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HyxkJy1eonpoTenHsI - 3TO CJI0OKHBbIE 0€JIKH, COCTOSIINE U3 0eJIKOBOM YaCTH
U MPOCTETUYECKON rPyNnbl, NPeACTABJIEHHOI HYKJIEHHOBbIMU KUCJIO0TAMHU
(IHK unu PHK).

9.1. IlepeBapuBanne M BCACHIBAHNE HYKJICONMPOTCHHOB

OCHOBHBIM HCTOYHHKOM HYKJICONPOTEHHOB SIBJISIOTCH NMPOAYKTHI 5)KHBOTHOI'O
NPOUCXOXKACHUS, [VIABHBIM 00Pa30M, MSICO M CyONIPOAYKTHI.

B xenyake mnoa AEWCTBUEM COJITHOM KHUCIOTBI M IIETICMHA IPOUCXOAUT
pacnaj HyKJICOMPOTEHHOB /10 HYKJIEMHOBBIX KHCIIOT U Oelika, KOTOPHIN 3aTeM Mpu
YYaCTHUH KETYNOYHO-KUILIEUHBIX MIPOTEa3 TUAPOIN3YETCS JO aMUHOKHUCIIOT.




B KHIIEYHUKE HYKJIEWHOBBIE KHUCIOTHI NOJ JEHUCTBUEM IMaHKPEATUYECKUX
nykinead (JJHK-aset u PHK-a3sl) pacnamarorcs 70  OJMMTOHYKJIEOTH]IOB.
OnuronykneoTu sl pacueruisitores  pocdoauscrepazoil  cIu3UCTOd  000JOUKH
KHUIIEYHUKA JI0 MOHOHYKJIEOTHJIOB, KOTOpble Toa JeicTBueM (ocdaras
THAPOJIU3YIOTCS ¢ 00pa30oBaHUEM HYKJIEO3UI0B U (ochopHOM KHUCIOTHL. ITO
MPOUCXOJUT YACTUYHO B MPOCBETE KUILIEYHUKA U YACTUYHO BHYTPH HSHTEPOLIUTOB
MOCJI€ BCAaChIBaHUSI B HUX MOHOHYKJIEOTHIOB (puc.l). Hykieo3uasl mo BOpOTHOM
BEHE JOCTAaBILIIOTCA B II€YEHb, I'JI€ PACHANAIOTCA aHAJIOTUYHO HYKIJIEO3UIaM,
o0Opa3yronuMcs B X0JI€ pacraja TKaHEBBIX HYKJIEHHOBBIX KHCIIOT.
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Puc. 1. Pacnag HyKJ1€ONpOTENHOB B KEIYJOYHO-KUIIEYHOM TPAKTE

9.2. TkaneBOH pacnaa HYKJIEMHOBBIX KHUCJIOT

HyK.]'IeI/IHOBLIe KHCJIOTHI PACIICIVIAIOTCHA B TKAHAX NPCUMYIIECCTBCHHO
IT'MAPOJIUTHICCKUM l'IyTéM IIPH y9aCTHHA HYKJICa3.

Paznuuaror: snmonykieassl  (JIHK-aza |, JIHK-aza IlI, PHK-aza) wu
9K30HYKJIea3bl (3-HyKJIea3a u S-HyKjeasa).

JIHK-a3a | karanusupyeT pa3pblB BHyTpeHHUX (HochoaAdIPUPHBIX CBS3EH B
onHot w3 aAByx nenedt monekynasl [IHK ¢ oOpasoBanmem HU3KOMOJEKYJISPHBIX
OJIUTOJIE30KCUPUOOHYKICOTHUIOB.




JAHK-a3a |l BbI3bIBaeT mapHble pa3pbiBbl (pochoanmdPpupHbIX cBs3eil 0denx
neneit JIHK ¢ oOpazoBanuem 0osiee KpyMHBIX OJIMTO/1€30KCUPUOOHYKICOTH IOB.

PHK-a3a pacmerisier PHK 10 onuropn6oHyKiIeoTHIOB.

OK30HYKJI€a3bl KaTaIU3UPYIOT THAPOIUTHYECKOE OTILIEIUIEHUE KOHLEBBIX
HyK1eoTu10B (¢ 3- min S-xonua) ot JJHK u PHK unu ot onuronykieotuaos. Itu
dbepMeHThI PYHKITMOHUPYIOT IPEUMYILIECTBEHHO Y MUKPOOPTaHU3MOB.

B pe3yabTarte moc/ieioBaTeIbHOTO 1eCTBUA YHI0- U IK30HYK.I1€a3
HYKJI€HHOBbIE KHCJIOTHI PACIAIAI0TCS 10 MYPHHOBBIX H MHPUMHUANHOBBIX
HYKJI€OTH/IOB

Hapsany ¢ »Tum cymecTBYyOT (EepMEHTBHI, OCYIIECTBIISIIONINE paciiajl
HYKJIEUHOBBIX KACJIOT HETUIPOJIUTUYECKUM ITYTEM, B YACTHOCTH

- noJuHykieotundocdopuiiaza, nepeHocsas HYKICOTHUIHBIA OCTaTOK C
PHK Hna neopranuueckuii pocdar

- PHK, + H3PO, PHK .1+ PI® (pubonykneotunaudocdar)

_—

- JHK-rmuko3uaasbl, OTIIEIUIAIONME MOAUGUIIMPOBAHHBIE a30TUCTHIE

OCHOBaHUs U yyacTByromue B penapaunu JJHK.

9.3.00MeH NYPHHOBBIX HYKJICOTHIOB

9.3.1.KaTa60a13M nypuHOBLIX HYKJIEOTHI0B (AM®D u I'M®D)

IIpu yyacTnu HyKJI1€0THAAa3 OT HYKJIEOTHAOB OTIIENJIsIeTCS 0CTATOK
(pocpopHOii KUCTOTHI C 00pa30BAHHEM HYKJICO3HIO0B — a/ICHO3HHA
1 T'YaHO3MHA, KOTOPbIE B X0/1¢ JaJbHEHIINX PeBPALICHUH PacnajalTcs 10
MO4€BOil KMCJI0ThI — KOHEYHOI'0 MPOAYKTA IyPHHOBOI0 00MEHA y Ye10BeKa.

AJICHO3MH __TMOJBEPraercsi TUAPOIUTHYECKOMY  J€3aMUHHUPOBAHUIO U
MpEeBpaIaeTCsl B UHO3UH (TUTIOKCAHTHH + prubo03a).

HNuo3uH noja neiictBueM Hykieosuadochopunazel 1 HzPO, pacmersiercs
JI0 TUINOKCaHTMHa U pubo3o-l-pocdara. Pubdozo-1-pochar mzomepusyercs B
pub030-5-pocdar, KoTopslid 3aTeM mpeBpamiaercs B Gocopudosmi-nupodocdar
(DPIID), HEOOXOAMMBII 7151 CUHTE3a HYKJIEUHOBBIX KHCIIOT

'MIOKCAHTHH 1O/ JIEWCTBHEM KCAaHTUHOKCHJIa3bl OKUCIAETCA 10 KCAaHTHHA,
KOTOPBIM 3aTEM IPEBPAILAETCS B MOYEBYIO KHCIIOTY.

KcaHnTHHOKCHIa32a OTHOCUTCS K KJIACCy OKCHUIOPEAYKTa3 M COJIEPKUT B
cocraBe mpoctetuueckor rpynmbl DAJI, kenezocepHble OCTKM W HOHBI
MommOgeHa. B o0emx  peakmusax, KaTaIM3UPYEMbIX KCAHTUHOKCHIA30M,
ucnoisizyercs kuciopon u H,O (puc.2).
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Puc.2. Cxema pacnaga ageHO3MHA

I['vaHo3uH moj aeiictBueM Hykieosuadochopuinasbl HochopoIuTHIECKUM
nyTéM pacuieruiieTcs 10 TyaHuHa W pu0o3o-1-docdara. ['yanun noasepraercs
TUAPOJIUTUYECKOMY J€3aMUHUPOBAHUIO U TPEBPAIIACTCSd B KCAHTUH, KOTOPBIN
OKHCJISIETCS] KCAHTUHOKCUIA30M 10 MOYEBOU KHCIIOTHI.

O6pazoBaHre MOYEBOW KHUCIOTHI TPOUCXOIUT, TIABHBIM O00pa3oM, B MEUCHU
(0,5-1,0 T B cyTkH), OTKyJa OHa IIOCTyIaeT B KpOBb, IJAc €€ CcojaepKaHHe
coctasysiet 0,15 - 0,5 MMoJb/11, @ 3aT€M TOJIHOCTHIO BHIBOJUTCS Uepe3 MOUKH.

9.3.2. buocuHTE3 NYPHUHOBLIX HYKJIEOTHIOB

buocuntes IIYPHUHOBBLIX HYKJIICOTUAOB IPOTCKACT IIPAKTHUYCCKN BO BCCX
KJICTKax opraHui3ma 110 IBYM IIYTAM:



de novo (3aHOBO), SBISIONIMMCS OCHOBHBIM JJisi OOJBIIMHCTBA OPTaHOB U
TKaHeW, NpH KOTOPOM IIypMHOBOE KOJbLIO oOpa3yercs M3 (parMeHTOB
Pa3IMYHBIX COCAUHEHUN.

«IIYTH CHACEHUs», HanboJee NHTEHCUBHO MPOTEKAIOIIEM B TOJIOBHOM MO3Te
U OBpICTpO  pacTymux TKaHAX (3MOpPHOHAJIbHOW, pEreHepupyroliei,
OIlyXOJIEBOM); SIBJISIETCA PE3EPBHBIM IyTEM, B KOTOPOM Ul CHHTE3a HOBBIX
HYKJICOTHJIOB IOBTOPHO HCIIOJIB3YIOTCS ITypHUHOBBIC OCHOBaHUA,
oOpa3oBaBIIMeEcs B X0JI€ UX pacnaza

9.3.2.1. buocuHTE3 NIYPHHOBBLIX HYKJI€OTHIAOB de NOVo

OCHOBHBIM MECTOM CHHTE3a IYPUHOBBIX HYKJICOTHUIOB SBJISIETCA IICUYCHD,
KOTOpasi CHa0XaeT MU KJIETKU, HE CIIOCOOHBIE K MX 00pPa30BAHMIO: IPUTPOIIHTHI,
NOIUMOPPHO-SAEPHBIC JIEUKOIIUTHI M YACTUYHO FOJIOBHOM MO3T.

OTOT MyTh HaunHaeTcs ¢ oOpazoBanus Gocdopudozmmnupodocdara (OPIID)
u3 pru0030-5-pocdara moa aericteueM KitoueBoro ¢pepmenra OPIID-cunTeTassl ¢

yuactueM ATO.
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3arem Ha Mosiekysie OPIID popmupyercs mypuHoBoe KoJbLo. McTounnkamu
aTOMOB a30Ta U yriaepoja AJid ero o0pa3zoBaHus ABIAIOTCS (puc.3):
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Puc.3. UcTouHrKN aTOMOB yriepoja v a30Ta B IypHUHOBOM KOJIbLIE



Bnavane ¢ monexynoun @OPII® coegunsercs riayTamMMH W IIPA y4aCTHH
OPIId-amunorpancdepaspl obpasyercss hochoprbo3mnamMuH, KOTOPBIN 3aTeM B
pe3yabTrare psaa nocneayrmux 10 peakuuii npeBpalaeTcss B MEePBbId HYKJIEOTH]
- UHO3UHOBYIO Kuciory (MM®), comepxaiiyto B Ka4eCTBE a30THCTOIO OCHOBAHMSI
runiokcantuH. UM® sBinsierca npeamectBeHHUKOM AM®D u TMO.

AM® cunresupyerca w3 MM® npu ydacTuu acmaprara, CIIy>Kallero
noHopoM NH,-rpynimel, u ['T® B kauecTBe UCTOUYHUKA SHEPTHH.

I'M® ob6pasyercs 3a cuét rimyramuHa u ATO.
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Puc.4. Cxema cuHTE3a aICHUIOBBIX U I'yaHWIOBBIX HYKJICOTHUIOB
Perynauus OWOCHMHTE3a NYPUHOBBIX HYKJIEOTHUIOB OCYIIECTBISIETCS T10
NPUHIUITY 0OpaTHOM CBA3M (PETPOUHTMOUPOBAHMS):
AM® u I'M® unrubupyrot perynsaropasie ¢pepmenTsl - OPIID-cunrerasy (E;) u
OPIID-amunorpanchepasy (E,);
MpeBpalieHie HHO3MHOBOU KUCJIOTHl B AM® unu B 'M® noaaBiseTcss BHICOKOU
KOHLIEHTpaLUEl COOTBETCTBYIOIEr0 HYKJIEOTUAA

9.3.2.2. «IIyTh cHaceHus»

B oTnuume OT CHHTE3a NYPHHOBBIX HYKICOTHIOB Oe NOVO st «ImyTh
CIIaCeHUs» HCIIOJIb3YIOTCS a30THCThle OCHOBaHUS, 00pa30BaBLIMECS MPU pacraie
IIyPUHOBBIX  HYKJIEOTHJIOB:  aJCHWUH, TyaHHMH MW  TUIOKCaHTUH. OHH
MIPUCOETUHSAIOTCS K OPIIOD c y4acTUEM dbepMeHTOB -
anennHpocpopudosmnTpancepassl (E;) M rumnokcaHTuH-ryanuH-Qpocpopudo-
suitpancdepasnbl (E).(puc.5).
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Puc. 5. Cxema o6pazoBanuss AM® u 'M® no «11yTu ciaceHus»



OToT IIyTb CHUHTC3a MMCCT BCIIOMOT'ATCJIBHOC 3HAYCHHUC M IIPOTCKACT TOI'A4d,
KOorJaa BO3HUKACT OonbIIas HOTpC6HOCTI> B IIYPHUHOBBIX HYKJICOTHAAX.

9.3.3. HapviieHuss 00MeHAa NYPHHOBBIX HYKJIEOTHI0B

IloBblIeHNe coaep:KAHUSI MOYEBOI KHCJI0THI B KPOBU — FHNIEPYPUKEMUS -
SIBJISIETCSI CJIEICTBHEM JIMOO MOBBIIIEHUsI CHHTE3a IIyPUHOBBIX OCHOBaHMi de
NOVO, 1n00 CHUKEHHSI HHTEHCUBHOCTH «IIYTH CHACEHUSD.

M3BecTHBI NBa TE€HETHMYECKU OOYCIIOBJICHHBIX (EepMEHTATHBHBIX nedekTa,
CONPOBOKIAIOIINXCS TUIIEPYPUKEMUECH :

AHOManbHO BbICOKass AakTUBHOCTh @OPIID-cuHTETa3Bl, NpUBOASIIIAA K

YBEIIMYEHHUIO CHHTE3a IYPUHOBBIX HYKJICOTHAOB, MNOCIEAYIOIIUN pacmaj

KOTOPBIX MPUBOJIUT K TUIIEPYPUKEMUMU.

YactruuHas HEJIOCTATOYHOCTh TUNIOKCAaHTUH-TYaHUH-(pochopudo3mi-

TpaHcdepasbl, COMPOBOKIAIONIASACS YMEHBIIICHUEM 00pa30BaHusl TyPUHOBBIX

HYKJICOTUJIOB T10 «IIYTH CHACEHHs». B 3TOM ciydae a30THCTbIE OCHOBaHUS HE

UCIIOJB3YIOTCS. Ha TMOBTOPHBIM CHHTE3 HYKIEOTHUJIOB W pacmajarorcs 10

MOYEBOU KHCIIOTHI.

MoueBasi KUCIIOTa IIJIOXO pacTBOpMMa B BOAE U Jaxe HEOOJIbIIOE
MOBBIIIIEHNE €€ KOHIICHTPAIIMU B KPOBU U TKAHSX COMPOBOXKIACTCS IMOSBICHUEM
KPUCTAJIOB €€ HATPUEBOU COJIM - ypaTOB HATPHsl, OTIOKEHUE KOTOPHIX B TKAHAX
MPUBOJUT K BO3HUKHOBEHUIO MOJArphbl. ITO 3a00JeBaHUEe quarHoctupyercs B 20
pa3 yaile y My>KYdH, YeM Y KEHIIUH.

[Tomarpa xapakTepusyercs psIoM NPOSIBICHUM:

- HauGousee yacTo mopakaroTcst MEJIKHE CycTaBhbl (pHC. 6).

Puc.6. [lonarpuyeckue y3ibl B 00J1aCTH CYCTaBOB MaJIbLIEB PYK

OTno)keHne KpUCTaUIOB ypaTOB HATPHUS BBI3bIBAECT UX BocmajeHue. OOBIYHO
(B % ciyuaeB) 00JIe3Hb HAUMHACTCA C MOPAKECHUS TEPBOTO TUIIOCHE(aATIaHTOBOTO
cycraBa Oousiplioro mayibila HOTH. [loBpexmaroTcss MeMOpaHbl — JTU30COM

JEUKOUUTOB, (AroUUTHPYIOMIMX KPUCTAJIBI ypaToB, H JIM30COMAJIbHBIE
(dbepMeHTHI BBIXOJAT B UTOIIIA3My, pa3pylaloT KieTku. [Ipu  3TOM BO3HHMKaeT
cuibHble Oonu. [IpUCTymnbl MpOmOIKAIOTCS yacaMd W HEOJHOKPATHO
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MOBTOPSIIOTCS C TIEpEPhIBAMU B HECKOJIBKO MecsilieB. B pe3ynbraTe OTI0KEeHUs
ypaToB B CyCTaBaX, CyXOXXHWIIMAX, XpsAllaX U KOXK€ BO3HHUKAIOT MOJAArPUYECKUE
y3J16I (TOQYCHI).

- OTnoXXeHHe KPUCTAIJIOB YpaTOB HATPUS B MOYEUHBIX KaHAIbIAX MPUBOJAUT
K Pa3BUTHUIO MOYEUHON HEJOCTATOYHOCTHU, B MOYEHHBIX JIOXaHKAX - K 00pa30BaHUIO
MOYEYHBIX KaMHEH.

Hpyroi Tsxénoit HacIeACTBEHHOM (POPMON TUTIEPYPUKEMHH SBIISCTCS
cunapoM Jlema — HuxaHa, KOTOpbI BOBHUKAET TOJBKO Y MaJIbUUKOB B BO3PACTe
OT moyiyroja A0 16 JeT BCIEACTBUE YMEHBIICHUS B THICSYM pa3 aKTUBHOCTH
THUIMOKCAHTUH—TyaHUH-(pochopudosmipancdepassl. Y nereil TOMUMO CUMIITOMOB,
XapaKTEePHBIX I TMOJArpbl, HAOMIOAAIOTCA  TSHKENIbIE  HEBPOJOTHYCCKUC
paccTpoicTBa: nepedpanbHbIe napajinyu, HapylIeHUE MHTEJJICKTA,
YJICHOBPEAUTENLCTBO (YKYChI MaiblieB, T'y0). be3 HazHaueHUs JieueHUs OOJIbHbBIC
norudaroT U3-3a HapylIeHUs! QYHKIIUU MTOYECK.

JleueHue 1 MPOPUIAKTHKA MOIArPhl BKIIFOYAET CJIECAYIOIINE MEPOTIPUSITHSL:

- cOOJII0/ICHNE AUETHI, TaK KaK HYKJICOMPOTEHHBI MHUIIHU MOCTABISIOT OKOJIO 1/3
ypatoB Hatpusa. Haubosnblliee KOJIMYECTBO HYKJICONMPOTEHHOB COJEPKUTCS B MsICE U
0COOEHHO CYOPOyKTaX;

- oTka3 or ankoroiyia. Cyxue KpacHbI€ BHHA COJEPHkKAT COJIM BUHHOKAMEHHOM
KHUCIIOTBI, KOTOPBIE CIOCOOCTBYIOT KPHUCTAJUIM3AlMM MOYEBOM KHUCIOTHI. [lomumo
ATOTO MPUEM AJKOTOJIsI MPUBOJUT K alMI03y, KOTOPBIN HApYIIAET BHIBEJCHUE YPATOB
U3 OpraHu3Ma;

- TPUMEHEHUE COJIeM JUTUs i O0Opa3oBaHMs ypaToOB JUTHUs, OoJee
PacCTBOPUMBIX, Y€M ypaThbl HATPUS;

- NpuéM aAJJIONYyPUHOJIa — CTPYKTYPHOTO aHajIora rumoKCaHTHHA.

AJNJIONMYPUHON SIBJISIETCS KOHKYPEHTHBIM WHTHOUTOPOM KCAHTMHOKCHUIA3bl M
NPUBOAUT K YMEHBIICHHIO oOOpa3oBaHuUs MoO4eBOMl kucnotel. CojepskaHue
TUIMOKCAaHTHHA U KCAHTHHA TIPU 3TOM, HA000POT, MOBBIIIAETCS, OJHAKO OoHU B 10 pa3
Jydllle pacTBOPSIIOTCS B KpoBM U Moue. [loMHMO 3TOro amgomypuHON
B3aumozeiictyer ¢ OPII®D, yto ymensinaer obpazoBanue dochopudo3uiaMuHa, u
CIICZIOBATEIIbHO, CHHTE3 IyPUHOBBIX HYyKJIcoTHa0B Oe novo. Takum obOpasom,
JUTOTTYPUHOJI MHTHOUPYET KaK pacrajl, TaKk U CUHTE3 MyPUHOBBIX HYKJIEOTHOB, YTO
MPUBOJIUT K YMEHBIIIEHUIO 00pa30BaHUS MOYEBOM KUCIIOTHI.

9.4. OOMeH NUPUMHUIMHOBBIX HYKJICOTHI0B

9.4.1. Pacnag nupuMuanHOBLIX HYKJIe0THA0B (HIM®D, YM®, TM D)

HI/IpI/IMI/II[I/IHOBLIe HYKJICOTH/bI 1O/ HeﬁCTBHeM HYKJICOTH/IA3 IIPEeBPAIIAI0TCHA
B COOTBETCTBYHOIIME HYKJICO3U/IbI: IMTUAUH, YPUAUH U THMHUAUH.

[luTHIMH 1TOABEpracTcs ruAPOIUTHYECKOMY JE€3aMUHUPOBAHUIO U NIPEBPAILIACTCS
B YPUAMH.



B xome mnocneayoommx peaknuil ypUAMH pacmamaeTrcs 0 KOHEYHBIX
npoaykroB: NH; , CO, wu PB-amanuna, a tumugud — 10 NH; , CO; u -
aMUHOW30MACIISTHON KUCJIOTHI (puc.7)
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Puc.7. O0mas cxema pacmnajia TMpUMUINHOBBIX HYKJIEOTHIOB

YTunuzanus KOHEYHBIX MPOAYKTOB pacnana NUPUMHUANHOBBIX HYKJIEOTHJIOB
OCYLIECTBIISIETCS 1O CIEAYIOIINM HAIPABICHUSIM:

e NH; u CO, yTunusupyroTcst Ha CHHTE3 MOUYEBUHBI;

e [(-ajaHWH KMCHOJB3YETCA NPH CHUHTE3€ MAHTOTEHOBOM KHUCIOTBI, KOTOpAs
BXOJIUT B cocTaB KodH3uMa A. [lomumo 3TOro [-amaHuH BKJIIOYaeTcs B
COCTAB MBILIECYHBIX JMMENTHIOB - KAPHO3WHA U AHCEPUHA, a TAKKE MOXKET
NepeaMruHUPOBATHCS C MUPOBUHOTPAJHOM KHUCIOTOM ¢ 0Opa3oBaHUEM OL-
aJIaHMHA.

e [(-aMuHOUW3OMAcisHAas KHUCJIOTa MpeBpamiaercs B MetunMmaioHun-CoA, a
3aTeM B CyKIIMHWI-COA.

9.4.2. buocuHTe3 NUPUMHUINMHOBBIX HYKJIEOTHI0B

B oTiivuyMe 0T CHHTE32a MYPUHOBBIX HYKJICOTHAOB BHavYaJe ¢popmMupyercs
NUPUMHIUHOBOE AIPO, KOTOpOe 3aTeM npucoeaunsierca k PPIIP ¢
oOpa3oBaHueM OPOTHUAMJIOBON KUCJIO0THI (OM®D), saBJsIomiencst
NnpeAmecTBEeHHUKOM YPUAUIOBBIX, HUTHIUIOBBIX M TUMHIUIOBBIX
HYKJICOTH/IOB.

9.4.2.1. Buocunmez YM® u IIM®D
buocuHTe3 ypHAMIOBOW KHCJIOTHI HPOUCXOAUT MOCTOSHHO B IUTOILIA3ME
BCEX KJIETOK OpraHu3ma.

[lepBoit peakiueit brnocunTe3a siBisieTcs oOpazoBanue kapoamoundocdara u3

CO, 1 aMHuTHOM TPYIIIIHI TIIyTaMUHA TIpU ydacTun kapoamomidocharcuarerassr ||
(KDC-11).




B otnnuune ot kapbamoumndocharcunTeTassl 1, KOTOpas y4acTByeT B CHHTE3€
MOYEBUHBI U HAXOAUTCS B MUTOXOHpUsix, KDC-I| mokann3oBaHa B IUTOIIA3ME U
MCIMOJIB3YET B KAU€CTBE HCTOYHUKA a30Ta HE aMMHAK, a TIIyTaMUH.

kapbamoungocpamcunmemasa |l
CO, + rnytamuH + H,0 + 2AT® — > kapbamoundocoat+raytamat
+2A0d+ H;PO,

Jlanee xkap6amomidocdar B3auMOJECHCTBYET C acrmapTaToM ¢ oOpa3OBaHHUEM
Kapbamounacnapmama, KOTOPBIA ACTHAPATUPYETCA 10 Oueudpoopomamd.
[locnennuii moaBepraeTcsa IESTUAPUPOBAHUIO U TIpeBpalaeTcs B opomam (puc.8).
Oportar B3aumojeictyeT ¢ @PIID ¢ oOpa3oBaHUEM opomuduIo8ou  KUciomal,
KOTOpast JEeKapOOKCUIMPYETCS A0 YPUIUIIOBOU KUCIOTHI.

Kapbamoundocdar + acnaprar
Ka p6aM0TnacnapTaT

Avrnpgpooporar

Oporar

l

Opotnaun-5-moHodpocpar (OMP)» YpuauumoHodocpar (YMP) +CO,

Puc.8. Cxema cuHTE3a YpUINIOBON KHCIIOTHI

N3 YM® nipu aeiictBum cnenupuyueckux kuHa3 odpasyrores YD u YTO.
YMO+ AT® — ° VId+ AJID
VIO+ ATO — > VTO+ AID
YT® amunupyetcs 3a cu€T aMUTHOM TPYMIbI TiiyTamMuHa ¢ oopazoBanuem [[TO.

9.4.2.2. Buocunmes 0e30KcupudoOHyKji1eomuooe

buocunres I[e3OKCI/Ipl’I60HyK.HeOTI/IIl0B AKTUBHPYETCHA TOJILKO Ha CTAIUAX
KJIC€TOYHOI'0 MUKJIA, NPEAIICCTBYIOIIHUX KJICTOYHOMY JICJICHHUIO.

Onu 00pa3zyroTcs U3 puOOHYKICOTHIOB (puOOHYKIIC03u AP OCHaTOB) TYyTEM
BOCCTAHOBJICHUSI puUOO3bl B JIE30KCUPHOO3Y TPU y4aCTUU THUOPEIOKCHHA,
conmepkamiero 2 SH-rpynmbl, BOIOpOJ KOTOPBIX BOCCTAHABIMBAET KHUCIOPOJ]
THAPOKCUIILHOM TPYIIBI pUOO3BI Y BTOPOTO YIJIEPOAHOTO aTOMa JI0 MOJEKYJIbI
BOABI C OOpa3oBaHUEM JE30KCHPUOO03bI; TPH 3TOM THOPEIOKCHH IIEPEXOJHUT B
OKHCJIEHHYIO (OopMYy.
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o -—-CH_?_ (0] OCHOBaHWe

Ve
H + THOPEAOKCUHL
s x 0
OH (OH)
0 __CHZ O ocHoBaHwe

“H

S .
H O H £ rmopenoxcmu<ls +H,0
H

OKUCIICHHBI THOPEJOKCMH BHOBb BOCCTAaHABIMBACTCA TMPU  Y4aCTHH
THOpeIoKCHHpenykTassl 3a cuét HAJI®H, B mpucyrcTBuu BuTamuHa Bis.

OO0pazoBaBiuecs J1€30KCUPUOOHYKICo3uaudochaThl MpU Y4aCTUU KHHA3
MPEBPAIAIOTCS B IE30KCUPUOOHYKICO3UATpUDOCPaTHI.

Takum 00pa3oM, ¢ ydacTueM puOOHYKICO3UIPEAYKTa3bl M KUHA3 00pa3yoTcs
Tpu HykiIeotuaa - AATD, d['TD u dLITO.

Yereeptoiid Hykieotua — ATTD - cunTesupyercst Oojiee CIOKHBIM IMyTEM U3
YM®. YM® 1o BelmeonucaHHoi cxeme mnpespamaercs B dYM®, koTopslil mox
JICCTBUEM TUMHJIMIATCUHTA3bl METHIIUpPYeTcs ¢ oopazoBanuem dTM®. /lonopom
METWJIBHOM TpyHnnbl B 3TOM peakUuu SBISETCS METHWICHTeTparuapoQoaneBas
KHCJI0Ta, KOTOpasi MPEeBpaIlaeTcsi B AUTUAPOPOIUEBYIO KUCIIOTY.

OObpazoBaBiiasicss AUrUAPOPOINEBaAs KUCIOTAa BOCCTAHABIMBACTCS MPU
yuactuu nuruapodonarpenykrassl 1 HAJI®H, B TerparunpodonneByro KUCIOTY.

9.4.3. Pezynauus ouocunmesa RUPUMUOUHOEHIX HYKICOTHI0B

Perynsuust OnocuHTE3a MUPUMUIMHOBBIX HYKJIEOTHUOB OCYIIECTBIISIETCS T10
MEXaHu3My OOpaTHOW CBA3U - YT® gBiseTcsl alIOCTEPUYECKUM HHTHOUTOPOM
kapOamomnidocdarcuarerassl |l. ITOT MexaHU3M TpeAOTBpaIaeT NU30BLITOUHBIN
CUHTE3 BCEX MUPUMUANHOBBIX HYKJIEOTHUIOB, TAK KaKk OHU 00pasyrorcs u3 YMO.

9.4.4. Huzuoumopuol Ouocunmesa nupuMuounoevix HyKjie0THI0B

NHruduTopnl 0MOCHHTE3A 1€30KCHPUOOHYKICOTHA0B IIHPOKO
HCMOJIL3YKTCS B XUMHOTEPANINH 3JI0KAYeCTBEHHBIX OIYyXO0JIei, TAK KaK
MPHU 3TOM CTAHOBUTCH HeBO3MO:kHOI perinkanus JJHK u nejienue kierku.

11




Haubonee wacto Cc 3TOMl  1LETBIO OPUMEHSIOT ~ MHTHOUTOPHI
TUMUAWIATCUHTA3bl U AUTUAPOPOIATPEyKTa3bl, Onokupyomue cuates 1 TMO.

WHrubutopoM  TUMUIWIATCUHTa3bl  sBigerca  S-propypaumn  (5-
(TOPAEC30KCUYPUINH), SABIAIOIIMNCA CTPYKTYPHBIM aHAJIOTOM THUMHHA M
OTJIMYAIOIIMICA OT HEero  Haiuyuem ¢(ropa B IATOM IIOJOKEHUU BMECTO
METUIIbHOU TPYIIIIBI.

B knerkax S-¢ropaezokcuypuuH IpeBpamacTcss B - S-(hTOpIAE30KCHU-
ypuauaMoropocdar (F-dYMD) — cTpyKTypHBIH aHAJIOT TUMUAMIOBON KUCIIOTHI,
KOTOPbI KOHKYPEHTHO HUHTUOUPYET TUMUANIATCUHTA3Y.

Nurnouropamu auruapodoiaTpeAyKTa3bl CIyKaT CTPYKTYpPHbIE aHAJIOTH
(GonMeBOl KUCIOTBI - AMHUHONTEPUH U  METOTPEKCarT. B pesynbrare
KOHKYPEHTHOTO  HMHruOmpoBaHus  auruapodornarpenaykrazsl  JAI'OK  He
BoccTaHaBnuBaerca B TT'®OK u, cnenoBarenbHo, He oOpa3yercss metuneH— T OK —
JOHATOP METWJIBHOM TIpynmnsl B TUMUAWIATCHHTa3HOW peakumu. Cruexyer
OTMETUTh, YTO MHIHUOUTOPHI CHUHTE3a J€30KCUPUOOHYKICOTHIOB SIBJISIOTCS
TOKCHUYHBIMM HE TOJIBKO JJI OIyXOJIEBBIX KJIETOK, HO M JUISI BCErOo OpPraHU3Ma,
nockoJibky oHM OnokupyroT cuHTe3 JIHK u B 310poBbIX TKaHsAX. OnHaKo Ha
OINyXOJIEBbIE KJIETKHM OHHM JEHCTBYIOT CHJIbHEE, TaK KaK IOCJeIHUuE ObICTPO
npoau@epupyroT U MO3TOMY HYKIAIOTCS B 3HAUUTENBHO OOJIBIIEM KOJUYECTBE
JIHK, yeM oObI4HbBIC KIIETKH.

0.5. BuraMHuHBI, VYACTBYIOIIHE B CHHTE3€ HYKJICOTH/I0B

9.5.1.MosneBasg (ITEPOMJITJIVTAMUHOBASA) KHCJI0TA (BUTAMUH B.. M)

@donueBast kucinora Obuta BhieneHa B 1941 romy W3 3€N€HBIX JIMCTHEB
pacTeHui, B CBS3M ¢ yeM monyunia cBo€ HasBanue (folium — nmct). Panee B
DKCIIEPUMEHTE Ha IBIIUIATaX U 00€3bsgHaX ObLIM OOHApYKEHBI (PaKTOPHI,
MPEAYNPSKIAOININE W YCTPAHSAIOMINEG Yy HUX pPa3BUTHE aHEMHH. JTH (DaKTOpbI
NOJydnIM Ha3BaHue BuTamuHa B, (Chicken — mnpimuiéHok) wim BuTamMuHa M
(monkey — o0e3bsiHa), KOTOpPbHIC OKa3aJMCh WACHTUYHBIMU (DOJIMEBOM KHCIIOTE,
BBIJICJICHHOM U3 JINCTHEB.

dosieBasi KUCJI0TA COCTOUT U3 TPeX CTPYKTYPHBIX eIUHHUIL:
o Ilrepuauna,

e Ilapaamuno6en3oiinoit kucaorol (ITABK),

e JayraMuHOBOW KHCJIOTHI.

1
1]
[
CH TNOH—Q—CO—‘—NH—CH—CHQ—CHQ—OOOH v
. i 'COOH i

nTepvme !'IABK rny'ramar

TITEPOUHOBARA KUCNoTa
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donueBas KUCIOTa — MOPOUIOK KENTOro 1BeTa Oe3 3amaxa M BKyca, cliabo
pacTBOpUMBIA B BOJAE M HEPACTBOPUMBIA B OPraHMYECKUX PACTBOPUTENSX.
VYceroitunBoCcTh POIMEBON KUCIOTHI K MepepadoTKe MUIIEBBIX MPOIYKTOB HEBEIUKA
- Ipu Bapke oBolen e€ nmorepu gocturatot 70 — 90%, npu xapennn msca- 95%.

HcrounrkamMu (HoiareBON KUCHOTHI SIBISIOTCS MPOAYKTHI PACTUTENIBHOTO U
KUBOTHOTO TPOUCXOKJICHUS: 3€JEHBIE JIUCThS, CBEKHUE OBOIIU, MSICO, IEYEHb,
nouku. [loMmrmo 3TOr0, OHA CUHTE3UPYETCS MUKPOGIOPOM KUIIIEUHUKA.

CyTtouyHasi moTpeOHOCTh B (POIMEBOM KHUCIOTE MAJIs B3pPOCIOTO YeIOBEKa
coctasisieT 200 MKT.

IIpeBpaliieHys B OpraHu3Me.

®onueBas kucnota (PK) yacTUUHO B SHTEPOLUTAX, HO IPEUMYIIIECTBEHHO

B TmeueHu BocctaHaBimuBaercs 3a cuét HAJIOH, wu ¢omarpenykrassl B
muruapogonueByto  kuciaory  (AI'®K), xortopas 3areM 1npu  ydyacTHH
muruapodonatpenykrabl U BUTamMHHA B, mpeBpamaercs B TeTparuapodo-
mueByto kucioty (T OK).

gonampedykmasza oueuopoghorampedykmasa
PR—7ors * JAT'PK *TT OK
HAI®H, HAJI® HAI®H, mAﬂq)

TI'®K sBnsierca akTUBHOM (DOPMOI BUTAMUHA U B TAKOM BUJIE JENTOHUPYETCS
B [ICYCHH.
buonoruyeckas poJib.

YuyacTue ¢oueBol KUCI0THI B 0OMOXUMHYECKHUX MPOLECCAX PeaTu3yercs
yepe3 e€ akTuBHYI0 popmy - TT'®OK (TerparuapodoaueByro uiau GpoamHoOBY 0
KHCJIOTY), KOTOpas fABJsieTcs KO(epMeHTOM TpaHc(epas, 0CYLIeCTBIAIOMINX

MEePEeHOC PasIMYHbIX OJHOYIVIEPOAHBIX IPYIIL.

K onHOyTIIepOAHBIM rpynnaM, NepeHOCUMbIM 3TUMHU (hePMEHTAMU,0THOCSITCSL:
O

- (opmunsnas -C-H

- metwibHag -CHj

- metmineHoBas = CH»

- MereHwmwibHas = CH-

- okcumetmibHass —CH,OH

- (popmumunoBas - CHNH

[IpousBognsie TI'PK  obecreunBaroT 00pa3oBaHWEe MyPUHOBBIX U
MUPUMUINHOBBIX HYKJICOTHJIOB, a, CIICOBATCIIBHO, CHHTE3 HYKJICHHOBBIX KHUCIIOT
1 OEITKOB, yJ4aCTBYIOT B CHHTE3€ XOJMHA M KpeaThHa, OOMEHEe aMUHOKHUCIIOT U JIp.
HawnGosee m3ydeHbl W Ba)KHBI JUISI OPraHW3Ma pEaklIuh ¢ ydacThHeM (HOpMuII-,
MeTeHuI- 1 MeTuieH- T OK.
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Qopmun-TIT'OK n mereHmn-TI'OK  ABIAIOTCS HMCTOYHUKAMU  YIJIEPOIHBIX
aToMOB Tpu (GOPMUPOBAHUU MYypUHOBOTO Kojiblla AM® u 'M®. [Tomumo 3TOr0
bopmun-TI'®K  npunumMaer yvactue B o0O0pa3oBaHUU (OPMUIMETHUOHUHA —
AMUHOKHUCIIOTBI, C KOTOpPOM HayumHAeTcs cOOpKa TOJUIENTUIHBIX LIenel B
MIPOLIECCE TPAHCISALUU.

MetuneH-TI'®K  mocraBisieT METWIBHYIO TPYIIy i OHOCHHTE3a
TAUMUJIATIOBBIX ~ HYKJICOTHAOB (TUMUAWIATCUHTA3HAs peakius), XOoJuHa U
Kp€aThHa, a TAK)KE y4aCTBYET B CHHTE3€ U PaCIIaie IIIMLMHA U CEpUHA.

IIpuynHbLI ¥ NIPOSABJIEHNS HEJOCTATOUYHOCTH.

Henocratounoctsb GosieBoii KHCJI0THI BCTPEUYAETCSH PeIKO, TAK KAK IOMUMO
NOCTYIVIEHHS ¢ MUIEBLIMHU MPOYKTAMM OHA CMHTE3MPYeTCs MUKPOdIopoii
KHMIIEYHUKA B KOJIHYECTBAX, J10CTATOYHBIX IJIfl YA0BJIETBOPEHUS
NOTpe0HOCTel OpraHnu3ma.

[IpyunHamMu HEIOCTATOYHOCTH MOTYT OBITh QJIMMEHTApPHBIN JIeuIuT,
SHTEPUTHI, TMPUEM CylbpaHWIAMUAHBIX MpenapaToB (CTPYKTYpPHBIX aHAJIOTOB
[TABK), noaaBisomux KU3HEAEATEIbHOCTh MUKPOQIIOPHl KUILIEYHUKA, a TaKkKe
3a00JIeBaHUs M€YEHHU, IPU KOTOPBIX HapylIaeTcsl MpeBpalleHue BUTaMHHA B €ro
akTuBHYI0 popmy — TI'DK.

[TorpebHOCTE B (0JIMEBOI KUCIOTE BO3PACTaeT BO BpeMsi OEPEMEHHOCTH U
coctapisieT 600 MKT BMeCTO 00bIYHOM /10361 - 200 MKT.

OCHOBHBIE MPOSIBJICHUSI HEJAOCTATOUHOCTH (POJIMEBOU KHUCIIOTHI 00YCIOBIICHBI
HapyIIEeHHEeM CHHTE3a HYKJIEHMHOBBIX KUCIOT W OenkoB. BcnenctBue sToro B
HanOOJIBIIIEH CTENEHU CTPAJAIOT OBICTPO AEISIIUECS KICTKH KPOBETBOPHOM TKAaHU
1 JKEJTyZJ0YHO-KUIIEYHOTO TPaKTa.

OCHOBHBIM KJIMHUYECKUM NMPOSIBJIEHHEM HEI0CTATOUYHOCTH (o1ueBoi
KHCJIOTHI ABJAETCH Merajoojgacrunyeckasa (MAKpPOIUTAPHAA) TMIEPXPOMHAS
aHeMusl.

B kireTkax KOCTHOTO MO3ra Hapyumaercs TUMUIWIATCUHTA3HAS peakuus |
cunre3 JIHK, a crmemoBaTenbHO M 3puTpomnod3. B kpoBU MOSBISIIOTCS HE3pEIbIe
KJIETKH — MErajo0yiacTel, HUMEIIIMe OOJblIue pa3Mepbl U  TOBBIIICHHOE
COJIEp’)KaHMe TeMOIIoOOWHAa. 3HayuTeJIbHAs 4YacTh KIIETOK-TIPEAIICCTBEHHUKOB
SPUTPOLMTOB Pa3pylIA€TCs B KOCTHOM MO3T€ U B KPOBH COAEPKaHUE IPUTPOLIUTOB
PE3KO CHUYKAETCH.

[ToMHUMO 3TOr0 MOTYT Pa3BUTHCS CTOMATUTBI, TACTPUTBI, SHTEPUTHI.

AHTUBUTAMUHBI (h0JIMEeBOM KHCJI0THI (AHTH(O0JIATHI).

K anTudos1aTaM OTHOCATCH CTPYKTYPHbIE aHAJIOTH (POJTHEBOM KUCJIOTHI —
cyJb(paHuJIaMHUJIHbIE PENAapaThl, AMUHONITEPUH, METOTPEKCAT
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CynbdanunaMuiHble JIGKAPCTBEHHBIE NPENaparhl SBJSIOTCS MPOU3BOAHBIMU
cynbpanunamuaa  (6enoro  cTpenrtonuaa) - - CTPYKTYpPHOTO — aHajora
napaaMUHOOEH30MHOM KUCIIOTHI, BXOSIIEH B COCTaB (POIMEBON KUCTIOTHI.

A COOH /:503 - NH,
N\ N\

p- aMMHOOEH30MHAas KUCIOTa  CyJb(aHMIaMu

OHU HCHONB3YIOTCS Kak OaKTepUOCTaTHUYECKOE CPEACTBO JUIsSl JICUCHUS
pa3HooOpa3HbIX MH(PEKIMOHHBIX OoJie3Hel. KieTku O0Je3HETBOPHBIX OaKTepHid
ucnonb3yioT [TABK nns cunte3a (onmeBoil KHUCIOTBI U COOTBETCTBYIOIIUX
KO(DepMEHTOB, O0ECIEUHMBAIOIINX UX >KU3HEACITENbHOCTh. [Ipu mocTyrieHuu B
OaKTepHalIbHbIE KIETKU CYIb(aHUIaMUIbl KOHKYPEHTHO UHTHOUPYIOT (PEPMEHTHI,
yuacTBytomue B cuHte3e ¢onueBor kuciotel u3 I[IABK. Ilomumo storo stu
(epMEeHTBI MOT'YT UCITOJIb30BaTh B KaU€CTBE MCEBAOCYOCTpaTa
cyJib(paHUIaMUIbl, B pe3ysibTaTe 4ero obOpasyercs aHajaor (OJUEBONM KHUCIIOTHI,
conepxkammii  BMecto ITABK cynbdanunamugneiii komnoneHt. [lomxyueHHoe
COEJIMHEHHE HE CIOCOOHO BXOJUTh B COCTaB KOPEPMEHTOB M 00OECIEUMBATH
KU3HEJCATECIILHOCTh OaKTEpHi.

Ha opranusm uesnoBeka cyib(haHUIaMUIbI HE OKA3bIBAIOT TAKOTO JEHCTBUS,
TaK Kak OH TOJIy4aeT TOTOBYIO (QoimeByto kuciaory. OpHako TpH mpueme
Cynb(aHWIaMUIOB  CIAEAYeT YYHUTHIBATH BO3MOXHOCTH TOJIABJICHUS HWMH
KU3ZHEIEATEIIbHOCTH MUKPOQIIOPHI KUIIIEUYHUKA.

AMHWHONTEPUH UM METOTPEKCcaT SBJSIOTCS CTPYKTYpPHBIMH aHAJIOraMu
dbonueBol  KUCIOTh. AMHUHONTEPUH B  UYETBEPTOM  IMOJOKEHUM BMECTO
KapOOHUJILHOW TPYIIIBI COACPKUT aMUHOTPYIIY, a METOTPEKCaT MpeACTaBiseT
co00i1 10-MeTUIaMHUHONITEPHUH.

OTH COEIMHEHUS KOHKYPEHTHO HWHTHOMPYIOT aurujpodoiarpeykrazy Hu
osokupyroT cuates 1ITMO, a, cienosarenpHo, JIHK u 6enka. OHu BCnosib3yroTcs
B XMMHUOTEPAINUU OHKOJIOTHYECKUX 3a00JIEBAHUM.

9.5.2. Buramuu B, (k00aJIAMWH, AHTHAHEMHUYECKUI BUTAMHWH)

XumMuueckasl cTpykrypa. Butamun B, siBisieTCsl OJHUM U3 caMbIX
CJIOKHBIX TIO CTPYKTYpe BUTaMuHOM. Ero smnupudeckas ¢popmyra -
Ce3HggN14014PCo.
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MoJiekyJia BATAMHHA COCTOUT M3 TPEX YacTeii:
- xpomModopHOi (KOOATAMHUHOBOI)

- HYKJICOTHIHOM

- AHUOHHOM.

XpomodopHasi 4YacThb MPEACTABICHA SAPOM KOPpPUHA, TOCTPOCHHBIM U3
YeThIpeX MUPPOJIBHBIX KOJIEN, U aToMOM KoOanbTa po3oBoro IBera. Kobanbt
COEIUHSETCS 2-Ms KOBAJEHTHBIMU CBSI35IMU C aTOMaMH a30Ta MUPPOJBHBIX KOJIEI
KOppHHA, 00pa3yst KoOalaMHH, a IByMs KOOPAMHAIMOHHBIMU - C HYKJICOTHIHOU
Y aHWOHHOM YacCTSMH.

HykJieoTuaHas 4acTh PacloIOKEHA NEPHEHAUKYISIPHO MO OTHOIICHUIO K
XpOMO(OPHON U COCTOUT U3:

- a30THCTOr0 OCHOBAHMS — IMMETUIIOEH3UMHU/ 130712, pubo3bl U pocdara.

AHHOHHASI 4YacThb MOXET OBbITh MPEJCTaBIICHA PA3IUYHBIMU JIUTAHIAMU,
HECYIIUMU OTPUUATEIbHBIA 3apsii, B 3aBUCUMOCTH OT KOTOPOrO pa3indaroT
HECKOJIBKO TTPOU3BOIHBIX BUTaMHUHA Biy:

- okcukobOanamuH (OH),

- xuopkobaramus (Cl),

- 1mankobOamamud (CN),

- uutputkobanamut (NOs).

B npoaykTax nmuTaHusi CONEPKUTCS OKCUKOOATAMUH, KOTOPBIN SIBIISAETCS
TPaHCIIOPTHOM U JIeTIOHUPOBaHHOU (popmoit BuTamuHa (puc.15). OctanbHbie
BO3HHUKAIOT B MPOLIECCE BBIICICHNS] BUTAMUHA U3 €CTECTBEHHBIX UCTOYHUKOB.

DuU3NKO- XMMHUYECKHE CBOMCTBA.

Buramun Bj, - KpucTaulmueckoe BEIIECTBO TEMHO-KPACHOTO IIBETA,
pacTBOpMMOE B BOJI€ W HEPaCTBOPUMOE B OPraHUYECKUX PACTBOPUTEIISX.
PacTBOpsl BUTaMHMHA YCTOWYMBBI K HAarpe€BaHHUIO B KHUCJIOW Cpene, HO OBICTPO
pa3pyliaroTcss B LIECTOYHOM Cpeae, MO BO3JCHMCTBUEM CBETA, OKUCIUTENICH H
BOCCTAHOBUTEJNEM.

M CTOYHMKY U IOTPEOHOCTL B BUTaMuHe By).

Buramun B, siBJisieTcsl e TMHCTBEHHBIM BUTAMHHOM, KOTOPbII
CHHTE3MPYeTCs TOJIbKO MUKPOOPraHU3MAMM: 0AKTEPUAMHU KeJTyT0YHO-
KHUIIEYHOT 0 TPAKTA KBAYHBIX )KUBOTHBIX, MUKPOOPTraHU3MAMM MOYBBI,

HAB03a, CHHE3€eJIEHBIMH BOJAOPOCISIMH U JP.

Pactenuss u JKUBOTHBIE HE CHOCOOHBI CHHTE3UPOBATH ITOT BHUTAMUH.
OCHOBHBIM HUCTOYHUKOM BUTaMHHA B, s denoBeka SIBIAIOTCS MPOIYKTHI
YKUBOTHOTO TIPOUCXOXKEHUS - TICUCHb, MSICO, PhI0a, MOJIOKO, STHIIA.

CyTtouHass mOTpeOHOCTh JUIsl B3POCIOTO YEIOBEKa COCTaBIsACT 2,5-5 MKT B
CYTKHU.
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IlpeBpaieHus B OpraHusme.

B cBoOogHoM Buae BuTaMuH Bi, He BcachIBaeTCsi CTEHKOM KHUIIIEYHHKa. B
1929 roay B.Kacnm oOHapyxws, 4TO BHTaMHUH YCBaWBAaeTCS TOJBKO IIOCTE
COCIMHEHUS C BEIICCTBOM OEJIKOBOM MPUPOABI, BBIACISIEMBIM CIU3UCTON
000JI0YKOM JKeNIyJKa. DTO BEIIECTBO IMOJYUYHIIO Ha3BaHUE «BHYTPEHHETO (hakTopa
Kacma». B Hactosimee BpeMs J0Ka3aHO, 4YTO OTOT (akTop sBISETCA
racTpOMYKOIIPOTEMHOM, KOTOPBI CUHTE3UPYETCS TJIABHBIMU KJIETKAMM KETyJIKa U
CEKPETHPYETCSd B JKCIYJOYHBIA COK. [acTpOMyKONpPOTEMH B  KEIyJKe
n30UpaTehbHO CBSI3bIBAET BUTAMUH Bj; M 3TOT KOMIUIEKC B KHIICYHUKE
MPUCOCIUHACTCS K CICIUPUISCKAM PEIEeNnTOpaM MeMOpaH SYHTEPOITUTOB.

[Tocne mpoxoxkAeHUsT KOMIUIEKCA BUTAMUH Bi,—TacTpOMyKONpPOTEUH dYepe3
KUIIEYHYI0 CT€HKY BHUTaMHUH OCBOOOXKJAeTcsl, IOCTyHaeT B KpOBb U
TPAHCIIOPTUPYETCS B Aemno (T€YeHb) U K TKAHSIM IIPH MOMOIIU CHEIU(PUIECKOro
OcrKa.

BHyTpu KiIeTOK 00pa3yroTcs ABe KodepMeHTHbIe (opMbI BUTaMUHA B1)
(ko0amuIHBIC KO(PEPMEHTHI):
- B IMTOILIa3Me — MeTHJIKO00AJIaMUH,
- B MUTOXOHAPUSIX - S-Ae30KkcuageHo3naKkodamamuu (5-JOAK).
Coenunsisich co cnennpuyecKumu 6eJ1KaMu, 3TH MPOU3BOIHbIe BUTAMUHA
00pa3yrT Ko0aMuaHbIE (DEPMEHTBI.

buojiornueckas poJib.

MetunkobanamuHoBeie dhepMeHThl BMecTe ¢ TT' @K ocymiecTBisitoT nepeHoc
METWJIBHBIX TPYIII U y4acTBYIOT B cuHTe3e TM®, XonnHa U KpeaTuHa.

5-JI0AK-3aBucHUMBbIe (hepMEeHTHI OCYILIECTBIISIIOT BHYTpH- 151
MEXMOJIEKYJIIPHBIN MIEPEHOC aTOMOB BOJOPO/AA.

BHYTpHUMOJIEKYJIAPHBIN [IEPEHOC aTOMOB BOJAOPOAA OCYLIECTBISIETCS B
METWIMAIOHWJIMYTAa3HOM pEakUWH, B XOJA€ KOTOpou meTunManoHun-CoA
M30Mepu3yeTcs B CyKIMHUI-COA.

P SCoA
H H C=O H
| -
| |
H-C-C-COOH H-C- C-COOH
H C=0 H H
L
SCoA
MetnnmanoHun-CoA CykunHmnn-CoA
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[Ipu sTOM TOKCHMYHBIM MeTHIMaTOoHWI-COA, oOpasyromuics Mpu pacmaue
KUPHBIX KUCJIOT C HEYETHBIM YHKCIOM YIJIEPOJHBIX aTOMOB W aMHUHOKHCIIOT C
Pa3BETBICHHOM IIENbIO, a TaKXKe TUMUAMHA, TpeBpamaerca B CyKUUHWI-COA,
koTopbii Bkitouaercs B LITK wim ucnons3yercst Ha CUHTE3 rema.

MexMoJIeKYISIPHBIN IEPEHOC aTOMOB BOAOPO/1a MPOUCXOIAUT MPHU:

- BOCCTAHOBJICHUM OKHCJIEHHOTO THOPEIOKCHHA, HEOOXOAMMOro ISt
npeBpalleHusi pUOOHYKICOTHIOB B 1I€30KCUPUOOHYKIICOTHIBI;

- oOpazoBanuu kodepmentHort Gopmbl (domueBoit kucioThl (TT'OK),
YYaCTBYIOIIECH B CHHTE3€ MyPUHOBBIX U MUPUMHIUHOBBIX HYKJICOTH]IOB.

[TpyuuHBL ¥ TPOSABICHUS HEIOCTATOYHOCTH.

Haubonee wacto pepuuutT BUTAaMHUHA BO3HHMKAeT U3-32 OTCYTCTBUS B
KEIyJ0YHOM COKe «BHyTpeHHero ¢akropa Kacma» (racrpomykompoTtenHa), 0e3
KOTOPOTO BHUTAMHH, COJIEPKAIIMIICS B THINE, HE BCACBIBACTCA U BBIBOJUTCS C
KaJIOM. DTO BO3MOXHO IPH aTpO(pUU CIU3UCTON KEIyAKa WIHM MOCIEe TOTalIbHON
€ro Pe3EKIUH.

AnvMeHTapHBIA JeUIUT HAOMI0AAeTCs y BEreTapuaHIeB, TaK KaK BUTaMHH
Bj, 0TCyTCTBYET B IPOAYKTaX PaCTUTEIBHOIO IPOUCXOXKICHUS.

HenocraTouHocTh MOXET OBITH OOYCJOBJIEHA U MATOJIOTMEW MEUEHU H3-3a
HapylIeHUs JENOHUPOBAHUS BUTAMUHA.

IIposiBiieHHEeM HeIOCTATOYHOCTH BUTaMHuHA By, siBisieTcsl, Kak U npH
nepuuure GoiMeBOd KHCJIO0ThI, MerajgodjgacTudeckasi (MAaKpoOUUTAPHAs)
TUINEePXPOMHAasi aHeMHus BeJiecTBUe Hapymienusi cuare3a JIHK B
KpoBeTBOPHOH TKaHHu. [IoMHUMO 3TOr0 BOZHMKAIOT MOJMHEBPUTHI,
00yCJIOBJICHHbIE TOKCHYECKHUM JeiiCTBHEM MEeTHIMAJOHUI-COA HA HEPBHYIO
TKAHb, IPUBOASLIIUM
K JereHepanum 3aJHe00KOBbIX CTOJI00B CIIMHHOTO MO3ra.

KOHTpOJIbHBIE BOIPOCHI

W3 npenio:keHHLIX 0OTBETOB BLIOEPUTE OAMH NMPABUJILHBLIH
1. B :keayao4uHo-KuIe4HoM TpakTe ruapoaus numebix JIHK u PHK

OCYILIECTBJIAIOT .
a) JIHK-aza, PHK-a3a, pocoaunrcrepasa,pocharasa;
0) JIHK-a3a, pochoausrcrepasa, pocdarasa;
B) IHK-a3a, pocdonunasza, pocdarasa;
r) PHK-a3a, dochonuscrepasa, dpocdarasa;
n) JIHK-aza, ¢pochopunaza, pocdaraza.

2. B xoxe cuHTe3a MyPUHOBBIX HYKJI€0THA0B GOpMHUPOBaHHE IYPHHOBOTO
KOJIbIIa HAYHHAETCH HA:
a) pochopudbozmnmupodocdare;
0) UMO;
B) OM®;
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r) pu6030 - 5 — hocdare
A) pnboso - 1 — docdare.

3. HcTroyHUKaMH aTOMOB YIJiepoJa NP CUHTe3e MYPUHOBBIX OCHOBAHM

SIBJISIFOTCSI.
a) Mpou3BOHBIC PosmeBoi KuciaoTel, CO,, TIUINH;
0) mpou3BoAHBIC (DOTMEBOI KUCIIOTHI, aCIApTaT, TIUINH;
B) IiyTamuH, riauiuH, COy;
T') MPON3BOIHBIC (POTUEBON KUCIOTHI, TITyTAMUH, TIIUITNH;
n) riyrtamar, acraprar, CO,,

4. IlpuunHOii, NPpUBOAsIIIEH K THIIEPYPUKEMUU U PA3BUTHIO
MoAarpbl,sBJsieTcCsl:
a) HaCJICJICTBEHHAs HEJOCTAaTOUHOCTh CHHTE3a TMITIOKCAHTHH-TyaHHH-
dbochopudozunTpanchepassi;
0) aHOMaJIbHO BBICOKAsi aKTUBHOCTH TMIIOKCAaHTHH-TyaHUH-(ocdo-
pubo3unTpanchepassi;
B) aHOMAJILHO BBICOKAsi aKTUBHOCTD aJieHUH-(hochopudo3unTpaHchepassl
') HAaclIeICTBeHHAs HEIOCTAaTOYHOCTh cuHTe3a OPIIdD-cuaTeTas"I;

1) HacJeACTBEHHas HeJocTaTOuHOCTh cuHTe3a OPII® amunorpancdepassbl.

5. AJNJIOMYPHHOJI SIBJISIETCA CTPYKTYPHBIM aHAJIOTOM U KOHKYPEHTHbIM

HHIMOUTOPOM.
a) TUTIOKCAaHTHWHA, KCAHTUHOKCH/1a3bl;
0) MOUYEBOM KUCIOThI, KCAHTUHOKCHIA3bI;
B) aJIcHMHA, KCAHTUHOKCHIA3bI;
r) ryannda, ®PIID-cunrerassr;
1) opotata, OPIId-amugorpancdepassl.

6. Ykaxure nmocjie10BaTeJIbHOCTh PeaKkI Uil pacnajaa aJeH031HA!
a) aJICHO3WH - UHO3UH - TUTIOKCAHTUH - KCAHTHH - MOUYEBasi KHUCJIOTA;
0) aJIcHO3UH - TYaHO3UH - TUIIOKCAHTHH - KCAHTUH - MOY€Bast KUCJIOTa;
B) aJICHO3UH - TUIIOKCAHTHH - KCAHTHH - MOYeBasi KUCJIOTa;
') aICHO3UH - OPOTAT - TUIIOKCAHTHH - KCAHTHH - MOYE€Bas KUCJIOTa;
1) aJICHO3WH - KCAHTHH - TUIIOKCAHTHUH - MOY€Basi KUCJIOTa.

7. JledyeHue moaarpsl ajaJI0MYPHHOJIOM NPUBOIUT K YBEJINYEHUIO
o0pa3oBaHus.

a) IypUHOBBIX HYKJIEOTHU/OB;

0) MUPUMUINHOBBIX HYKJICOTHIOB;

B) KCAaHTMHA U MOYEBOU KUCIIOTHI,

F) KCaHTHHA U TUIIOKCAHTHUHA,

1) KCAHTUHA U MOJIOYHOM KHUCIIOTHI.
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8. Kobamuanbie kogepMeHTHI IPUHAMAIOT YYacTHe:
a) B peakuusax epeaMuHUPOBAHUS U TPAHCMETUIIMPOBAHUS;
0) B peakusIX Je3aMUHUPOBAHUS U U30MEPHU3ALINY;
B) B pE€aKLMSIX TPAHCMETWINPOBAHUS U U30MEPU3ALNH;
I') BO BCEX NEPEUUCIICHHBIX PEAKIIUSIX;
1) HA B OJTHOM U3 NEPEUNCICHHBIX pEaKLUM.

9. Cunapom Jlema-Huxana BO3HUKAET BCJIEACTBHE .
a) OTCYTCTBUS ()epMEHTa THIIOKCAHTUH-TYaHUH
dbochopudozuntpanchepassi;
0) oTcyrcTBHs pepmerTa Gpochoprudo3unmupodochaTCHHTETA3HI;
B) HapyIIeHUsI 00pa30BaHMsI MOYEBOW KHUCIIOTHI,
T') HApYIICHUS BBIBEJICHUS KCAaHTHHA U THIIOKCAaHTHHA,
A) HapyLleHUA CMHTe3a opoTaTa.

10. UHo3nHOBAasI KHCJIOTA SIBJISIETCH .
a) npenamiectBeHHUKOM AM®, M O®;
0) oqHuM U3 HyKIeoTua0B B HAJI;
B) OHUM U3 HYKJI€OoTHA0B B DAJI;
T') OJTHUM U3 HyKJIeoTU10B B HA J|D;
1) OTHUM U3 HyKJIeOTU10B B T /[ D.

11. Kakne KOMIOHEHTHI 00pa3yroTcs npu moanom ruaposnse JHK-
NMPOTENHOB?
a) aJIecHUH, TYaHUH, ITMTO3UH, TUMUH, JIe30Kcupr003a, hochopHast KUCIIO0Ta,
AMUHOKHUCIIOTHI;
0) aneHuH, TyaHuH, [IUTO3WH, TUMHH, Ie30KCHpru003a, hochopHast KUCIIO0Ta;
B) aJICHUH, TyaHWH, [IMTO3WH, TUMUH, pn003a, pocdopHas KucioTa,
AMUHOKHUCIIOTHI;
I') aJICHUH, TYaHUH, IMTO3UH, ypallu, 1e30Kkcupudo3a, hochopHas KucioTa,
AMUHOKHUCIIOTHI;
1) aficHuH, TYaHUH, Ypalui, IUTO31H, pu0o3a, pocopHas Kuciora.

12. ®onueBasi KHCJIOTA COCTOUT U3 TPeX CTPYKTYPHBIX €THHUIL:

a) ITepUaNHA, MTAPaaMUHOOCH30HHOM KUCIOTHI, TITyTAMUHOBON KUCIIOTHI;
0) nTepuanHA, TapaaMUHOOCH30MHOM KUCIIOTHI, TITyTAMUHA;

B) NITEPHUINHA, TTAPATUOKCHOCH30J1a, TITyTAMUHOBOM KUCJIOTHI,

T') UHJ0J1a, TapaaMUHOOCH3071a, TITyTAMHUHOBOM KUCJIOTHI;

1) ITEpUANHA, TTapaaMUHOOSH30MHOM KHUCIOTHI, TUCTHINHA

13. Ilpu cuHTE3e NMPUMHUIMHOBBIX HYKJIE€OTH/I0B BHAYaje 00pa3yercs
a) opoTar;
0) ¢ochopubdozunamuH;
B) pu6030 - 1- dhocdar;
r) UM®;
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1) TUTIOKCAHTHH.

14. UcTouHMKAMM aTOMOB a30Ta NPH CUHTE3€e IIYPHUHOBBIX OCHOBAHM I

SIBJISIIOTCH .
a) MNIMLUH, acrapTar, TITyTaMUH;
0) MIMLIMH, aJaHUuH, ITTyTaMUH;
B) TJIMIIMH, acliapTaT, ajJaHuH,
T') TJIMLWH, TTIyTaMUH, POU3BOIHbBIE (POTUEBOM KHCIIOTHI;
1) TIIyTaMHH, acrapTar, IPOU3BOAHbBIE (POTUEBOM KUCIOTHI.

15. Cyb6crpatamu u ¢pepMeHTAME, OCYIIECTBIAKIIMME "'MyTH cniaceHus '
SIBJISIIOTCS
a) TUTIOKCAHTHH, OpoTaT,aieHuH(pochopudo3miTpanchepasa;
0) TUIIOKCAHTHH, TYaHUH,TUIIOKCAaHTUHTyaHUuHochopubdosunrpancepasa;
B) aJIcHUH, ryaHuH, Gpocdopudosmmnupodocharamuaorpanchepasa;
I') aJIeHUH, TYaHUH, TUIIOKCaHTHH, PochopudozminupodocharcuuTerasa;
1) TyaHuH, opoTart, ageHuHbochopudozunTpanchepasza

16. Antocrepuyeckasi pery/siiusi CHHTE3a IIyPUHOBBIX HYKJICOTH/I0B
OCYILLeCTBJISIETCS HA CTAIMU 00Pa30BaHMS:
a) ¢pochopudbo3unamuna u gochopudozmnnupodocdara;
0) Toapko pochopubdo3mnamuna;
B) TOJIbKO (hochopudozunnupodocdara;
r) pochopudo3unamuna u pubo30-5-pocdara;
1) dhochopudosunmupodocdara u pud030-5-docdara.

17. le30kcnaieHO3WIKO0ATaAMUH ABJIAETCH KOGepMeHTOM
METHJIMAJOHWIMYTA3bl U y4aCTBYeT B 00PA30BAHNUM:
a) cykinHuI-KoA, ucnonp3yeMbiM ju1s cuaTe3a rema u B LITK;
0) atnetun-KoA, yrunusupyemsiM B IITK, Ha cunTe3 X0necTepuna,
KETOHOBBIX TEJ, JKUPHBIX KUCIIOT;
B) KpeaTHHa, SBJIIONIUMCS] KOHEYHBIM MTPOIYKTOM OOMEHA aMUHOKUCIIOT;
I') cyKiuHara, Briatoyaronumest B [[TK;
1) KpeaTUHUHA, SBJISIOIIMMCS KOHEYHBIM MPOYKTOM OOMEHa KpeaTHHa.

18. Cunre3 YM® peryaupyercsi 10 MeXaHM3MY OTPUIIATEILHOM 00pPaTHOM
CBSI3HM, TAK KaK OH SIBJISIETCS AJIJIOCTEPUIYECKHM HHTHOMTOPOM:
a) kapbamoundocharcunarerassl l;
0) neruaporeHassbl TUTHAPOOPOTOBON KUCIIOTHI;
B) OM®-nexapOoKcHiIasbl;
r) KapOamomndochaTcuHTeTassl |;

ITAJIOHBI OTBETOB
la, 2a, 33, 43, 53, 63, 7r, 88, 9a, 10a, 11a, 12a, 13a, 14a, 156, 16a, 17a, 18a
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