTKE KpoBH. Hampumep, yrmorpebiieane Mo-
PO’KEHOTO BBI3BIBACT HAMHOI'O MEHBINIEE YBEIHUCHHE COICPIKAHUS TIFOKO3BI B
KpOBH, 4eM KapTodens mmm xiebda n3 Myku rpydoro momona. C npyroi cro-
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POHBI, HEKOTOPHIE COCTABIISIONINE MTUIIN — OCJKH, KUPBI ¥ BOJIOPACTBOPUMAS
KJIETYaTKa OKa3bIBAIOT OOJbIICE BIMSHHAEC HA YPOBEHb IUIIOKO3BI B KPOBOTOKE,
4yeM JIr000i BT yrioTpedisieMbIx yrieBonos. [Tuima, GoraTast mpocTeIMU caxa-
pamH, 9acTo COIEPXKHT TaKkKe OOJNBIIOE KOJINYECTBO )KUPOB U IIO3TOMY HMEET
OUYCHBb BBICOKYIO KAIOPUYECKYIO MIOMHOCMb, YTO OKa3bIBACT CYIIECTBEHHOE
BJIMSHHUE HA TIPOLIECC MEeNIonpoOyKyuu 1 MOXKET CTaTh NPUIUHON odcupeHus.
B cBoto ouepeny oxupeHne ACHCTBUTEIBHO UMEET NPSIMOE OTHOIICHUE K cep-
JIEYHO-COCYJUCTON TMarojoruu U anabdery. OnucaHHbIE BBIIE B3aMMOOTHOIIE-
HUSI MOTYT OOBSICHSTH JaHHBIE SIHUAEMHOIOIMYECKAX HCCIIECIOBAaHNH, CBS3bI-
BAIOMINX YBEJIMYEHHUE YaCTOTHI CEP/I€IHO-COCYANCTHIX 3a00IeBanui U 1ruadera
C POCTOM ITOTPEOIICHUS TPOCTHIX CaxapoB.

OcCHOBBIBasich Ha COBPEMEHHBIX IpeCcTaBIeHIsIX 00 addekrax kimerdar-
Ki Ha OOMEH BEIIECTB y YeJI0BEKa, OONBITMHCTBO PEKOMEHIAIINH TUETOIOTOB
CBOIMTCS K PEKJIAMHPOBAHUIO YBEIMYCHHUS YIOTPEOICHHS BOJIOKHHUCTOW IH-
. OmHAaKoO BCIEICTBHE JOCTATOYHO CHIIBHOTO BIIMSIHUSI KJIETYATKH HA CKO-
POCTh BCacBHIBaHMS ITUTATENBHBIX BEIIECTB HEIEIECOOOPa3HO YIOTPeOIATh
MIPOJIYKTH C BBICOKUM COZIEP>KaHWEM BOJIOKHHCTBIX COEIMHEHHH B Upe3Mep-
HBIX KOJIM4ecTBax. [10 TaHHBIM CIIEIMAIMCTOB KOJIMYECTBO KIIETYATKH B IIPO-
JTyKTax, YIOTpeOIsieMbIX €XEeCyTOYHO, COCTaBIsIeT B cpenHeM 14-15r.

BwMecre ¢ TeM GONBIIMHCTBO IHUETOJIOTOB CKIOHSETCS K TOMY, YTO KOJH-
YECTBO MUIIEBOM KJIETIATKH JOJDKHO cocTaBisiTh He MeHee 30 r B cytku. Ilo-
CKOJIbKY K HACTOSIIIEMY BPEMEHH CTAJI0 U3BECTHO, UYTO PA3JIMYHbIC BUABI KIET-
YaTKH OTIIMYAIOTCS pasHooOpasneM 3(QexkToB Ha (QYHKIMIO MUIIEBAPUTENb-
HOH CHCTEMBI YelIOBEKa, CyMMapHOE KOJIMYECTBO BOJOKHHCTBIX BEIECTB, pe-
KOMEH/IyeMOe K YIOTpPeONeHHI0, OJDKHO COCTOSTh M3 KJIETYATKH, KOTOopas
BXOJIUT B COCTaB Pa3HOOOPA3HBIX MPOAYKTOB MHUTAHMSA. DTO O3HAYAET, YTO B
pamyoH CleayeT BKII0YaTh HEOOX0ANMOE KOJIMYECTBO CBEXHUX (PPyKTOB, OBO-
IeH, a Tarke Hanbosee MOMyJISIpHbIE XJI€OHbBIE TPOAYKTHI, COAEPKAIIHE LIEN-
JIFOJIO3Y Y TEMHLIEIUTIONO3HI.

I'IepeBapMBaHMe 1 BCcacbiBaHue yrrnesonoB

VTIIeBO/IBI, BXOSIIHME B COCTAB IHIIM, 00SCIICUYHBAIOT IIOKPBITHE OCHOB-
HBIX IOTpeOHOCTel opraHu3Ma B Merabonmdeckoi sHepruu. C TOUKH 3peHHs
NHIIEBON [EHHOCTH (@ PAaBHO M CTPYKTYPHBIX OCOOCHHOCTEH) CIIeMyeT pasiu-
9aTh MOHO-, JU- W MOJNHcaxapuabl. MOHOCAXapuabl HE TOIBEPraloTCsI THAPO-
JIMTUYECKOMY PACIICIUICHUIO U BCACHIBAIOTCS B TOHKOM KHINCYHUKE B HEU3-
MEHHOM Buze. Jlucaxapuapl pacICIUITIOTCS O JSHCTBUEM CIelu(DHIECKUX
(epMEHTOB, JIOKAIN30BAHHBIX B AMMMKAIBHON YaCTH IUIa3MaTHYECKOi MeMOpa-
HBI SHTEPOLMTOB B TOHKOM KHILEYHHKE. B CBOIO ouepesp paciueruieHue moiu-
CaxapH/IOB 3aBHCHT OT JCHCTBHS aMUJIOIUTHIECKUX (PEPMEHTOB, [JIABHBIM 00-
Pa30oM [AHKPEATUICCKHUX aMILIa3.

OCHOBHBIM YITICBOJHBIM KOMITOHCHTOM IIMIIM SIBISICTCS TIONHCAaXapHi
PaCTUTEILHOTO MPOUCXOKIACHUS — KPAXMAL, MOJEKYIbl KOTOPOrO HMEIOT
cpenntoro Monekysipayio mMaccy 100 000 Jla. Kpaxman mnpencraBisier co0oi
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CMECh MOJIEKYJ ABYX THIOB. YacTb MOJIEKYN JaHHOI'O MOJIHcaxapujaa, Hasbl-
BaeMBIX aMUIO30U, SIBISIFOTCS JIMHEHHBIMU ITOJIMMEPAaMH, COCTOSIIMMH U3 OC-
TaTKOB TJFOKO3bI COETMHEHHBIX a-1,4-TTMKO3UAHBIME CBs3IMU. J{pyrast ppax-
sl Kpaxmaia — aMuwlonekmuH — TPEeICTaBIIsIeT cO00H pa3BeTBICHHBIN MOJH-
Mep, COCTOSIIIMI M3 OCTATKOB IJIFOKO3bI, COSAMHEHHBIX a-1,4-TIMKO3UIHBIMA
CBS3SMHM; B TOYKAax BETBJICHHWS OCTATKH TJIIOKO3bI COeAWHEHHl a-1,6-
TJIMKO3UTHON CBSA3bI0. JIIsl aMHMJIONEKTHHA XapaKTepPHO AOCTATOYHO MOCTOSH-
HOE COOTHoIeHue yncna a-1,4- u a-1,6-csaseit B monekyse, pasaoe 20 : 1.

JlpyruM BaXHEHIIMM IHIIEBBIM YIJICBOJOM SIBIISETCS >KUBOTHBIA ITOJIH-
caxapujl e1uKo2eH, HAOMHUHAIOIIMK 10 CTPOCHUIO MOJIEKYJIbl aMHJIONECKTHHA,
HO OTJIMYAOILIHICS Tropasio Oojiee BHICOKOW CTerneHbio BeTBiieHus. Hanbonee
CYIIECTBEHHbIE XapaKTEPUCTUKH OCHOBHBIX IHIIEBHIX YIJIIEBOAOB IPHUBEICHBI
B Tabim. 6.2.

Tabnuya 6.2. OcHosHble XapaKkmepucmuk NUWEsbIX yene60006

Hasanue OcHoBHOI A CrpykTypa
yriesoja HCTOYHHK TPYKTYP
CH,0H
a-Glc (1® 4),Glc
AMHTJ;(;HeK- Iiaim@iib;(igg’ C pa3BeTBICHHEM -0 O-CH;
YIypysa, a-Glc (1® 6) Glc O
- o
CH,0H CH,OH
Awmmnioza Kaprogea, puc, a-Glc (1® 4),Glc
KyKypy3a, xi1eb O o o
CrooBslii caxap, CH,0H CH%OH OH
Caxapo3sa Ppa3IYHbIE BUBI a-Glc (1® 2) b- Fru
zecepra e CH,0H
CH,0H CH,0H
Tperanoza Monoznsie rpu6sI a-Glc (1® 1) a-Glc o
iy CH,0H CH,0H
JlakTo3a OIIOKO, MOJOHHHIC b-Gal (1® 4) a-Glc o
[POIYKTHI
CH,OH
Dpykrosa DpyKTHI, M Fru (Monocaxapu) SN
CH,OH
® CH,OH
Imoko3a PYKTBL, MCTL, Glc (momocaxapwu)
BHHOTPaJ
CH,0H
Papdunosza bo6ossie a-G(T ®(l§ s_)F?L-JGIC 0-CH, CH(Q)OH oH
e CH,0H

Pacmieruienne kpaxmaina ¥ 9K30T€HHOTO TJIMKOI'€Ha HAYWHAETCS B POTO-
BOM TIOJIOCTH IO ACHCTBUEM 9HOOCAXApUOA3bl CEKpETa CIIOHHBIX XKeJe3, Ha-
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3pIBaEMOH a-amuia3oi. JlaHHbIH (hepMEHT He TOJIBKO NMPHUCYTCTBYET B CIIIOHE,
HO TaKXe MPOIyLUPYETCS CeKPETOPHBIMU KIIETKAaMH TO/DKEIYA0YHOH KETIe3Hl.
O heKTHBHOCTD NEHCTBHS A-aMMIa3bl CYIIECTBEHHO BO3pacTaeT IOCIe THJ-
paTupoBaHUs KpaxMayia B pe3yJbTaTe TEPMHUUYECKOH 00paboTku. a-AMmiasa,
TIPEACTaBIIAS COOOH 3HI0Caxapuia3y, HPOSBISET ClICHU(UIHOCT IO OTHOIIE-
HUIO K BHYTpeHHUM a-1,4-cBs3siM. ['miaponuruueckoe aercTBue 3T0ro (hep-
MEHTa He pacrpocTpaHsercs Ha a-1,6-cBs3u u Ha a-1,4—cBs3u, 00pa30BaHHBIC
OCTaTKaMH TIIFOKO3bI, KOTOPBIE CIyXKaT Toukamu BeTeieHus (puc. 6. 1).

o (1 4)

' w(1+5)

' ' '

W

o - AEKGTPHH Mnwakaza

e Wel

hanetoza

Puc. 6.1. Pacwennenue amuionekmuna noo Oeticmeuem a-amuiasvl CIOHHbIX U NOO-
JHCeYOOUHOU Jcene3

[Mankpeatnyeckas U30(popMa a-aMUIIa3bl CEKPETHPYETCS B KOJIHYECTBE,
3HAYUTENBHO PEBOCXOAIIEM HEOOX0AMMOE TSl PacIICIUICHUS KpaxMala, U ¢
MHULICBAPUTEIBHON TOUKH 3peHUsI Ooliee Ba)KHA, YeM a-aMiia3a CItoHBbIL. [Ipo-
IYKTaMU JISUCTBHS MAHKPEATUYCCKON a-aMUIa3bl SBILIIOTCS [JIaBHBIM 00pa-
30oM MasbTo3a [a-Glc (1® 4) a-Glc], rpucaxapun mansrotprosa [a-Glc (1® 4)
a-Glc (1® 4) a-Glc] u tak Ha3bpIBacMBIC A-02PAHUYECHHbIE OECPUHbL, CO-
CTOSILIKE B CPEIHEM U3 BOCBMH OCTATKOB [NTFOKO3bI C OJHOW MM HECKOIBKUMHU
a-1,6-csa3smu. OKOHYATEIBHBIH THAPOIH3 JH- M OJUTOCaxapHIoB 1O MOHO-
caxapHJIOB OCYLICCTBISICTCS MOBEPXHOCTHBIMU (hPEPMEHTAMH DIUTEIHATBHBIX
KJIETOK TOHKOr0 Kuieynuka (puc. 6.1).

BoJIBIIMHCTBO TOBEPXHOCTHBIX OJNIMTOCaxapuia3 MPeACTaBISIOT cO0O0i
9K30¢hepmeHmpl, KOTOPhIC OTIICIUIIOT 10 OHOMY MOHOCAXapUIHOMY OCTAaTKy
C HepeIyLHMpPYIOUIEro KOHIA THAPOJIM3YEMOTo OJNUrocaxapuia. XapakTepH-
CTHKa OCHOBHBIX OJIUTOCaxapHja3 SHTEPOLUTOB NpHBeAcHA B TabI. 6.3.

Kak yxe yka3blBaloch, KOJMYECTBO IMHUINECBAPUTEIBHBIX (EPMEHTOB B
HOpME CYIIECTBEHHO MPEBBINIACT KOJIMYECTBO CYOCTpaTa, MOMISKALIETO THI-
POJIUTHYECKOMY PACIICIUICHHIO. JJaHHOE MOJOKEHHE CIPABEMINBO TAKXKE IO
OTHOLICHHIO K a-TIIOKO3WAa3aM, KOTOphIe OTBETCTBEHHBI 3a pacLICIUICHHE
Kpaxmaia 10 CBOOOIHOH Tr0K03bl. B GoipmioM n30bITKE K OTpebsemMoii ca-
Xapo3e NMPUCYTCTBYET B TOHKOM KHIIECYHUKE W caxapasa. OIHAKo B psae CiIy-
YaeB y OTACNBHBIX JIFOJCH MOXET UMETh MecTO NeuuuT (epMeHTa JIaKTa3bl
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(b-ranakTo3unasel), OTBETCTBEHHO!N 3a THIPOJUTHUYECKOE PACIICIUICHHE OC-
HOBHOT'O YIJIE€BOAAa MOJIOKAa — JAKTO3bl. [I0 mocieqHuM NaHHBIM OTCYTCTBHE
wm 1edeKkTsl MHTECTHHAIBHBIX AUCcaxapHua3 OTHOCHTEIBFHO YacTO BCTpeda-
10Tcs y Jrofei. 1o pa3HpIM NpUYMHAM WHOTAA MOKEeT HabmiomaTees aeduut
HE OHOMH, a cpa3y HECKOJIBKHUX Aucaxapunaas. K TakuM npudunHaMm OTHOCSTCS B
MIEpBYIO OYepelb TeHEeTHYeCKUe Ae(eKThl, BO3pacCTHBIC (PU3HOJIOTNIECKUE OT-
KJIOHEHUs], a TAaKXKe MOCIEICTBHS IIOBPEXKICHUH CIIM3UCTON 000JI0UYKH TOHKOTO
kumredHuka. Cpesy BceX M3BECTHBIX AMcaxapuaa3 HMEHHO JaKTa3a OTJIMYacT-
cs1 HanboJiee YacThIM JINOO MOJTHBIM, JTN00 YaCTHYHBIM OTCYTCTBHEM B IUIa3Ma-
THYECKUX MEMOpaHax SMUTETHAIbHBIX KIETOK TOHKOTO KumedHuka. OTcyTCT-
BHE JAHHOTO (pepMEHTa MPUBOAUT K HAPYIICHHUIO YCBOCHHMS JIAKTO3BI, M3BECT-
HOMY KaK UHMOAEPAHMHOCHb K MOJIOKY U MHO2UM MOJOYHBIM NPOOYKMAM.

Tabnuya 6.3. Ju- u onucocaxapudasvl JIOMUHATBHOU NOBEPXHOCIU NAA3SMAMUYECKUX
MembpaH sHmepoyumos

Pacmeruisiemast IIpuponnsrit IIponyxr
Ha3sBaHue (epmenTa III pHpon pony
CBsI3b cyberpat peaKuuu
Dk30 — 1,4-a-rimoko3ugasza
' 4 a-(1® 4) rmokoza Awmmnoza Imoko3a
(TIroKOaMuTa3a)
Omnuro — 1,6-a-rimoko3uiasa M3omanbroza
' n a-(1® 6) riroko3a ' I'moxo3za
(u30MasbTAa3a) a-JeKCTpHH
MainbTo3a
I'moxo3uiasa (Manbrasa) a-(1® 4) riroko3a ’ I'moko3a
MaJIbTOTPHO3a
Caxapo3o-a-TimoKo3ujgas3a I'moko3a,
a-TIoKo3a Caxapo3sa

(caxapaza) ($pykTo3a
a,a-Tperana3za a-(1® 1) rimokosza Tperanosza I'moko3a
T'mroko3a,

b-I'moxo3nnasa b-rioxo3za I'moko3unmepaMu
Lepamu
I'moko3a
b-T'anakrosnnasa b-ramakrosa JlakTo3a '
rajakro3a

OOGBIYHBIMH  CIIECTBHAMHU HECIIOCOOHOCTH OpraHu3Ma THIPOIH30BAaTh
JIAKTO3Y SBISIOTCS, BO-TIEPBBIX, HECIIOCOOHOCTh YCBAWBATH JIAKTO3y H, BO-
BTOPBIX, aKTUBHOE Y4aCTHE KUIIECYHOM (PIIOPBI B YTHIN3AMUK 3TOTO MOJIIOYHO-
ro caxapa. Ydacrue OakTepHalbHbIX (DEPMEHTOB B COPa)KMBAHWH JIAKTO3BI
OPHUBOAUT K aKTHBH3ALHMH [IPOIECCOB 00pa30BaHUsI Ta30B, YTO COMPOBOXKIACT-
Csl BOBHMKHOBEHHMEM HETPHSATHBIX OIIYIICHHH B3yTHs KuiieuyHunka. Kpome
TOrO, B Pe3yJbTAaTe PACIICIUICHHS JIAKTO3bI C yIacTHEM OaKTepHAIbHBIX (ep-
MEHTOB 00pa3yroTCsi OCMOTHYCCKH aKTHBHBIE COSIMHEHHs, 00EeCICUHBAOIINE
O0WIIbHOE TIOCTYIUICHHE BOABI B IOJOCTh KUIIEYHHKA, COIMPOBONKIAOIICECS
Japeei.

HHTepecHOll 0COOEHHOCTBIO TAKOTO 3aMEYaTebHOTO MOJIOYHOTO IIPO-
IyKTa, Kak «Ooirapckasi MPOCTOKBAIIA» — HOTYPT, SIBISCTCS MPAKTHICCKH
MOJHOE OTCYTCTBHE JIAKTO3BI, KOTOPAs TUAPOJIU3YETCS COOTBETCTBYOIIMMU
mTaMMaMi MOJIOYHOKHCIBIX Gakrepuii (Lactobacillus bulgaricus, Lactobacil-
lusjogurty u Lactococcus lactis) B mpomecce dpepmenTarmu. 1o 3T0i pudnHe
HOTYPT PEKOMEHIYIOT TeM MallMeHTaM, KOTOPbIE CTPaaloT JAKTO3HOW MHTO-
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JepaHTHOCTHI0. Hanbosee [eHHbIME ¢ 9TOW TOYKH 3PEHUS SIBJISIOTCS pa3iiny-
HbIe BUIBI HOTYpTa, CONEPIKAIIETO JKUBbIC KyIbTyphl. KpoMe Toro, B mocien-
Hee BpeMst ObUIM pa3paboranbl 3G(EeKTUBHBIE METOABI OYKCTKH D-ramakro-
3Ua3bl 0 TOMOI€HHOTO COCTOSIHHSI, 1 KOMMEPUYECKUE TIPeraparsl 3Toro gep-
MEHTa HCIONB3YIOTCS ISl MPEABAPUTEIIBHON 0OpabOTKH MOJOKAa U IPYrHX
MOJIOYHBIX TIPOJYKTOB, PEKOMEHIOBAHHBIX IIOASM C HHTOJICPAHTHOCTHIO K
Moutoky [39].

Bosnbiyio rpyriny NpUPOAHBIX OJUTOCAXAPHIOB COCTABILIFOT OJUTOCaxa-
PHBL KEHCKOTO0 MOJIOKA, KOTOPhIE WIPAlOT BAXKHYIO POJIb B (POPMHPOBAHUM
KHUIIEYHOH (PIIOPHI HOBOPOXKACHHBIX, HEOOXOIMMOMN Ul HOPMAJIbHOTO IIHIIE-
BapeHUs B MOCTHATANBHBIN mepro. OHM CIIOCOOCTBYIOT Pa3BUTHIO B IHIICBA-
puTensHOM TpakTe Mukpoopranuszma Lactobacillus bifidus, pacmerwisioniero
OCHOBHOI OJIUTOCaXapul JKEHCKOT0 MOJIOKA — JTaKTO3y (UL IpHMepa: B OHOM
JIMTPE JKEHCKOTO MOJIOKA COMEP:KHUTCS OKoso 70 T JaKkTo3bl) ¢ 00pa3oBaHHEM
MOJIOYHOM U YKCYCHOM KHCJIOT, KOTOPbIE HPEISITCTBYIOT PAa3MHOKCHHIO TTATO-
TE€HHBIX OaKTepHii, B YaCTHOCTH THU(O3HOM Mamouku. B cocraB 3Tux onuroca-
xapunoB BxomaT D-rmiokoza, D-ramakrosza, L-dykoza wu N-amermn-
[JIFOKO3aMHH, a XapaKTePHbIM 0a30BbIM CTPYKTYPHBIM 3JIEMEHTOM TaKUX OJH-
rOCaxapu/IoB SIBIICTCS. OCTATOK JIaKTo3bl. OIHIM U3 HanOoJee KPYITHBIX ONH-
rocaxapu/IoB KEHCKOro MOJIOKa siBJIsieTcst 1akTo-N-(yKomnenTaosa:

0 CH,0H
CH,O0H CH.0H
O CH,0H
O 0
II‘TH
=0
CH;

[a-L-Fuc-(1® 2)-b-D-Gal-(1® 3)-b-D-GlcNAc-b-D-Gal-(1® 4)-D-GId]

MOHOCﬁX&pI/IHH, 06pa3yr0mneca B PE3yJIbTaTC T'UAPOJIUTUYCCKOIO pac-
MCIUVICHUA MOJIH-, OJIMIO- WIN JUCAXapUuAO0B, BCACBIBAIOTCSA SHTCPOLHUTAMU
TOHKOI'O KHIIIeuHHKa. Ha puc. 6.2 MpUBCJICHA CXEMa, WIIIOCTPUPYIOLIas 1Ipo-
LECC paCUICIVICHUA U MOCICAYIOMICTO BCACBIBAHUS MOHOCAXApHUOB.

I[I/I-, OJIMIO- WA MNOJHUCaxapuabl, KOTOpbIC HE THIAPOJIM3YIOTCS a-
aMUIIa30¥ u/uau MOBCPXHOCTHBIMH MHTCCTUHAJIbHBIMU (bepMCHTaMI/I, JIMIICHBI
CIIOCOOHOCTHU BCAChIBAThCA. HOBTOMY 9T HCPACHICIUISICMBbIC (bpaKHI/II/I YIJICBO-
JA0B B HCU3MCHHOM BHJIC NOCTHUI'alOT HMXKHUX OTACIIOB KHUIICYHHKA, COACPIKA-
MUX KAMICYHYIO (1)J'I0py. BaKTepI/II/I, HaCCIIAIOIINEC ,HaHHLIfI OTACI KCITYJOYHO-
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KHIIEYHOTO TPAKTa, YTHIM3UPYIOT OOJBIIYIO YaCTh HEPACUICIUIIEMBIX YIJICBO-
JIoB Onarojaps HaJW4HIO Topa3fo Oosee pasHOOOpa3HOro, 4eM y 4erloBeKa,
Habopa (epMEHTOB, CIOCOOHBIX THAPOIN30BATh CTPYKTYPHO pa3iIH4HbIEC YT-
neBosil. MoHOcaxapuasl, oOpa3oBaHHBIC IO/ ACHCTBHEM OaKTepHalIbHBIX
(hepMeHTOB, KaK MPABUIIO, UCHOJIB3YIOTCSI CAMUMHU OaKTEPHUSIMH U B PE3yJIbTaTe
aHad’pOOHOr0 PaCIIETUICHUsI PEBPAILAIOTCS B KOPOMKOYENOUEUHbIEe HCUPHDLE
KUCTIOMbl, MONEKYNAPHBIL 8000PO0, MeMan N 08VOKUCH yenepood. Y Ka3aHHbIC
COEIMHEHUS] MOTYT WHULIMMPOBATH CEKPELHIO XKHUIKOCTH B ITOJIOCTh KUIICYHHU-
Ka, Cra3Mbl KUIIEYHNKA, B3JyTHE KUIICYHUKA BCIICJCTBUC MOBBIIICHUS BHYT-
PHITOJIOCTHOTO OCMOTHYECKOTO JABJICHHS, a B PAAE CIydaeB — HEMOCPENICT-
BEHHBIC TIOBPEXICHUSI CITU3UCTOH 000IOUKH.

ITonocTe JIro MMHANMEHAA DOBEPEHOCTE Sureporpr  Kaminmap

+ +
Jaxrosa LR [anaxTosa p— 1a
- lamakTo3a
R vt R I W S — [
EY- LML I F-ERRG ISR B
Kpazman ————— = Mametotprosa p — """ TmoK03a I'moxoza
ee-J eKCTPHE
Caxaposa caxdpaid dpyrToza—@ - b~ PpyrToza

Puc. 6.2. Ilepesapusanue u scacviganue y2ne600os [ 20]

Xopoto u3BecTHH HanbOJee XapaKTEPHBIC MOCICICTBUS YIIOTPEOICHUS
B MMUIIY OONBININX KOJIHYECCTB OOOOBBIX, TAKHX KaK COOCTBEHHO 000BI, TOPOX,
(daconp 1 cos. DTU TPOIYKTHl IMUTAHUS COMEPKAT HEOOBIYHBIC OJUTOCaXapH-
ITbI, KOTOPEIE HE THAPONHU3YIOTCS (hepMEHTAMH MMUIICBAPUTEIHHOIO TPAKTA de-
moBeka. K TakuM HEOOBIYHBIM OJMTOCaXapHIaM OTHOCIT MOIU(MHUIIMPOBAHHYTO
caxapo3y, K KOTOpO¥ MpHUCOSIMHEHBI OIMH WM HECKOJIBKO OCTATKOB TalaKTo-
3b1. XapaKTepHOW OCOOCHHOCTBIO OJMTOCAXapHUIOB JTAHHOTO CEMEHCTBA SBIIS-
€Tci TO, YTO OCTaTKH TaJaKTO3hl O0pa3yloT TJHMKO3WIHBIC CBS3M B a-
KOH(UTypamnuu, ¥ 3TH CBSI3U MOTYT OBITH PACIICIUICHBI TONBKO C YIaCTHEM
OakTepuanbHEIX (pepMeHTOB. [TpocTelmmM oIurocaxapuaoM 3TOTO ceMelcTBa
SIBIIICTCS YK€ YIOMUHABINASCS pagdhunosa:

CH,0H

0-CH, CH,0H
o OH
0 CH,O0H

[a-Ga (1® 6) a-CGlc (1® 2) b-Fru]
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[Toutn Tak ke MHUPOKO, Kak caxaposa u padHuUHO3a, B MPOLYKTaX PACTH-
TENBHOIO MPOMCXOXKACHUS PACIpPOCTPAHEH €IIe OJUH OJUIr0CaXapuin — cma-
Xuo3a, pacilierieHle KOTOPOro 3aBUCHUT OT JESTeIbHOCTH KHIIEYHOH (IIOpHI:

CH,0H
0-CH,

0-CH, CH,0H
0. OH
o CH,0H

[a-Gal (1® 6) a-Gal (1® 6) a-Glc (1® 2) b-Fru]

Mosonpie rpuObl YacTO CONEPXKAT JOBOJBHO OOJIBIIME KOJIMYECTBA He-
ob6braHOro aucaxapuaa (cm. tabn. 6.2) — tperanossl [a-Glc (1® 1) a-Glc],
pacIIeIUIEHHe KOTOPOTO TAKKe OOECIeUnBAETCS TOJBKO CHEU(PHUIECKAM
(epMEHTOM KHUIIEUHBIX OAKTEpHil — mpe2and3ou.

BcacbiBaHue MoHOoCcaxapuaoB

B mporiecce mepeBapuBaHUs MU MOHOMEPHEIC 3BEHBS OHOIIOIMMEPOB
(MoHOCaxapubl, CBOOOIHBIE aMHHOKHMCIIOTEI) BCACBHIBAIOTCS Yepe3 SIHTENH-
aJBHBIC KIICTKU KUIICYHUKA NPOmus padueHma KoHyeHmpayuu. VICTOIHIKOM
SHEPTHH, HEOOXOIUMOH IS TAKOTO «aKTUBHOTO» TPAHCIIOPTA, CIIY)KUT HE XU-
MudecKas SHeprus ruaponusa ATP, a KOHIEHTPAIMOHHBINA TpaaueHT (Min
SIIEKTPOXUMHUYECKHUIA TTOTEHIIHA) HOHOB Na', cozmarouuiicss Ha aNUKAIBHOI
CTOpOHE TIa3MaTHIECKOW MeMOpaHsbL. [IprMepoM Takoro TpaHCIOPTa CIYKHUT
MIEPEHOC TIIIOKO3bI, KOTOPBIM HEMOCPEACTBEHHO 3aBHCUT OT DJIEKTPOXUMHUYE-
CKOT'0 rpaJiIu€HTa NOHOB Na' u Tonpko xocBerHO — or ATP.

B ycioBusx in Vivo mimoko3a (M CTpyKTYpPHO POJACTBEHHBIE MOHOCAXapH-
JI6I) BCACHIBAETCS M3 TMONIOCTH KHIIEYHHWKA B KPOBBH 4epe3 SIUTENUM TPOTHB
TpaJfieHTa KOHIICHTPAIUH. JTOT HAIIPABICHHBIA TIEPEHOC SBISCTCS Pe3yibTa-
TOM COYETAHHUS HECKOIBKUAX OTMEIBHBIX MEMOPaHHBIX ITPOIIECCOB!

ATP-3aBucumoro nepeHoca Na“ 3a TpeeNbl KIETKHA, YTO CITYXKHT
MIPUYMHON BO3HUKHOBEHUS 3JIEKTPOXUMHUICCKOT'0 HATPUEBOTO IMOTCHITHANIA,

MPUCYTCTBUS NBYX Pa3HBIX TPAHCIOPTHBIX CHCTEM JJIS TIIOKO3BI B
aIMKATEHON 1 0a3aIbHON YaCTAX IIa3MaTHIeCKOW MeMOpaHbI SHTEPOIUTOB,;

COTIPSDKEHHOTO TPaHCIIOpTa Na“ u rmokossl yepe3 anuKalbHYK CTO-
pony mem6pasusr (puc. 6.3).

OcHOBHAs 9aCTh MOHOCAXapHIOB, 00Pa3yIOIINXCS B pPe3yiabTaTe IMepeBa-
pUBaHUS TIONHA- W OIUTOCAXapWAOB, IPEICTAaBICHa B TEPBYIO OYepeldb
D-rroko3o#, 3atem D-ramakrosoit u D-dpykrozoii. BeacsiBanue 3tux u apy-
rux (MHHOPHBIX) MOHOCAXapH/IOB MPEICTaBIISET COOOM MPOIIECC, 3aBUCSIIHIA
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0T (pyHKIIMOHUPOBAHUS CIIELU(PUIECKUX [TEPEHOCUUKOB, KOTOPHIE XapaKTepH-
3yIOTCSl TAKMMH OCOOCHHOCTSIMM, KaK cyOCTpaTHasi Cenu(pHUIHOCTh, CTEpeo-
cnenuduIHOCTh, KWHETHKA HACBIIICHHUSI M OTHOLIEHHE K CIIelN(UYECKUM HH-
rHOUTOpaM.

MpoceeT
KM WEHHMKS L J Fanmnnap
=
TpyrToIa { ™ Dpykrosa

Imokoza
mwkoza

+

Na

Ha Ha Ha

CHEMA IMMTENMANEHOM BCACkIEaHMA
FHEDEE!

+
Puc. 6.3. Mooens Na*-3asucumozo eécacvisanus amokosvt u Na' -nesasucumozo écacwi-
8AHUSL PPYKIMO3bI INUMENUATLHBLMU KILeMKAMU MOHKo20 kuueunuka [ 20]

B nacrosiee Bpemst W3BECTHBI, 110 KpalHEH Mepe, JiBa THIIA [IEPEeHOCUH-
KOB MOHOCAaXapH/I0B, KOTOPbIE KAMAIUZUPYIOM NOCMYNJIEHUE IMUX YeNe60008
U3 NONOCMU KUWEUHUKA 8 IHMepoyumol. ITO, BO-TIEPBBIX, IIEPEHOCUUK, CO-
CTOSIIIMI U3 TETPaMepOB C MOJIEKYJISIpHOH Maccoi okorno 75 000 [la Ha cyObe-
JIMHUILY, KOTOPBIH 0OecrieunBaeT COBMECTHBIH aKTUBHBIN TPaHCIIOPT MOHOCA-
xapu108 ¥ noHoB Na'. JlanHblif mepeHOCUHK, OTBETCTBEHHBIH 3a TpaHcnopt D-
TIIOKO36I M D-ramakTossl, criennpuyeckn HICHTUQHUIPYETCS HHIHOUTOPOM
dropusunoM. Bo-BTophiX, 370 Na'-He3aBHCHMBIH MepeHOCUYHK, OGecredn-
Baromui TpaHcropT D-¢pykTo3s! o npuHOHIMy obaerdeHHol quddy3nu.

OH
HO OH
G+
CH,
I
(? o]
D-rimoKosa-p
Propmsm

{thmoperiH- I-B-rmokosm)

I/ITaK, aluKaJibHasi CTOpOHa IUIa3MaTHICCKOM MeM6paHLI OHTCPOLUTOB
COACPIKUT TPAHCIIOPTHYIO CUCTEMY, KOTOpas CHOCO6CTBy€T TECHO CBA3aHHOMY
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neperocy Na“ u D-Toko3bl M CTPYKTYPHO TMOXOXMX YIJIEBOJIOB B KIETKY.
JlaHHas TpaHCTOPTHAst cMcTeMa oOecreuMBaeT IepeHoc Timokosbl 1 Na' B
o0onX HampaBICHUSX B paBHOW creneHn s¢ddexTrBHO. OnHAKO BCIEICTBHE
Gosiee BHICOKOH KOHIEHTpaluu HOoHOB Na' B MOTOCTH KMIIEYHHMKA M OTpHIIA-
TeJILHOrO MoTeHMana B kietke (-60 MV) coBmecTHsIif nepenoc Na'™ u rioko-
3bI IPOMCXOUT B HAIPABJICHUH MOJIOCTh — KJIETKa Ja)ke HECMOTpPS Ha TO, YTO
KOHLICHTPALMsI TJIFOKO3bI B KJIETKE BBINIE, YeM B IIOJIOCTH KHIIEYyHHKa. Mo-
JeJbHBIC HKCIICPUMEHTHI B YCIOBHSX 1N VitrO IOKa3bIBAaOT, YTO pa3HULA B
KOHLICHTPALIMH TJIFOKO3bI B IIOJIOCTH M B KJIETKE MOXET OBITH JBaJIIaTHKpaT-
HOM, ecin 3a0JIOKHPOBATh OTTOK TJIIOKO3BI M3 KJIETKH, HAIpUMep, CHerudmde-
CKMM HHTHOMTOPOM — ITUTOXaJa3uHOM B.

LurozanasH B

OTcro/ia Clie/lyeT, uTo B psie ClydaeB UMeHHO nornomenue Na', onucel-
BaeMO€ JTAHHBIM MEXaHHU3MOM, MOXKET OBITh OoJiee BayKHBIM IS TOCTYTUICHHS
[JIFOKO3bI B 3HTEPOLUTHI, YEM Pa3JINYMsl B KOHLIEHTPALIMKU 3TOr0 MOHOCAaxXapua
B IOJIOCTH U B KIIETKE.

[MockonbKy cOBMeCTHBIH mepeHoc NA“ M IIOKO3BI B KIETKY H HpOCTast
obneruenHas auddy3us TIOKO3BI U3 KIETOK B KPOBB, IO CYIIECTBY, HE SBIIS-
FOTCSl HATIPaBJICHHBIMHU, aKTUBHBIN TPaHCOMUTEIHAIBHBIA TPAHCIIOPT TIFOKO3BI
MOXKET MOJAECPKUBATHCS HA MIOCTOSIHHOM YPOBHE TOJIBKO B CIIydae HENpepbIB-
Hoit pa6oTsl Na',K*-ATPasbl, BerTankusaromeit nonst Na“ 3a npesiens! smuTe-
JHATBHBIX KJIETOK. TakuM 00pa3oM, aKTHBHBIN TPAHCIOPT TITFOKO3EI KOCBEHHO
3aBUCHUT OT ruaponu3a ATP nox neiictBuem Na’, K*-ATPa3sr.

BazampHas wacTh TUIa3MaTHUYECKOH MEMOpaHBI DHTEPOIMTOB COACPIKUT
Na'-He3aBHCHMYIO TPAHCIOPTHYIO CHCTEMY, MPE/CTABJICHHYIO IEPEHOCYUKOM,
AMEIOMUM MOJIeKyIsipHyto Maccy ~45 000 Jla. Dta TpaHCmOpTHas chUcTeMa
cnenn(pUIecKi MHTHOUPYETCs IUTOXATa3MHOM B U OTBETCTBEHHA 3a IEepPeHOC
D-rmoko3er 1 D-ramakto3sl 1Mo TpaJueHTy KOHIICHTpAaWu. Takwe e TUIIBI
MIEPEHOCYNKOB OOHAPY)KEHBI B TICUCHH, MOYKAX, MO3TE, SPUTPOIMTAX, aJUIIO-
IUTaX ¥ KIeTKax Muokapaa. 1ot Na'-HeszaBucuMbli TpancnopT D-rimokossl
10 TPAJMICHTY KOHIICHTPAINX Yepe3 MeMOpaHbl KJICTOK KHUIIICYHHUKA, TICICHA U
moYeK 0oOecTieuynBaeT BBIXOJ caXxapa W3 KICTOK JaHHBIX OPTaHOB B KPOBSHOE
pycio pu GU3HOTOTHYECKUX YCIOBUAX, B TO BPeMs KaK B MO3TE€ U 3PUTPOITH-
tax Na'-He3aBucMMasi TpaHCIOPTHAs CHCTEMa OTBEYAaeT 3a Moriomenne D-
TIIFOKO3BI STHMH YYBCTBHTENBHBIMH K YPOBHIO caxapa KieTKamd. J{omomHu-
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TENBHBIC CBEIICHUS O TIEPCHOCUYHMKAX TIIFOKO3bI, 00ECIICUMBAOIINX B3aUMHBIN
oOMeH TKaHel JaHHBIM MOHOCaXapHIoM, IpuBeeHb! B [Tpumoxennn 1 k jrek-
uu 6.
+ +
CpaBuutenbHas xapakrepuctiuka Na -3aBucumoro n Na -HezaBrcumoro

TpaHcropta D-Iimoko3pI B KIIETKaX TOHKOTO KHWINCYHWKA IPHBEICHA
B Ta0i1. 6.4.

Tabnuya 6.4. CpasHumenvHas XapaKkmepucmurka mpaHcnOPmHuIX CUCeEM, OMEEemcn-

BEHHbIX 30 NEPEHOC 2NIIOKO03bl Yepes AnUKAIbH)1o U 6a3a/zbnyio yacmu naazMamuyeckoll
M€.M6paHbl SHmMepoyumos

XapakTepu3yeMsblii Tapamerp AnukanbHasi IOBEPXHOCTh ba3anpHas HOBEpXHOCTh

TpaHcOpT COBMECTHO

Biusinue nonos Nat
¢ nonamu Nat+

Her

D-rimroxo3a, D-ramakrosa,
D-manno3a, 2-ne3okcu-D-
[IIFOKO3a

D-raroko3a, D-ranakrosa,

Xopormire cyocTpaTst
P yoerp a-merui- D-rroko3a
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NMPUNOXEHUE 1 K IEKUUWN 5

rM,quKCVInVIpOBaHVIe n gpyrue MO,DM(*)MKaLIMVI
6enkoB coeAMHUTENbHbIX TKaHen

Komnaren — onua 13 Hanbosee pacpoCTpaHEHHBIX OEIIKOB B OpraHU3Me.
OH cocTaBisieT OOJBIIYI0 YacTh OPraHMYECKOH Macchl KOXKH, CYXOXHIIHH,
KPOBEHOCHBIX COCYJIOB, KOCTEH, POTOBHIBI M CTEKIOBHIHOTO Tejla IJia3, a
TaKKe SBJIACTCS KOMIIOHEHTOM MeMOpaH. BIIM3KHii 10 CBOMCTBaM K KOJUIAareHy
0eJI0K — 37acTHH — ObUT 0OHApYXEH B 3JaCTUYHBIX (GPUOpHIIIAX COCANHHUTEINb-
HBIX TKaHEW, COAEprKallMXcs B CBS3KAX M CTEHKAaX KPOBEHOCHBIX COCY/IOB.
Kommaren cunTesupyercs ¢pnbpobractaMu M BBIIENSETCS B MEXKICTOUHOE
MIPOCTPAHCTBO, TA€ OH ITOJIMMEpU3yeTcsi, 00pa3ys MPOYHBIA JONTOXUBYIIHI
MaTepuant. BHYTPUKICTOYHBIA MPEAICCTBCHHUK KOJUIAreHa — MPOKOJUIATEH,
KakK ¥ 3pemblii OeoK, COCTONT M3 Tpex neneid. OcHOBHas (opma KoyuareHa B
OobIiell YacTH TKaHeH OONBIIMHCTBA BHIOB OpraHm3MmoB (kosuiared |) co-
nepxut aBe ol(l)-miermn u oHy 02-1eMh, B CBSI3K C YeM €ro 0003HAYaroT Kak
[a1(1)],02. Komaren xpsmeit (koswtaren |1) comepxut Tpu al-menu u 0603Ha-
gaercst Kak [al(l1)]s. Komnaren |1, obHapyxuBaemblii B pa3siMYHBIX TKAHX,
ocobenro sM6puonoB, umeet crpoerue [al(l11)]s.

Kaxmast nens npokosuiareda (Monekyisipaas macca 140 000 da) comep-
xut Oomee 1000 aMHMHOKHCTIOTHBIX OCTaTKOB. [lon melicTBHeM crieruduye-
CKMX THIPOKCHJIA3 IMPOUCXOAUT THAPOKCHIMPOBAHUE HEKOTOPBIX OCTATKOB
NpOJMHA W JIM3MHA B TPOKOJUIATCHOBBIX IIEMSX C oOpazoBaHHeM 4-okcu-
NPONUHA W OKCUNU3UHA COOTBETCTBEHHO.
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Yka3aHHBIC THAPOKCHINPYIOMNE (PEPMEHTEI OTHOCATCS K TPYIIE MOHO-
OKCHT'eHa3, CIIOCOOHBIX MPHHUMATh aTOMBI BOJIOPOJIa OT (-KETOLIIyTapara, Jie-
KapOOKCHITUPYEMOT0 B 3TOM CIIydae B CyKIMHAT. [1of MefCTBHEM MIPOIUHTH]I-
POKCHIIa3bl MOXKET TaKXe MPOUCXOIUTH 00pa30BaHUC 3-OKCHUIPOIMHA, HO B
MEHBIIUX KOJIUYECTBaX. [ MIPOKCUIUPOBAHHE HAYMHACTCS YK€ TOTIa, KOrna
pacTyIue TONMHUITEITHIHBIC [IEH MPOKOJUIAreHa eIIe CBS3aHbl ¢ PHOOCOMaMHU,
PacCTONOKEHHBIMA Ha MeMOpaHax IepOXOBATOTO JHIOINIA3MATHIECKOTO pe-
Trkynyma. [lomararor, 9To KakK npoauHeuopoKcunasd, Tak u au3uHeUOPOKCUIa-
3@ TIPOKOIDTareHa JIOKAJTM30BAHEI B My3bIPHKAX dHOIUIA3MATHICCKOr0 PETHKY-
TyMa.

HexoTtopsie THIPOKCHIIEHBIC TPYIITEI OOKOBBIX IETeH OKCHIIM3WHA B CO-
CTaBe MPOKOJUIareHa MOJBEPTaloTCs TIUKO3MINPOBAHAUIO ITyTEM TEpeHOCa Ha
HUX TaTaKTO3WIBHBIX €UHUII, a 3aTE€M JOMOJHUTEIHFHO Ha HEKOTOPBIC TalIaK-
TO3WIBHBIE TPYIMIHI TMEPEHOCITCS TIMKO3WIBHBIE OCTaTKH. TpH IpoKoJare-
HOBEIC IIETIH CBS3BIBAIOTCS JPYT C APYTrOM W 00pa3yloT TPOHHYIO CIHMpalb eIie
0 MX BBIICNEHUS U3 (UOpOoOIacTOB. B MEXKIIETOYHOM MPOCTPaHCTBE TIPO-
KOIUTareH TOABEPTaeTCs NEHCTBHUIO NBYX cIielMpuIecKinx (HEepMEeHTOB — TIPO-
KOJUTaTeHITeNITH/Ia3, KOTOPhIe OTMEIUIIIOT ¢ C-KOHIa KaXKIOoH U3 TpeX Iemen
TIOJIMTIETITH]T C MOJEKYJIIpHOH Maccoi mpubmmsutensao 35000 [a, a ¢ N-
KOHIIA KaXJOM U3 TpeX Leneld — NOJUMNENTH]I C MOJIEKYJISIpHONH Maccoi, paB-
voit mpuOmm3uTensHo 20 000 [a. AMHHOKHCIOTHBIN COCTaB OTIICTIISCMBIX
MIOJIUIICNITUIOB CYIIECTBEHHO OTIMYACTCS OT aMHUHOKHCIIOTHOTO COCTaBa OC-
TaFOIIErocsl KOJJIAT€HOBOTO MOHOMepa (Ha3bIBAEMOTO TaK»e TPOIOKOJIIare-
HOM), KOTOPBIM Ha TPETh COCTOWT W3 TIIMIIMHA W COMEPKHUT MHOTO MPOJIMHA.
DTH KOHIEBBIC TIONHIIENTHIBI CBSI3aHBI APYT C APYTOM B MOJEKYJIaX MPOKOI-
JareHa JUCYITb(QUIHBIMIA MOCTHKAMH, 00Pa3YIOIIUMUCS 0 WX BBIACICHUS U3
KJIETOK. MOHOMEpHI KOJUIareHa MPEICTaBIISIIOT COOOW TPEXHHUTEBBIC «TSHKU»
nmuametpoMm npuonmurensHo 1,5 aM u pmwro# 300 HM. [ocTuras mecta cBoei
OKOHYATEIIFHOW JIOKAIM3ALNU, OHU CBSI3BIBAIOTCS IPYT C JPYTOM IOMEPEUHEI-
MH CBSI35SMH, 00pa3ysl KOJIareH. DTOT MPOLECC WHUIMHAPYETCS OKUCICHHEM
aMUHOTPYIT OOKOBBIX IeTelf HEKOTOPBIX OCTATKOB JIM3WHA M OKCHJIM3HMHA 10
aJbICTHAHBIX TPYI, KaTATH3UPYEMBIM MEIbCOACPIKALIIMH OKCHIA3aMHU.
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AJ'II)}_ICFI/I,I[HLIC TpyMmIibl BCTYIAOT B PA3JIUYHBIC PCAKIIUH, IMPUBOIAAIINC K
O6pa30BaHI/IIO MONCPCUYHbIX CBsI3eH MCKAY TPOMOKOJIJIAIr¢HOBBIMH CAWMHUIIAMU
n K O6pa30BaHI/IIO HEPACTBOPUMBIX HUTECH. OHHOI\/’I us3 peaKHI/Iﬁ SABICTCA allb-
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JIOJTbHAsT KOHZEHCANMS, COINPOBOXKAAIOIIANCS OTIICITICHHEM MOJICKYJIb BOJIBI
(puc. 5.1.1, cranus a). Ecnu ojvH U3 IBYX aibJIErHI0B, YYACTBYIOUIUX B ajlb-
JIObHOW KOHZIGHCAIINH, TPOUCXOIUT U3 OKCHIIM3HHA, TO 00pa3yroTcs ABa U30-
MEpHBIX IMPOIyKTa. IIpOAYKT aiabI0JIbHON KOHACHCAIMA MOXET PearupoBaTh
JlabIle. MMHUIa30JbHas IpyIna OOKOBOH LENH TMCTHIMHA CIIOCOOHa IpHcoe-
JMHUTBCS K JBOMHOHM YIIepoA-yIiepoJHOH cBsA3M, a OOKOBas IIEIb JIN3WHA
MOXeT 00pa3oBaTh co cBOOOmHBIM anpaeruaom llngpdoso ocHoBanme. Pe-
3yJBTATHl 3THX JBYX HPOLECCOB MILTIOCTPUPYIOTCS ypaBHEHHEM Ha puc. 5.1.1

(cragus 6).
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Puc. 5.1.1. Cxema obpazosanus nepacmeopumvix Humell Kouiazena

B KOHEYHOM TPOIYKTE, THCTUAMHOKCHUMEPOJACCMO3HMHE, CBS3aHEI JAPYT C
JIPYTOM YeThIpe OOKOBBIC TPYIIITHI Pa3HBIX AMUHOKHCIOTHEIX OCTaTKOB. B mpy-
THX CIIyYasX MEKAY albICTUIOM U €-aMHHOTPYIIIAMU 00pa3yIOTCS MPOCTHIC
¢ hoBEI OCHOBaHMS UM MPOUCXOJIT TOMBKO ABE U3 TPEX PEaKIHH, MpUBe-
JIleHHBIX Ha puc. 5.1.1.

[Nomepeynslie CBSA3H, MO-BUANMOMY, PACIPEICICHEI HE OCCIIOpSAI0YHO, a
HAXOJMATCS B ONPEACICHHBIX IMOJOKEHHUIX M YacTO PACIIONararoTCs B HAIPaB-
JICHUW KOHITOB MOHOMEPOB KojutareHa. OCTaTKy TUCTHIUHA ObLIH OOHApyXkKe-
HBI B ITOJTUIIENTUAHBIX LEISIX TOJIBKO B rmonokeHusax 89, 929 u 1034. Pa3noo0-
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pa3ue 1 4KCI0 MONEPEYHBIX CBA3EH BapbUPYIOT IPH MEPEXOJE OT OAHOrO BUJA
K ApYroMy.

[Tonepeunsle cBS3M HEOOBIYHOTO XapakTepa ObUIM OOHApy>KeHBI B dia-
cThHE. TpH anbAeruIHble TPYNIbl B3aUMOJAEHCTBYIOT C OJHOM aMUHOIPYIION
JIM3MHA TIPH MOMOIIM PEaKIHMH albJ0JIbHOM KOHJICHCAlWH, JIETHUIpaTalud U
OKHCIIEHHsI, 00pa3ys IeCMO3MH M M30[IeCMO3MH. B HaTMBHON Mosekyne sia-
CTHHA BCE YEThIpE aMUHOTPYIMIIBI U KapOOKCHWIIBHBIC TPYNIBI yYacTBYIOT, MO~
BUANMOMY, B 00pa30BaHWH NETITHIHON CBSI3H.

leHeTn4eckue ,D,E(*)eKTbI CTPYKTYpPbI KOnnareHa

[Tpu n3ydenun mro60ro OeiIKa, UTPAFOLIETO ONPEETICHHYIO POJb B (DyHK-
LIMOHUPOBAaHNHU OPTraHW3Ma, MCCIIETOBATENH MOCTOSHHO CTAJKUBAIOTCS C IIe-
JBIM PSIIOM T€HETHYECKHX MpobiieM. B cirydae xojutareHa BO3MOXXHOCTB ITPO-
SIBTICHUS] BPEIHBIX MYyTallMii JOCTATOYHO BBICOKA, IOCKOJIBKY 3TOT OENOK KO-
JIUpyercst OoJbIie YeM OJHUM HabOpoM TeHOB. JleHcTBUTENBHO, OBIIIO UIeH-
TU(QUIIIPOBAHO 110 MEHBIIEH Mepe YeThIpe THIa KOJUIareHa, XapakTepH3yro-
IIMXCSl BIOJIHE ONPENEIICHHBIMU Pa3IUYMsIMU Ha MOJIEKYJSPHOM ypOBHE, U
OBLIO ITOKA3aHO, YTO Pa3IMYHbIEC TEHBI KOJJIareHa I0-pa3HOMY IPOSIBISIIOT Ce-
05 B pa3HBIX TKaHAX. Hampumep, MOJEKysIbl KOJUTareHa Xpsimeil cocTosT mpe-
MMYIIECTBEHHO M3 TPEX MACHTUYHBIX O-IETIeH, OTIMYAIONINXCS IT0 aMUHOKHC-
JIOTHOM MTOCIIEJOBATENBHOCTH OT 0l- U .2-1[eTieil KoJuTareHa CyX OKIIHi U KOc-
Teif. KoyutareH KoXu MaJeHbKHX JIeTel M KOJuIareH KJIAIaHOB Cepiua M KpyI-
HBIX apTEPUH COep KaT IMOMUIIEITUAHBIC IENH ABYX APYTUX THIIOB.

UYeTko BBIpaXKEHHOM HACIEJCTBEHHOW aHOMANIMEH KOJUIareHa SBIISETCS
3a0osieBaHNEe KPYMHOTO POTraToro CKOTa OepmMamocnapakcuc, Tpu KOTOPOM
KOKa JKUBOTHOI'O CTaHOBHTCS O4YeHb JIOMKOH. Llerny komimareHa mpu 3ToM 3a-
OoneBaHNM HE 00TaAf0T YIOPSIOYEHHOH CTPYKTYPOIl M IOTOMY HE CITOCOOHBI
obpa3zoBeiBath (UOpmIBL. [lanHas aHoManusi oOycioBieHa JaedeKkToM Ipo-
KOJUTar€HIEeNTHAA3bl — (PePMEHTa, OTIIETUIAIONIero nenTuasl ¢ N-KOHIIOB 11e-
el KonjaareHa.

KommareHoBsIM 3a001€BaHMEM 4YeNOBEKa SBISIETCS CUHOpOM Iaepca—
Hannoca, KOTOPBIA B psiie CIydaeB CONMPOBOXKIAETCS AedopManuerd cycTaBoB
1 MCKPHUBJICHHUEM T03BOHOYHMKA. OHA U3 (OopM 3TOro 3ab0seBaHms 00YCIOB-
JIeHa HEJOCTaTKOM IIPOKOJUIATSHIICNITHAA3bl, a JIpyrasg — HeIOCTaTKOM KoJula-
reHa |ll. Conepxanne okcwian3WHa B 00pasyromeMcsi B AAaHHBIX YCIOBHUSX
KOJUIAreHEe HEBEIUKO, YTO MPESTCTBYET MOSBICHHUIO MONEPEYHBIX cBsi3el. Ec-
JH B OPraHU3M >XHBOTHOIO C IHUIIEH IONaJar0oT CeMEHa OOBIMHOTO CIIAJKOr0
roporka (Lathyris odoratus), To y Hero MoKeT HACTYITUTh COCTOSIHHE Q-
pusma. TTOCKONBKY JIIOAN TaKXKe YIOTPEOJSIOT CIa KKl TOPOLICK, 3TO COCTOs-
HHUE HAOMIOAACTCS U y JIFO/IeH; OOBIYHO OHO MPUBOIUT K Je(pOPMAIIAN TTO3BO-
HOYHHUKA U K Pa3pbIBY AOPTHL. Y CTAHOBJIEHO, YTO OMOXUMHYECKHUH 3 dexT ce-
MSH CJaJKOT0 TOpPOIIKa O0YCIIOBIICH HAIMYMEM B HUX [(-IJHAaHAJTaHWHA H IIPO-
JIyKTa €ro AeKapOOKCHIMpoBaHUS [-amuHONpormoHuTprna. OOpa3zoBaHue
B-mmanananvHa y pacTeHHUN MPOUCXOAUT B XOZA€ MUpHIOKcanbhochaT3aBuCcH-
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Mol ()epMEHTATUBHON peakuuy B-3aMerieHus u3 mucrenta. [lostomy He yau-
BUTEJBHO, YTO B PE3yJIbTaTe HApyIICHWI oOMEHa cepycojaepKallux aMUHO-
KHCIIOT, ONHMCAHHBIX B JIGKIMH S, HAOIIONAIOTCS TaKkKe KIMHHMYECKHE IPOSIB-
JieHust 1e()eKTOB COeTMHNTENHLHON TKaHH.

co,
8 o _ +
NEC—CHZ—(.I‘.H—COO —L»— N=C—CH,~CH;~NH,
+
NH;
ﬁ-LMaHaﬂaHMH ﬁ—aMHHUI’IpUHMDHHTpHJ’I

XOTsl TOUHBIH MEXaHU3M AEHCTBHS dTHX COEIUHEHUN HESICEH, €CTh OCHO-
BaHMS I10JIaraTh, YTO OHH SIBISFOTCS MHTHOMTOPAMH JIM3UI-OKCHIA3bl — (ep-
MEHTa, HeOOXOAMMOT'O JUIsl OKMCIICHHSI aMUHOTPYIIT OOKOBBIX IeTeH JIM3UHA U
OKCWJIN3WHA 0 AIBJCTHIHBIX TPYII € MOCICAYIOMNUM 00pa3oBaHHEM MoIe-
PEYHBIX CBsI3eH B KOJUIAr€HE M B 3JIaCTHHE. AHAJIOTMYHOTO poja 3a0oseBaHue,
Triepearolieecs 1o HacleACTBY, OblIo 0OHapyxeHO y Mblei. [Ipennonaraer-
Cs1, 9TO OHO OOYCJIOBJIEHO MJIM HEIOCTATOYHOM aKTHBHOCTBHIO JIN3UIIOKCHIA3bl,
wm nedexroM B Merabonusme meau. Kpome Toro, ObU10 BRICKa3aHO MpEATIO-
JIO)KEHHE, COTJIACHO KOTOpPOMY ofHa m3 (GopM cundpoma Inepca—Lannoca y
JIIo/iei BBI3BaHA HEAOCTATOYHON aKTHBHOCTBIO JIM3HIIOKCHIA3HI.

B nacrosmiee BpeMs MccieayeTcsi BONPOC O BIUSHUN aHOMAJHH B CTPYK-
Type KOoJUIareHa Ha COCTOSHHE CyCTaBOB Y UeJloBeKa. bplno, Hanmpumep, moka-
3aHO, YTO MPH LOIMPOKO PacIpOCTPaHEHHOM 3a00JEBaHUM, ocmeoapmpume, B
xpsimax BMecto komnareHa oberaroro tuma [ol(l1)]s comepskurcs kommares,
HMEIOIINH B CBOEM COCTaBE 0.2-IIETH, XapaKTepHU3YIONIUecs] HOHMKEHHOI cTe-
MIeHbI0 THMKO3WINpoBaHusa. C APYroil CTOPOHBI, B XPYIKHX KOCTSX JIIOJEH,
CTpaJafONINX OJHUM M3 BHJIOB HACJEJICTBEHHOTO 3a00I€BaHUS, POSBIIEMOT0
B HapYLICHMSAX IPOIEcca OCTEOreHe3a, Hapsay C cojep)KalluMcs OOBIYHO B
KOCTSIX KOJUTareHOM Tuma | mmeercs Taxoke komwtareH tuamna L.

CoracHO NMEIOIMMCS JaHHBIM, coJiepKaHue KoiutareHa | B puOpo3HbIX
aTEpPOCKICPOTHUECKHX OJISIIKaX apTepHii YeIOBeKa MOBBIIIEHO MO CPAaBHEHUIO
C ero CoAepKaHWeM B CTEHKaX HOPMAIBHBIX apTepuii (ComepIKaliux B OCHOB-
HOM KosutareH Turna |11).
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NMPUNOXEHUE 2 K NNIEKUUWN 5

MonuamuHbl 1 ux dpusnonormyeckme pyHKUU

Ponb opHUTHHA B OpraHM3Me HE OrpaHHYMBAETCSI €ro ydacThem B Ouo-
CHHTE3¢ MOYEBHHBL. JTa AMHHOKHCIOTAa BMECTE C METHOHHHOM CIY)KHT
HPENIECTBEHHUKOM HIMPOKO PACIIPOCTPAHEHHBIX Y MJICKONHUTAOIMX (U Oak-
Tepuii) MOJMAaMHHOB — CIIEPMHUHA U CIICPMUIMHA. B opranusme 310poBOro ue-
JIOBeKa CHHTe3upyeTcs npuomusurensHo 0,5 MMmonbs ciepMuHa B cyTku. Dap-
MaKOJIOTMYECKHE JJO03bI TOJIMAMHUHOB BBI3BIBAIOT HOHIKEHHE TEMIIEpaTyphl U
CHIDKCHHUE KPOBSHOTO JJABJICHUSI.

Crepmunue u cnepmud (puc. 5.2.1) y4acTBYIOT B pa3indHbIX (pU3HOIO-
TMYECKUX IMPOIIeccax, OOIMM MMPU3HAKOM KOTOPBIX SIBISIETCS CBA3b C IIPOIIEC-
camu nporrdepay ¥ pocTta kietok. OHM SBISAIOTCS (PaKTOpaMHU poCTa IS
KYJBTYP KJIETOK MJIEKONUTAIONINX W OaKTEpUil M UTPAIOT ONPENETICHHYIO POJh
B CTaOMJIM3ALM MHTAKTHBIX KJIETOK, CyOKJIETOYHBIX OpraHeiul ¥ MeMOpaH.

+h|lH3 CH;—CH,—CH,—CH,
+
CH,—CH,—CH,—NH,, “NH,
CEpMHOHH
+ +
NH CH,—CH;~CH,—CH, NH
+
CH,—CH,—CHy—NH,, "NH,—CH,—CH,—CH,,

CNeprMiH

Puc. 5.2.1. Cmpykmypa npupoorvix noruamuros. Cnepmuour u cnepmuH seismcs
noaumepamu OUAMUHONPONAHA U OUAMUHOOYMAHA

Bbnaronapst ToMy, 9TO MOJIEKYJIBI TIOJIMAMHUHOB HECYT OOJIBIIOE YUCIIO I10-
JIOXKUTEIBHBIX 3apsiJIOB, OHU JIETKO aCCOLMMPYIOT C MOJIMAHWOHAMH, TaKUMH
kak JIHK u PHK, n y4acTBytoT B (hyHAaMEHTaNBHBIX Ipoleccax — CTUMYIIS-
un 6uocuaTe3a JJHK u PHK, cradmmuzamun JITHK u ynakoske JJHK B Oakre-
prodarax. I[TommaMuHBI OKa3bIBAIOT BIMSHHE Ha CHUHTE3 O€lKa W SIBISIOTCA
MHrHOMTOpaMH IENIOT0 psina (PEepMEHTOB, BKIIIOUYAs TAKHUE BAXHEHIINE PeryIis-
TOpHBIE OEJKH, KaK MPOTEHHKUHA3HI.

XoTs B HacTOsIIEe BPeMsI HE yIaeTCsl OIMCaTh MEXaHNU3M ACHCTBUS I10-
JIMaMUHOB Ha crienu(ryeckue MeTaboIMYECKHe MPOIECCHl, HX Ba)KHAsl pOJIb B
MeTaboJIM3Me MIIEKOIUTAIOIINX HE BHI3BIBAET COMHEHMs. HadanpHas peakius
OMOCHHTE3a NOJMAMHUHOB KaTaJM3UpPYyeTCs OpHUTHHAEKapOoKkcuiazoil. B xone
9TOM peakuuu B pe3yibTaTe AeKapOoKcuiupoBanust opuutuHa (puc. 5.2.2)
OporcxoauT obpaszoBanue myrpecuuna (1,4-muamMuHOOyTaHa), SIBISIOMIErOCS
OCHOBOW JUTSI CHHTE3a ITOJIMAMHUHOB.
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OPHWUTHH-
nekapbokcknaza

s v co,
b . )
NH, NH, “NH, "NH
OPHHTIH MyTPECLMH

Puc. 5.2.2. Hauanvras cmaous 6uocunmesd nOIUAMUHOE KAMATUSUPYEmCst OPHUNIUH-
dexapbokcunazou

O BaxHOH (DM3MOIIOTHYECKOH POJIM JTAaHHOTO (hEepPMEHTA, CIUHCTBEHHOM
M3BECTHOH (DYHKIMEH KOTOpPOTO SIBISETCS OMOCHHTE3 IOJIMAaMHHOB, CBHIE-
TEJILCTBYIOT JAaHHBIE O TOM, YTO JI0OaBJIEHHE B KyJIbTYpY KJIETOK MIICKOITH-
TAIOIMX  WHTHOMTOPOB  OPHUTHH-AEKapOOKcminasbl  (Hampumep, — o-
METHJIOPHUTHHA WA JU()TOPMETUIOPHUTHHA) BBI3BIBAET PE3KOE YCHIICHHE
cuHTe3a (hepmeHTa.

BuocuHTes nonnammHoB

Ha puc. 5.2.3 npuBenena cxema MeTabOINIECKOTO MyTH OMOCHHTE3a I10-
JMaMUHOB B TKAHIX MIICKONHTArONMX. Kak criemyeT U3 pucyHKa IMyTpPECIHHO-
BBIil (DparMeHT CIEpMUANHA U ClIepMUHA oOpa3syercst u3 L-opuuruHa (HHTEp-
Mejuara [HUKIAa MOYCBHHBI), a JUAMHUHOIPOIAHOBEIM (pparmMenT — u3 L-me-
THOHHMHA (C TIPOMEKYTOYHBIM 00pa30BaHUEM S-aeHO3MIMETHOHUHA). OpHHU-
TUHJIeKapOOKcmIasza n S-afeHo3MIMeTHOHNHIeKapOOKCHIasa SBISIOTCS HHITY-
UpyEeMBIMH (DepMEHTaMH C KOPOTKHM BpeMEHeM MNonyxu3Hu. CrepMuH- U
CHEepPMUANH-CHHTA3a, HANPOTHB, HE SIBISIFOTCS WHAYLMPYEMBIMH M OTHOCH-
TEJIHO «CTaOMIIBHBI».

W3 yncna hepMeHTOB OMOCHHTE3a MOJIMAMUHOB y MIIEKONUTAIONIUX Op-
HUTHHJIEKapOOKCHIa3a N S-aaeHO3MIMETHOHIHIEKapOOKCHIa3a npeICcTaBIs-
10T UHTEpEC B IUIAHE UX PETYJSIIMU M BO3MOKHOCTH HANpaBJIeHHON XUMHOTE-
panuu. Bpemst momyu3HH OpHHTHHICKapOokcwmiassl (mpubnusurensao 10
MFH) MEHbIIIe, YeM Y JIF000r0 APYroro U3BECTHOTO (hepMEeHTa MIICKOIHTAIO-
IIMX; aKTUBHOCTB 3TOTO (hepMEeHTa O4YeHb OBICTPO M ITOBCEMECTHO M3MEHSETCS
B OTBET HAa Pa3NUyHbIE CTUMYJIHpYIOmue Bo3aercTsus. Hampumep, nobasie-
HHE B KYJIbTYPY KJIETOK MJICKOITUTAIOIINX TOPMOHA POCTa, KOPTHKOCTEPOH/IOB,
TECTOCTEpOHa MM (aKTopa pocTa SIMUAEPMECA OBICTPO IOBBIIIAET AKTHB-
HOCTh opHHUTHHIAeKapOokcuiassl B 10-200 pa3. beuto oOHapyxeHo, 94TO mpHU
JI00aBICHUH B KYJIBTYPY KJIETOK HOJHAMHWHOB MHAYIUPYETCS] CHHTE3 0COOO0T0
6enkoBoro antupepMenTa (aHTU3MMa), KOTOPBIH, CBS3BIBAsICh C OPHUTHHIIE-
KapOokcuina3ol, nHruoupyer ¢ynkimo ¢epmenra. Takum oOpa3om, aKkTHB-
HOCTb OpPHHTHH-JICKapOOKCHIIa3bl KOHTPOJIMPYETCS] ¢ MOMOIIBIO crenuduye-
CKOTO OeJIOK-0eTKOBOr0 B3aUMOJICUCTBHS IOJOOHO PEryJsIUHM aKTHBHOCTH
TPUIICHHA OCIIKOBBIM MHTMOUTOPOM TpHIICHHA. [10 OTHOLICHHIO K OPHUTHHIE-
KapOokcuinase IU(GTOPMETHIOPHUTHH MOXKHO pPaccMaTpuBaTh KaK <«CYHIH-
JaJbHBII HHTUOMTOP», T. €. COSAWHEHHE, PEBpPAILArOLIeecss B HHTHOUTOP NOA
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ﬂeﬁCTBHGM caMoro (bepMeHTa. I[aHHOC COCIUHCHUC HCIIOJBb3YCTCA IJId BbBIAC-
JICHUS ITaAMMOB MYTAHTHBIX KJICTOK, XapaKTCPU3YIOIIIUXCA rnnepnpo,uyKuHei/'I
OpHI/ITI/IHHGKap6OKCI/IJ'IaBLI, a TaK)K€ B KaUCCTBEC I/IHFI/I6I/ITOpa PCIUIMKAIUU KJIC-
TOK. OTCIOHa CJICAYCT, 4YTO HI/I(i)TOpMeTI/IJ'IOpHI/ITI/IH ﬂeﬁCTByeT KaK XMMHUOTepa-
MIEeBTHYCCKUMN (baKTOp, MUIICHBIO KOTOPOT'O SABJIACTCA OpHI/ITI/IHZ[CKaPGOKCI/IJIa-
3a.

MeTHoHKuH + ATP //0
I eTsornm CHZ—CHZ—CHZ—CH—C\
AfEHOTHI- +l +l o
B+ ® TpaHchepasa NH; NH5
OpPHHTHE
0 _
o (O ETRE-
? nexa}?ﬁoxcmasa k’ ]
H-N—CH
T
CH, CH,—CH,—CH,—CH,

4l +l

CH, - 8P HOTHIIM e THOMIMH- NH, NH;
+|s —Ado Aexaphoxckmasa —
| CH,—NH,
CHj "
S-AE HO S HITME THOHEE ?Hz
iz
‘S—Ado

]
CHs CTepMEARE CHHTAR /
S-aTEHOTHIL
THOTTPOTEITANEHED Y
+rlle3 CH,~CH,—CH,—CH,
CH,—CH,—~CH,~NH, ‘NH,
CTIEDNEEEL

S-afneHosun

TMOTIPONMAAMUH ™| CTEPH cHmTasa

+’T'H3 CH,~CH,~CH,—CH, +’T'H3
CH,—CH,—CH,~NH, ‘NH,~CH,—CH,~CH,
CITERMEE
Puc. 5.2.3. Cxema buocunmesa cnepmuduta u cnepmura. Ilokazanvl ucxoonvie coeou-
HeHUsl, UHMePMeOUuansl U epmMermpl, yuacmeyroujue 6 CUHmese NOTUAMUHO8

S-aneHO3MIMETHOHNH IEKapOOKCHIIa3a SIBISCTCS €IMHCTBEHHOW H3BECT-
HOH 9yKapHOTHYECKON JIeKapOOKCHIIa30H, cofeprkallel B kauecTBe KoakTopa
KOBAJICHTHO CBsI3aHHBIN rupyBat (00BIMHO AeKapOOKCHIAa3hl ComepKaT Kodak-
TOp mUpHAOKcaIbhochar).

S-aneHo3WIMeTHOHNH ICKapOOKCHIIa3a UMEET CPaBHHUTEIBLHO HeOOJIbII0e
BpeMst monyxusnuu (1-2 gaca) u pearupyer Ha JEHCTBHE CTHMYISITOPOB Kile-
TOYHOTO POCTa MOAOOHO OPHUTHHIECKAPOOKCHIIa3e, OMHAKO CTUMYIIHPYIOIINH
3 deKT nposBiIseTcs HECKOIbKO MEIUICHHEe. AKTHBHOCTh S-a/IeHO3MIIME-
THOHHHAEKAapOOKCHIIa3bl MHTHOMPYETCsl S-aeH03UIMETHITHOIIPOIIAMUHOM
(cM. prc. 5.2.3) 1 CTUMYITHPYETCS TYTPECIIUHOM.
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KaTtabonuam nonmammHoB

Kartabonu3M monmaMuHOB B TKAHSIX MIJIEKONUTAIOIINX OCYIIECTBILSIETCS C
ydactueM (pepMeHTa — ITOJMaMHUHOKCHAA3bI, JIOKAIN30BAHHOTO B IIEPOKCHCO-
Max renatouuToB. IlonmmaMUHOKCHA3a OKHUCISET CHadala CIEPMHH B CIEp-
MHJUH U Jajee crepMuauH B mytpecuud (puc. 5.2.4). Tlpu 3T0M AuaMuHO-
MIPOTIaHOBBIE ()PArMEHTHI ITOJIMAMHUHOB IPEBPAIIAIOTCS 3-aMUHOIPOITMOHOBBIN
aNbJeTHI.

+'T'H3 CH,~CH,~CH,—CH, +rlslH3
CH,—CH,—CH,~NH, ‘NH,—CH,—CH,—CH,
CTIE PR
0,
Tl ormranmms-
OKCHIAza
N +
Hx0; C—CH,—CH,—NH;
{3 - AMIHOIP OIHMOHOBETT
AITETETHE
NH; GHy~CH,~CH,—CH,
CH,—CH,—CH,—NH, NH;
CTIEPIELETT
87
[ ormanmm-
OECHEATA
RN +
Hy05 /C—CHz—CHz—NH3
13- AN O OIHOH OB I
ATEAETHE
CHy~CH,~CH,—CH,
NH; NH;
HyTpecIE

Puc. 5.2.4. Cxema kamaboausma noauamunos

I/I3BCCTHO, 4YTO 4acCThb O6p33yIOHIGFOC${ B X0A€ KaTaboau3Ma MOJIHAMUHOB
nmyrpecurHa MOKET OKUCIATHCA 1O NH4+ u COz, OJHAKO AC€TaJIl MCXaHHU3Ma
OTOro Mmponecca Cuie HE BbIACHCHBI. OCHOBHaS K€ 4acThb nyrpecurHa U CIicp-
MHJIMHA BBIBOAWUTCA U3 OpraHv3Ma B BHUJC KOHBIOI'aTOB, I'NIABHBIM 06pa30M B
(bOpMC ACTWIbHBIX IMPOU3BOAHBIX.
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NMPUNOXEHUE 1 K NIEKUUU 6

CywecTtBoBaHMe ceMenCcTBa NepeHOCUYNKOB IMIOKO3bl
obecneumBaeT TPAHCMNOPT AaHHOrO yrnesoaa
B KNeTKax XXMBOTHbIX U YenoBeKa

[omumo Na'-3aBHCHMOro MepeHoca IIOKO3bI M3 TIPOCBETa TOHKOTO KH-
IIEYHUKA B [IUTOIUIA3MY SHTEPOLUTOB JOKa3aHO IIPUCYTCTBUE IEJIOr0 ceMei-
CTBa INEPEHOCYMKOB TJIFOKO3bI, KOTOPHIE OOECIEUNBAIOT TEPMOJMHAMUYECKH
BBITOZHBIN TPAHCIIOPT caxapa 10 I'paJMeHTY KOHICHTpAlWU Yepe3 IIa3MaTu-
YecKrue MeMOpaHbl )KUBOTHBIX Ki1eToK. Kaxpiit u3 12 6enKoB 3TOro cemencr-
Ba MIEPEHOCUMKOB, 0003HadaemMbIx kak GLUT1 — GLUT12, coctout u3 enus-
CTBEHHOM MOJMNENITHIHOM IETH, MOCTpOoeHHOH npubmm3nTensHo u3 500 amu-
HOKHCIIOTHBIX OCTaTKoB. OOWMH CTPYKTYpHBII MOTHB 3THX HNEPEHOCUHKOB
TJIIOKO3BI 3aKIIF0YaeTcsl B HATMINK 12 TpaHcMeMOpaHHBIX CETMEHTOB, ITPOHU-
3BIBAIONIMX IUIA3MATHUECKYI0 MEMOpaHy )KHUBOTHBIX KJIETOK U KJIETOK YEIOBE-
ka (puc. 6.1.1). Bmecre ¢ TeM KaxIblii U3 IEPEHOCIUKOB B OTACILHOCTH 00JIa-
JTaeT CBOMMH XapaKTEpHBIMH ()YHKIIMOHATGHBIMH OTIMYHSMH H, COOTBETCT-
BEHHO, BBITIOJHSET 0COOYIO POJIb.

OpuuM 13 HanboJIee MOTHO ONMCAHHBIX NTEPEHOCYUKOB TIIFOKO3EI SIBIISET-
cs1 yauBepcasnbHbI mepeHocunk GLUTL, oGnapyxwuBaemblil B miia3mMaThde-
CKMX MeMOpaHaX KJIETOK BCEX TKaHEW MIIEKONHTAIOUINX, B TOM YHCJIE B MEM-
OpaHax >pUTPONMTOB YeJIOoBeKa. HecMOTps Ha TO, YTO TpeXMepHasi CTPYKTypa
GLUT1 eme He oxapakTeprn30oBaHa METOAOM PEHTTEHOCTPYKTYPHOTO aHAIIN3a,
MHOTHE WCCIE0BATEIN CUUTAIOT, YTO TUAPOQIIbHBIE TPaHCMEMOpaHHbIE Ka-
HaJIbl CBOMCTBEHHBI [UIT MHOTHX NEPEHOCYHKOB, B TOM YHCJIE MEPEHOCUNKOB
MOHOB. XOpPOIIO U3BECTHO, YTO IPUTPOIMTHI OTINYAIOTCS HEOOIBIINM Pa3HO-
oOpazueM Mmerabonmdeckux myTedl. K 3TUM ImyTsAM OTHOCATCS TIIMKOJIMTHYE-
CKMH pacraj] TJIFOKO3bI U MeHTo30¢octhaTHbIi myTs. TakuM oOpazom, sHepre-
TUYECKHH OOMEH B KPAaCHBIX KPOBSHBIX KJIETKAX, ONPENENISIEMBI B IEPBYIO
odepenb TIIMKOIU30M, NPAaKTHYECKH IONHOCTBIO 3aBHCHUT OT HENPEPHIBHOTO
MIOCTYIJICHUSI B 3TH KJIETKH TJIIOKO3BI M3 IUIa3Mbl KPOBH, I7I€ KOHIIEHTPALUS
JTAHHOTO MOHOCaxapujaa CocTaBiisieT B HOpMe 5 MM. JlocTaBka TIJIFOKO3BI B
SPUTPOLIUT MPOUCXOAUT IyTeM 0OJierdeHHOH auddy3un ¢ moMoIpo ykasaH-
HOT'O CIIEIU(PHUIECKOTO IepeHocurnka co ckopocthbio, B 50000 pa3 mpeBbimaro-
Iei CKOPOCTh HEKaTAMH3UpyeMol TH(PPY3UH. DPUTPOLUTAPHBIA MEPEHOCUUK
rimoko3bl GLUTL siBnsiercst uaTerpansibiM Oenkom |11 Tuna ¢ mosekynsipHoi
maccoii 45 000 [Ta. DTOT OeloK, Kak U BCE OCTAIbHBIC MPEICTABUTEIN CEMEH-
CTBa, cofepkuT 12 runpodoOHBIX CErMEHTOB, KaXK/IbIi 13 KOTOPHIX (POPMUPY-
€T IPOHM3BIBAIOIIYI0 MEMOPaHy O-CIpaib. HecMOTpst Ha TO, YTO JeTanbHas
crpykrypa GLUT1 emie He 10 KOHIA yCTaHOBIICHA, BEChbMa MPABIONOA00HON
SBJISICTCS. MOJIETIb, B COOTBETCTBHU C KOTOPOIl TpaHCMEMOpPaHHBIE O-CITHPAIN
MEepPEeHOCYNKA PACIIONaraloTcs PAAOM TaKMM 00pa3oM, 4To (HOpMHUpYeTcs Ka-
HaJl, «BBICTJIAHHBII» M3HYTPH OCTATKaMH THAPOQHIBHBIX aMHUHOKUCIOT. bo-
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KOBBIC PAIMKAIBI THX THAPO(MIEHBIX aMHUHOKHCIIOTHBIX OCTaTKOB CKJIIOHHBI K
00pa30BaHNIO BPEMEHHBIX BOJIOPOIHBIX CBSI3€H C INIOKO30H O Mepe ee Mpo-
JBIDKEHHS 0 KaHamy (cM. puc. 6.1.1).

(a)

Hapy:atan
CTOpOMHa
OBorHarTeHIA
AMMEHOKHCIOT
O ruapodofen
Bayrpeneas, () TIOTLAR HEIE

@ 7apTHLHEEIE

Puc. 6.1.1. Ilpeononacaemas cmpykmypa GLUTL: (a) — mpancmembpannvie cnupanu
npeocmasnenvl 6 ude HAKIOHHLIX Ps008 u3 3—4 AMUHOKUCIOMHBIX OCMAMKO8, Npu
9mMoM Kadcowlll psi0 coomeemcmeyenm 00Homy obopomy o-cnupanu. 9 uz 12 mpanc-
MEMOPAHHBIX CRUpaneti BKAKYAm mpu iy 601ee NOIAPHBIX UL 3APANCEHHBIX AMUHO-
KUCTIOMHBIX OCMAMKO8, PA30ENEHHbIX HECKOLbKUMU OCMAMKAMU 2UOPOPOOHBIX AMUHO-
kucaiom; (D) —xonvyesasn Oouacpamma nokasvieaem pacnpedeienue NOAPHLIX U Heno-
JISAPHBIX AMUHOKUCTOM HA NOBEPXHOCMU CRUPATUZ08AHHO20 ceemenma. H306padicennas
cxXemMamudecku CRUpatb, Kak noiazarom, uoem 600.b ceoeli ocu 8 Hanpasienuu om N-
KOHYa. Boiuie nokaszana nuMeliHas NOCie008amenbHOCHb AMUHOKUCIOM, U KAXCObll
0CMAMOK NPOHYMEPOBAH 8 Kpyee 6 COOMBEMCMEUU ¢ mem NOLONCEHUEeM, KOMOPoe OH
s3anumaem @ cnupanu. Hanomuum, umo ona 06pazosanus 00H020 NOIHO20 0bopoma
cnupanu Heobxooumo 3,6 amuroxkucromuo2o ocmamka. B paccmampusaemom npumepe
noaapuvie ocmamiu (NOKA3aHbl 2071YObIM) PACRONIONCEHbL HA OOHOU CIMOPOHEe CRUPAIU,
a 2uopogobuvie ocmamiu (8vroenenvl scenmvim — Ha opyeou. Takum obpasom, no on-
pedenenuto, OanHas CRupane senaemcs ampunamuyeckou. (¢) — coeounenue 5 w 6
amgunamuyeckux cnupaneil, Kaxcodas u3 KOmopwuix obnadaem HOJAPHOU <HOBEPXHO-
Ccmvio», 00PAWeHHOU K YeHMpAIbHOU HONOCMU, YMO NO03608em ChopmMuposams
MPAHCMEMOPAHHBII KAHAT, <8bICHUIAHHBIIU» NOJAPHLIMU U 3APAHCEHHBIMU AMUHOKUC-
aomamu. Taxoil kanan cnocobcmsyem 06PA306aAHUI0 8000POOHBIX CEA3€ll C 2IOKO301
no Mepe ee NPOOBUNCEHUSL BHYMPY KIemKU
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[Ipouecc TpaHCTOpTa TIIIOKO3BI MOXKET OBITH ONHCAH 110 AHAJIOTHH C
KJIaCCHYECKOH (hepMEHTaTUBHOM peakiueld. B aTom ciydae cyOcrpaTom sB-
JISIFOTCSL MOJIEKYJIBI TJIFOKO3BI HaXOAAIIMECS 3a TPEJeiaMu KIETKH Soy, MPO-
JIYKTOM PEaKIUHU CIY)KUT BHYTPHUKJIETOUHAs TIIOK03a Sp, a poib (GepMeHTa
urpaet nepeHocuuk T. Takum oOpa3oM, TPaHCIIOPT INIIOKO3BI MOKHO MPE/ICTa-
BUTh B BUJI€ 3aBUCUMOCTH CKOPOCTH IOITIOIIEHUs caxapa OT €ro BHEKJIETOY-
HOH KOHIeHTpauy. Toraa KoHeYHsIH rpaduk OyaeT MpeacTaBisiTh co00H T'u-
NepOOIMYECKYI0 3aBUCHMOCTD; IIPH BBICOKOW KOHIIEHTPAIMM TJIFOKO3BI B

Ia3Me CKOPOCTh €€ MOCTYIUICHHS B PUTPOLUTHL OyIeT IPUOIMKATHC K V max
(puc. 6.1.2,a).

B o -
B2 E 7
RS o -
A |
2|/ e 1
: 8 | / Wy

K BHexmeTouHAA KOHUEHTP AT 1oLl
= i IJE0KOTEI, [S]Uut(mM) {T [S]mﬂ(mM)

@ £y ®)

Puc. 6.1.2. Kunemuxa npoyecca mpancnopma 2nokosuvl 6 apumpoyumsl. (@) — Hauaiv-
HAsL CKOPOCMb NOCHYNIIEHUS. 2IH0K03bL 8 apumpoyumul, Vo 3a6Ucum om ucxoOHoU KOH-
yenmpayuu caxapa [ on 6 nrazme. (b) — dannvie epaguxa (a) npeocmasnenvt 6 xoop-
ounamax Jlaunyueepa—bepka. Kunemuxa oOnecuenHoll ough@yzuu 2aoKo3vl anaioeuy-
HA KUHemuke KIAccudeckoll gepmenmamusnou peakyuu, a cmuicn K ananocuuen
cemuicny konemanmol Muxasnuca Ky,

(DOpMaJ'II)HO mnmponecc NnepeHocCa TJIFOKO3bl B 3PUTPOLUTBI MOKET OBITE
OIIMCAH CJICAYIOLUMHA YPaBHCHUSIMU:

K

Scru.t + Tl Scrut' Tl
k—l

k|| k|| &y
ky

Sp T I P Y
k

-3
rae Ky, Ky, K, K 1 T. 1. IBASIFOTCS KOHCTAaHTaMK CKOPOCTEH NpsMOit U 00part-

HOU peakuuil Uid Kaxmoi ctagun; T; — KOHPOpMAaIUs IMepEeHOCUNKa, CBI3aB-
IIeTO TIFOKO3Y W3BHE; Ty — KOH(OPMAITUS MEePEeHOCUYHKA, BRICBOOOXKIAIOIIETO
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TJIIOKO3Y BHYTpPhH 3puTpoumuTa. CXEMaTHYeCcKH 3TH CTaIud HM300paKeHBI Ha
puc. 6.1.3.

D-rmoxoza Bueuninag cToposa

MeMUOpPaHEI

BHyTpeHHAR l:TlJ]JDHa
MeMOpaHB1

Puc. 6.1.3. Mooen» mpancnopma enioxoswi ¢ spumpoyumst ¢ yuacmuem GLUTL. Tlepe-
HOCUUK cywecmayem 6 08yX KOHopmayuorHwix cocmosnusx. Ty — ¢ catimom céa3viea-
HUsL 27IHOKO3bl, 0OPAUEHHBIM HA BHEWHIOI0 CIMOPOHY NAA3Mamuyeckol memoparvl; Tp —
€O C8A3VIOWUM caiimom, o6paujeHHeIM 6Hympb spumpoyuma. Tpancnopm 2moxo3svl
npomexaem 6 uemvipe cmaouu. 1— I'niokosa uz niasmuvl Kposu cea3v18aemcs co cme-
peocneyuguueckum cavimom 8 Ty; 2 — 3mo C6A3bI8AHUE CHUNCAEN IHEPSUI) AKMUBAYULL
kongpopmayuonnozo nepexooa [ ouT1 < [Fin To, 0bae2uaroweco mpancmembpanmwiii
nepeHoc 2moKo3bl; 3 — 2ioko3a 8viceobodicoaemes uz komnaexca [ iy T 6 yumonias-
My apumpoyuma, 4 — nepenocuux 6o3epawjaemcs 8 ucxoouyio kougopmayuio Ty, eo-
Moy 071 Cledyiowec0 payHod C8sA3bl8aHUsL 2IHOKO03bl

YpaBHEHUE CKOPOCTH ITOCTYIUICHHS TIIFOKO3BI MOXKHO BEIBECTH TOYHO TaK
K€, KaK BBIBOAWTCS YpaBHEHHE CKOPOCTH (HDEpMEHTATUBHOW PEaKIUH, TPU
ATOM IIOJIYYUM BBIpKCHHE aHAJIOTHYHOE YpaBHEHUIO Muxasnrnca—MeHTeH:
Vmax[ 5 ]U'-ﬂ
X t+ [S]out
rae Vp — HavanbHas CKOPOCTh HAKOIUICHUS TIFOKO3BI B DPUTPOLUTE IIPH KOH-
LeHTpalMK caxapa B Iu1asMme, paBHOH [Slouw, @ Ki (K nepenoca) — ABISETCS KOH-
CTaHTa, aHAJIOTUYHAS KOHcTaHTe Mwuxadmmca. [pyrumu crmoBamu, K; — 3To
KOHCTaHTa, BKIFOYAOIIas HECKOIBKO 3JIEMCHTAPHBIX KOHCTAHT CKOPOCTH, KO-
TOpasi MOXKET CITY)KUTh XapaKTEPUCTUKON Pa3IMIHBIX TPAHCTIOPTHBIX CUCTEM B
[eJIOM. DTO YpaBHEHHE OMHCHIBACT HAYAJIBHYIO CKOPOCTH MOCTYIUICHUS TITFO-
KO3BI, T. €. CKOPOCTh TiepeHoca, korma [S]in = 0. Kak u B ciydae Ki1acCHUeCKUX
(hepMEHTATUBHBIX PEaKINii, 3aBUCHIMOCTH CKOPOCTH TOCTYIUICHHS TITFOKO3EI OT
e¢ BHCKIIETOYHOH KOHIICHTPAIlM MOXXHO TIPEICTAaBUTH B BHAC JHUHECHHOTO
rpaduka B Koopaunarax JlaitnynBepa—bepka (puc. 6.1.2 B), U3 xoroporo Jer-
KO paccunTtaTh 3HadeHusA Ky 1 V. Korma [S] = Ky, ckopocTs mepenoca riro-
KO3BI paBHA Y2V, T.€. POIIECC TPAHCIIOPTA XaPaKTEPHU3YETCs MOMYHACHIIIE-
HueM. KOHIEHTpamus TIIIOKO3Bl B IDIa3Me, paBHsIOMasAcS B cpemHem 4,5-5

il =
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MM, npuMepHO B TpH pasa npesbimaeT BennunHy K, 9To obecneunBaeT rnpak-
Traecku nonHoe Hacwimenne GLUTL cyGerparoM, U cKOpoCTh Tmporiecca Tie-
peHoca Om3Ka K Vg

IMockonbKy B mporecce «IpeBpaIieHus» Syt B Sn HE IPOUCXOIUT 00pa-
30BaHUSl WM PACIUEIUICHNs] XMMHUYSCKHX CBs3eH, HU «CyOCTpaT», HHU «IIpO-
JIyKT» II0 CYIIECTBY HE OTIIMYAIOTCS APYT OT Jpyra OOJbIICH MM MEHBILIECH
CTaOMIIBHOCTBIO, @ 3HAUUT, TPAHCIIOPT TIIFOKO3bI Yepe3 SPUTPOLUTAPHYIO MEM-
Opany moiHOCTBIO 0OpatuM. ITo Mepe TOro, Kak KoHIeHTparws [S]in ypaBHU-
BACTCS C KOHIEHTpAUeEH [S]ou,CKOPOCTH «BXOa» U «BBIXO/Ia» TJIFOKO3BI CTa-
HOBSITCS paBHBIMH. ClieoBaTeNbHO, JAaHHAS CHCTEMa TPAHCIOpTa HE MOXET
o0ecreunTs HAaKOIUIEHHE TIIIOKO3BI B 3PUTPOLUTE, KOTIA €€ BHYTPUKJIETOYHAS
KOHLICHTPAIMS BBIIIC KOHLEHTPAIMX B IUTa3Me. B 3TOM ciydae mpOMCXOAMT
MIPOCTOE YpaBHOBEIINBAHUE COAEPKaHMS TIIIOKO3BI 10 00€ CTOPOHBI MeMOpa-
HBI, IIPaBJa, ¢ ropa3o Oojee BBHICOKOW CKOPOCTHIO, YeM 3TO OBIIO OBl BO3-
MOXHBIM B OTCYTCTBHE cHenn(HYecKoro nepeHocunka. 3Hadenue K; mo D-
rimoko3e At GLUT 1, KoTOphIi IpOosBISIET BBICOKYIO CIENU(HIHOCTE UMEHHO
K 3TOMy MOHOcaxapuay, coctaBiser 1,5 MM. Jnst cpaBHEHUS: CTPYKTYypHO
poacTBeHHBIE MOHOcaxapuabl — D-manH03a M D-ranmakTo3sl IMEIOT 3HAYEHUA
K¢, paBabie 20 u 30 MM cOOTBETCTBEHHO, a BenmmdanHa K; s L-TIIoK036I paB-
Ha 3000 MM. Takum ob6pasom, GLUT1 ynoBmerBopseT TpeM BakKHEHIINM
KPHUTEPHSM, XapaKTepPH3YIOIIMM IAaCCHBHBIA TPAaHCIIOPT: BBICOKAs CKOPOCTh
muddy3nun Mo rpaAueHTy KOHIEHTPAIMN, HACHIIIAEMOCTh U CIIENU(HIHOCTb.

V gernoBeka, kak oTMedanoch panee, kpome GLUT1 obnapysxeno eme 11
MIEPEeHOCYHNKOB TIIIOKO3bI, KOAUPYEMbIX Pa3HBIMU reHaMu. Kaxiprit u3 HUX 00-
JafaeT YHUKAIbHBIMH KWHETHYECKHMMH CBOMCTBAMHM, TKaHEBBIM pacrpeserne-
areM u (yskouei (tabm. 6.1.1). Iepenocunk GLUT3, tak xe xak GLUTL,
MPUCYTCTBYET B TUIA3MaTHYECKUX MEMOpaHax MPaKTHYECKH BCEX KJIETOK Mile-
KOMUTAIONINX W YEJIOBEKa M OTBETCTBEH 3a 0a30BOE IOTJIOLICHHE TIIFOKO3bI
kinetkamu. 3HaueHne K; meperocunkoB GLUT3 u GLUT1 mist raroKo3sI co-
CTaBJISIET BEIWYMHY, NpUOIM3UTENsHO paBHY0 1-1,5 MM, 4TO 3Ha4YMTENHHO
MEHBIIIE, YeM YPOBEHb Caxapa B CBIBOPOTKE KPOBH, KOTOPBIA OOBIYHO BapbH-
pyet B mpenenax 4,5-5 MM, HO MoXeT mocTurath KoHIeHTpanuu 8 MM. Cie-
nmoBatenbHO, epeHocunkn GLUT1 n GLUT3 oTBeTCTBEHHBI 32 HETPEPHIBHOE
MOCTYIUICHUE TIIIOKO3bI B KJIETKH, IO CYIIECTBY, C MOCTOSIHHON CKOPOCTHIO.

Iepenocunk GLUT2, npucyTcTByONMIA B NEUYSHN U B-KIETKAX MOMKE-
JYIOYHOU >KeJe3bl, OTIMYaeTCsi TeM, YTO MMeeT BBICOKOe 3HaueHue K s
rroko3sl, paBHoe 15-20 MM (o apyrum gauubiM 66 MM). D10 03HaYaeT, 4To
¢ nomotpio nepenocurka GLUTZ2 riiroko3a MOXKET MOCTYIaTh B KISTKU JIaH-
HBIX TKaHeil ¢ Goyiee WM MCHee 3HAYUTEIBbHOM CKOPOCThIO (C du3uonornye-
CKOM TOYKH 3PEHHS) TOIBKO B TEX CIIy4asx, KOrJa ypoBeHb 3TOro cybcTpara B
KPOBH JJOCTATOYHO BBICOK. birarogapsi TakuM crieuduueckuM CBOWCTBAM Iie-
perocurka GLUT2, momkenyqouHast jkene3a mojixyJaeT BO3MOKHOCTh «pearu-
poBaTh» Ha YpPOBEHH TIIIOKO3BI B KPOBH H COOTBETCTBYIOIIUM OOpa3oM «Ha-
CTpaMBaTh» CKOPOCTh CEKPELMH WHCYJIWHA. B CBOIO oYepenp MpOXyKIHs HH-
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CYJIMHA CUTHAJIM3UPYET O HEOOXOIMMOCTH CHIDKECHHUSI KOHIIEHTPAIIMH TIIIOKO3bI
B KPOBHM IIyT€M HHTEHCH(HUKAIMH IpOLEecca IJINKOTeHEe3a WIN YBEIWYCHUS
CKOpOCTH CHHTe3a >XHpoB. BrnobdaBok Beicokoe 3Hauenne K; GLUT?2 obecme-
YHUBaeT OBICTPOE MOCTYIIIICHUE TIIFOKO3bI B KJIETKHU II€UYEHN TOJILKO B MOMEHT €€
BBICOKOM KOHIIEHTpauuu B KpoBu. Kpome Toro, B nedenn nepenocunk GLUT2
OTBETCTBCH 3a «BBIXOJ» TJIIOKO3bI M3 T€NaTOUMTOB. Takas cuTyarus peaausy-
€Tcsl IPH CHIDKCHUM YPOBHS caXxapa B KPOBH, M €r0 BOCIIOJIHEHHE OCYILECTB-
JsieTcsl B pe3yabraTte rimkoreHonusa. CienoBarenbHO, Oaronapsi BEICOKOMY
3HaueHno K; gt GLUT2 3TOT mepeHOCUMK MOXKET pearnpoBaTh Ha ITOBBI-
[ICHHBIA BHYTPHKICTOYHBI YPOBCHb TIIFOKO3bI (0OYCIOBICHHBIN pacagoM
[JIMKOTeHA B MICUYEHHM) yBeanueHneM 3()(PEKTUBHOCTH BBIOpOCA MOHOCaXapHa
B KPOBSIHOE PYCIIO.

[Mepenocunk GLUT4, xoTopbIif OT/IIMYAeTCsl TEM, YTO OH CTUMYJIHPYETCS
MHCYIHMHOM M uMeeT 3HadeHune K, paBHoe 5 MM, TpaHCHIOPTHPYET IIIOKO3Y B
MBIIIEYHBIE U )KAPOBBIE KIETKH. BHIOPOC MHCYIMHA, KOTOPBIH CHTHAIN3UPYET
0 COCTOSIHMM HACBHIIIEHWS TIIOKO30H, BBI3BIBAET OBICTPOE YBEIMUYCHHE YHCIIa
Monekyn meperocunka GLUT4 B mmazmaTmuecknx MeMOpaHaX MHOINTOB U
aJIMTIIOIMTOB, YTO CBOIO OYepeIb MPUBOJUT K ITOBBIIICHUIO CKOPOCTH HOCTYTI-
JICHUSI TIIFOKO3bI B MBI W aAUTMO3HYIO TKaHb. Kom4yecTBO 3TOTr0 mepeHoc-
YMKa B MEMOpaHaX MBIIICYHBIX KJIETOK TAaKXKE YBEJIMUMBACTCS B OTBET HA BO3-
pacTaroIyio GU3HIECKyI0o Harpy3Ky.

ITepenocunk GLUTS, mpucyrcTByromuii B KJI€TKax TOHKOTO KHIIETHHKA,
(YHKIIMOHMPYET TITaBHBIM 00pa30M Kak TpaHcHopTep (GpyKTO3bI.

OnwncaHHOE CeMENCTBO OENKOB — MEPEHOCYMKOB TIFOKO3bI OUSHB SIPKO Je-
MOHCTPHUPYET, KaKUM 00pa3oM pa3iH4yHbIe H30()OPMBI OHOTO-ETHHCTBEHHOTO
OenKka MOTYT CyNIECTBEHHO BHIOM3MEHSTH XapakTep MeTaboiIn3Ma KIETOK U
CIOCOOCTBOBATh MX Pa3HOOOPa3HIo N PYHKIMOHAIBHON CHEUATH3aNH.

Benkn — mepeHoCUYNKY TITIOKO3BI SIBIISIOTCS MPEICTABUTEISIME LIEJIOTO Cy-
TepceMeiicTBa MM HaZCEMENCTBAa TPAHCIIOPTEPOB, HA3BIBAEMBIX OCHOBHbIMU
nocumensmu pyuxyui (MF). TlpencraBurenn 3TOro cemeiicTBa TPaHCIOPTE-
POB 00€ECIeUNBAIOT JOCTABKY IIIOKO3BI B KIJIETKH TAaKUX Pa3HBIX B IBOJIOLH-
OHHOM CMBICIIe opranu3MoB, kak Escherichia coli, Triypanosoma brucei (ma-
pa3sUTHYECKOE MpOCTeiilnee, SBISIOMEECsS BO30YIUTEIEM COHHOM OONIC3HH),
MIICKOITUTAIOIIE, BKIIIOYAs YeJIOBeKa. Takoe M3BICKAHHOE pa3pelleHHe Mpo-
OJeMBbl JTOCTaBKH METa0OIMYECKOr0 TOILUIMBA IMOSBHIIOCH B XOIE IBOJIOLHMU
PaHO M OKa3aJ0Ch NPUTOAHBIM IS HYX] HE TOJIBKO PA3IMYHBIX OPraHU3MOB,
HO U pa3JIMYHbIX TKaHEH MHOTOKJICTOYHBIX JKHBBIX CYIIECTB.
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Tabnuya 6.1.1. Xapaxmepucmuxa nepeHocuuxos 2ioKo3bl, KOOUPYeMbIX UOeHMUpuyu-
POBAHHBIMU 2EHAMU 2EHOMA YeL08EKA

TxaHH, B KOTOPBIX IIPO-

Ilepenocunk HCXOJUT IKCIPECCUs Kopupyromuii ren DyHKIHSL
T'eHOB
GLUT1 YHUBepcaIbHbINH SL.C2A1 Obmee mornome-
HHE TTIOKO035I
B neuenu — mo-
TIIOIeHU e U30bITKa
ITeuens, octpoBku Jlan- TUHOKO3BI B KPOBH,
GLUT2 ’ P 9. C2A2 B TIOJIKEITY IOYH O
reprafnca, KHIIEYHUK
Kelese — Perys-
1yst BBIOpOCa MH-
CyJIHHA
GLUT3 Mosr (HepBHAsI TKaHb) 9. C2A3 Obmee nornome-
HHE TTIOKO035I
ML, SKHDOBAs AKTUBHOCTSH pery-
GLUT4 1B, HHPO S.C2A4 JIUPYETCS HHCYIIH-
TKaHb, CEpAIE
HOM
KHIIeummiK. S I'maBHBIM 06pazoM
GLUT5 ' ' S.C2A5 TpaHCIIOPT PPYK-
MIOYKH, CIIEPMATO30UIbI
TO3BL
Bo3moxHO, HE
Cenesenka, MO3r Jei- HIMECT TpaHCIopT=
GLUT6 ! 9. C2A6 HO (QYHKIMH I
KOIHTBI
OHa HE YCTaHOBIIE-
Ha
GLUT7 MHEKPOCOMBI [ICYCHH S.C2A7 -
GLUTS Slnaky, GracTonucTa, 9.C2A8 B
MO3T
GLUT9 TleueHs, MOYKH S C2A9 -
GLUT10 ITeuens, moKETYAOY- 9.C2A10 B
Hasl JKenesa
GLUTIL Ceprue, cKeleTHas Myc- 9.CoA11 B
KynaTypa
AnurnosHasi TKaHb, CKe-
GLUT12 JIETHAsi MyCKyJIaTypa, SLC2A12 -

TOHKUH KUIIEYHUK

133




COOEPXAHUE

3= 1001 (5) £ 17 (TN 3
Jlexuus 1. TlepeBapuBanue 1 BcachIBAHWE OCHOBHBIX THITOB MTUTATEIBHBIX
11510 (T3 1 - N 5
OpraHbl )KenyA04HO-KUIIEYHOT0 TPAKTa UMEIOT MHOXKECTBEHHbIE (PyHKIIHN
B TIEPEBAPUBAHHIH ......eoveueaertreeiaesesreseassessesesssesesestsssaesessatsessesssssensesessssssesesssnnns 6
ITopkeryno4Hast xKenesa nocTapisieT PepMEHTHI [Is IepeBapUBaHHS B
TOHKOM KHIIEUHHKE .....veveeeaerresiaessesesesesessesestasssssesesssassesssssessesssssessesessssssssessaes 7
IMuuieBapuTenbHbIe GEePMEHTI CEKPETUPYIOTCS B BUAE 3UMOTCHOB. ... 10
Perysimust cekpenin OCyIeCTBISIETCS! O/ AeHCTBHEM CeKPETOTeHHBIX
(1011171 (535170, SOOIt 12
TpaHCIOPT PACTBOPEHHBIX BEIIECTB MOXET MPOUCXOANUTH MEXKITY
SMUTENUATBHBIMA KIIETKAMH M Yepe3 KICTKHU JTUTENHNsI TOHKOTO
KHIIIEUHHKR +...vveuveearesueesseesesseessessssssesssssaseessessesssessssssessssneessesasssnessessnesnnessenns 15
BcachiBaHHE U CEKPELIHS AIEKTPOIHTOB ....evvveverrererereseereesereenens .18
Cekpenust COMSTHON KUCIOThI 00KJIaI0UHBIMU KIETKAMH KEIYIKA «.vvvvnenens 22
Jlexnust 2. OOMeH O€NIKOB. OOIIME TOIOMKEHIS c.cvvvuvrrreeerrrrrniseeseeseiesssannenes 23
BanaHc a30Ta 1 a30THCTOE PABHOBECHE ......cvrveeeererreseeressesesesessesesssessesesesnsens 24
HOPMBI OITKA B ITHTAHMH .......cvieis et s s s 26
BHOTOTHYECKAS IIEHHOCTD OEITKOB ..eivveeeiesreeesereesissreesassresesssessesssessssssesssareses 28
OOMEH HPOCTBIX OCITKOB .....vueuviuvirsisissiesessesessssessssasss s s sassssasns s 32
IMepeBapHBaHNE OCITKOB B JKEITYIIKE ....cuvursvrerssessessssesissssssssssssessesassssassassssnses 34
JIEHCTBHIE TICTICHHA. ...c.uveeeuteeueeeeeeesueeaseesueeaeseesseesbessaseaesseesaseensessareeensnsssennn 35
Jlexuus 3. TlepeBapuBanue O€IKOB B TOHKOM KHIIEYHUKE. AKTHBALIUS
TAHKPEATHUECKHIX 3AMOTEHOB ....cvveeeeessssurerreeesesssaasrsnneeesessssanrnnseeeessssssnnsnnes 38
Vyactre HenTuaa3 TOHKOro KHIIEYHUKA B PACIICIUICHHH KOPOTKUX
TIETITHZIOB ....uuvvveeeesseainssereessesesasssssessssasssssssessessassssssssssssasssssseessessasssssssessssnnssnnns 40
CepuHoBble IpoTeHHA3bl. MeXaHU3M AEHCTBUA XUMOTPHUIICUHA U
KAPOOKCHTIETITHIIABEI «...vc.ververressessessessessessessessessessessensessessessessessensessessessessensenee 41
MexaHu3M KaTaIUTHYECKOTO JEHCTBUS XUMOTPHUIICHHA «....vvrvvineeseereressnessens 47
MexaHu3M aKTHBALMU XUMOTPUIICHHOTCHA. ....cviiesiiieisste i s s 50
Oomue cBOICTBA CEMEHCTBA CEPHHOBBIX TIPOTEHHAS .....uvuvversrn i 50
HapymreHns mporieccoB NEPEeBAPHBAHUS OCITKOB ........vcursvririe e sesesieiesneess 51
MexaHu3M AeHCTBUS KapOOKCHIIENTHAA3H A.... .
BcachiBaHHE CBOOOTHBIX AMUHOKHCIIOT ....vvveresiaereesessesssssesesssessesssssessssssssanns
BCachIBAHHE HHTAKTHBIX OCITKOB .....vvrvevieiiiereeiesiesesisssesesssssesesssssnesesesnnenes
Aumaypust HSUTPATbHBIX AMUHOKHCIOT (00I€3HD XaAPTHYIIA) «.vuvcvvvereenervenens 58
Jlexkums 4. OOMEH aMHHOKHCIIOT B HOPME M ITPH TTATONOTHH ......vevenveeeverene. D9
OOUIHE PEAKIIN AMUHOKHCIIOT .....veuvesesressessessessessessessessessessessessessessensessessenns 60
TpaHcaMHHUPOBAHHE AMHHOKHCIIOT CBSI3aHO C IIEPEHOCOM aMHUHOTPYIIIIBI
HA AKIICTITOP +.vveuveeuresseessesssssssessesnsesssessesasssresss e ssesssestessssresanessssssnessesasesnesssesns 60
OkucuTenbHoe Ie3aMUHIPOBaHHE aMUHOKHCIIOT.
[ TyTaMATACTHIPOTEHABA ...e.vverireviriresiiseesre st srse st s e nre e 63



OKCHIA3BI AMHHOKHCTIOT ... eeeieess e sessssesssses e s s e sassssesnssessessesssneseas 64
PEAKITUI AMMUEAKA ......vvveeeeeeiivireeeeesiiitisseeeessessissereeessensssssssseessesssssseessssnnsssens 66
07020 @Y 0 (53:171 515 TSR 68
O6pa3zoBanue kapbamomndocdara — He0OXOIIMast MPEAIOCHIIKA

(YHKITMOHIPOBAHHS KA MOYCBHHEL ..

PEryIIsAIUST [IIKITA MOTEBIHD ......cucveeeseerressesessenessensesessssesssssssesessenessenssseneans

AJIbTEPHATHBHBIC PEAKIIMU BBIBEICHUS U30BITKA A30TA ..cuverervereerereanerenereanens 74

HacnenctBeHHbIe 1e(DeKTHl (PEPMEHTOB IIHKJIA MOUCBUHBI ......c.veveeeeeerneeenss 75
N-aIeTHITITYTAMATCHHTETABA «. . .veeeeneeeeesieeeeseeeeesanresaessnneeeensnns 76
Kap0aMoriIdOoChHaTCHHTETABA. ....ccvveeirie it 76
OpPHUTHHTPAHCKAPOAMOMITABA. ... evvevvee s i esreeesrreessressne s s e sane e 76
APIrUHUHOCYKIMHATCHHTETA3A 1.vvesieiiesssinscesssanssesinessesssnsssensnnas 77
ApPruHMHOCYKIIMHATIIHA3a
ApPruHasa........coceeeeiieene

Jlexmmst Ne 5. OOMeH HHANBUAYaTHHBIX aMUHOKHCIIOT B HOPME U TIPH

TIATOTIOTHIH +..uvvveeeessaunsusnseeeessansnssseeeessaasssnsseeeeesaannbsnnsseeeesaannsbnbrseeeesaannrnnnns 78

IpeBpatnenust Tpexyraepoasbix (Cs) aMHHOKHCIIOT alaHUHA, CCPHHA,
1002 (61702 c: PP PR 80
OOMeEH S-COIEPIKAIIIX AMIHOKHCIIOT ..vtsveevevessessesseasessessessessessessessessessessenes 85
PacmiernyieHre apOMaTHUECKIX AMUHOKHCIIOT «..vvvvvereeresssessesssesneessessessesseenns 90
[IpeBpamenus cemeiictBa Cs-aMUHOKHCIIOT ..

Jlexuus 6. [lepeBaprBaHUE M BCACHIBAHNE YTTICBOMOB ....vvvvvevervreesieeeserenenis 97
3HAYCHNE KJICTYATKH B TUTAHUH YETOBEKA +..veurerureireessissesseessssssesresssessesssenas 99
Henpsiveie 3¢ ekt pah THIPOBAHHBIX YITICBOIOB -...c.vcuveurseeuesreesresassesenns 103
IlepeBaprBaHHUE U BCACBIBAHUE YITIEBOIOB ...ovveviiivisississississississsssssssssnnsess 104
BCACHIBAHIE MOHOCAXAPHIIOB «...vevvrvereenesseseeserersessenessesessessssensssessasessessssenens

CIIACOK JIITEPATYPBI -.veenuvreeseruereeaaaueessasseeesaassesesssssessansssessasnseessnsssesssanns

OCHOBHAS JTATEPATYP . -vvteeenrureeesaneeeeesueeeeaansneessasnseesasseeessnseses
JlomomHUTENEHAS THTEpATypa

[prnoKeHNE 1 K TEKIIM D.....eviiiiiiiie ettt
I'uapokcuinpoBaHue U APyrie MOAUGHUKAINK OSITKOB COCTUHUTEIIBHBIX
0 13 (7 PSPPI 118
I'enernueckne AeQEKTHI CTPYKTYPBI KOMTATCHA .......vesecereesssaeissieesieenns 121

TIpHUIOKEHNE 2 K JHEKIIHH D..c..vviieetiiie s ettt ebe e e e

IMonmamuHE! ¥ UX QU3HOTOTHMYECKIE () YHKIHH ..
buocuHTe3 nonuaMuHOB

KaTaOOTH3M TTOTHAMIHOB ........eivireeeiaresressesiessestessessessessessesnessessessesnessessesses 126
TpUnoKEHNE 1 K HEKIIH B.....eeeeeeeeiiies ettt 127

Cy1iecTBOBaHHE CEMEICTBA TIEPEHOCYNKOB TIFOKO3bI 00eceYnBaeT

TPaHCIOPT JAHHOI'O YIJIEBOJA B KIIETKAX KUBOTHBIX U UEIOBEKA......ccvevenns 127

135



YuebHOEe u3nanue

Boxkyrts Cepreit bopucosuu

KYPC JEKIIUH 1O MATOBMOXUMHNHU
OBMEH BEJIKOB 1 YTJIEBOJOB B HOPME U ITPU ITATOJIOT
Yacrts 1

Penaxropet M. U. Aexumosuu, O. A. Kyuunckuii
Koppexrop C. O. Capaesa
Kommsrotepras Bepctka M. JI. FOprosa

IMonmucano B nevyats 8.04.08. ®opmar 60° 90 1/16. Bymara odcerHast.
TCaprautypa Times. I[leyaTs puszorpadudeckas.
Ve meu. 1. 8,5. Yu.-m3n. 1. 6,6. Tupax 30 5k3. 3aka3z Ne 53.

W3znarens n nonurpaduieckoe UCTIONHEHNE
yupexaenne o0pazoBanus «MexXIyHapOAHBIH rOCyIapCTBEHHbIA
9KOIOruuecknid yHuBepcuteT umenn A. JI. CaxapoBa»

JIN Ne 02330/0131580 ot 28.07.2005 1.
yi. lonmrobpoxckas, 23, 220070, r. Munck, Pecniybimka benapycs
E-mail: info@iseu.by
URL: http://www.iseu.by


mailto:info@iseu.by
http://www.iseu.by

