bnocuHTe3 n pacnag nypmHOBbIX U
NMUPUMUAONHOBbIX a30TUCTbIX OCHOBaHUM

BonesHn obmeHa nypuHoOB K
NMMPUMUONHOB

ButamuHbl, ydacteyowme B
BMOCMHTE3E a30TUCTbIX OCHOBAHUM
(KpaTKkasi xapakTepucTuka)

[MpoTuBOpaKkoBLIE NpenapaTthbl U
OMOCHHTE3 a30TUCTbIX OCHOBaHUN



[MTupumunaunH [MypuH
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A30TUCTbIe OCHOBaHUSA KakK
opraHnyeckue coeaumHeHus

e A30TUCTble OCHOBaAHUS — 3TO apomMaTUyecKue
reTepouunknnyeckne coegnHeHua. pH mnx
PACTBOPOB LLENMOYHOW.

o [MpMnanHLI cogepxart B 6-TUYITIEHHOM
LUMKne 2 retepoatoma (asor).

o [lypuHbl cogepxart 4 retepoatoma (a3oT) B
KOHOEHCUPOBAHHOM OUreTepoLuKrie



MaXopHble NTMPUMUOUHOBbLIE
OCHOBaHUSA
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MaXopHble NypUHOBble OCHOBaHUS
ApeHuH ['yaHuH
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Ucnonb3oBaHue NypUHOB U
NMUPUMNAONHOB B OpraHU3mMe

e 1. Bxogat B coctaB [1HK n PHK B BUAe Hykneotnaos
(bopmMmupoBaHMe TPUNIETOB rEHETUYECKOIO Koaa)

e 2.Y4yacTBYyHOT B 06pa3oBaHnUM BaXKHbIX OKUCITUTENBHO-
BOCCTaHOBUTENbHbIX KopepmeHToB (HAL+, HAL®+, PAL)

o 3. ABNAKOTCA COCTABHOW YaCTb0 MaKpO3Prnyecknux coegmnHeHnm
(HykneotnaoB): ATO, 'TO, YTO, UTD, TTD, obecnevnsaroLmx
9HEprmen Bce OCHOBHbIE peakLnmn DMOCUHTE3a B KNETKE U
MblLLEeYHOe CoKpalleHne

o Llnknnyeckne AM® n Mo — BTOpUYHbIE NOCPELHMKN
FOPMOHOB, perynupyowmx Bce Buabl oOMeHa

e AneHuH — BO30yXxaarLwumn HenpoMmeanaTop, akTMBUPYHOLLNIA
TaKXXe COKpalleHne muokapaa






[NlocneacTBusa HapyLeHUN CUHTe3a
a30TUCTbLIX OCHOBaHUU OIS YenoBekKa

e 1. lNpekpallieHne npoLeccoB TpaHCKPUNLUnn
reHOoB U1, cneaoBaTeribHO, HapyLleHue
CUHTE3a benka B opraHu3me

o 2. [pekpalleHne npouecca pennmkaummn u,
crnegoBaTernibHO, NpekpalleHne AeneHus
KIEeTOK

e NPOABIIEHNA: y neten — peskoe
3amefsieHme pocTa, y B3pOCrbIX — Nnrioxas
pereHepauuna TkaHen, YCKOpeHHOoe cTapeHune



[lpogonxeHue

3. YXygweHue meanaTtopHoro obmeHa B rofioBHOM MO3re,
YCKOp€EHHas rmbenb HEMPOHOB

4. Pe3koe cHmxeHne ckopoctn OBP, B ToM uucne B
MUTOXOHOPUAX — TOTanbHbIN aepuunt ATO

[MPOABJIEHUA: yxyaoweHne namaTtn, BHUMaHUS, MbllleYHasa U
cepaeyHas crnabocTb, HapyLLeHne BCexX NpoLeccoB
OMocKHTE3a, CHUXKEHNE BCACbIBaHWUS B XKT, KpanHe TshKenas
(annacTtuyeckasi) aHemMus

NMPU NOJIHON BNNOKALOE CUHTE3A KAKOIO-NIMB0 U3 AO
YEJIOBEK NMOIMMBAET B TEMEHUE HECKOJIbKUX HEOEJb



BbnocuHTes nnpummnanHoB (KpaTKoe
onucaHue)

e [1Na cuHTE3a NMpUMUONHOBOIO KOJbLia
HeobXxoanMbI:

o Acnaprtat — gaet atombl N1, C4, C5, C6
o Kapbamoundocdar — gaet atombl N3 1 C2

o« OOpasoBaHune kapbamoun-gocdara c
BOrbLLON CKOPOCTbIO NAET U3 rMyTaMUHa U
aHWoHa rmapokapboHarta, Kak 1 B
OPHUTUHOBOM LMKNE



Ctaauun cuHTe3a nupuMmmnauHa
o




CymmapHoe ypaBHeHue cuHTe3a YMOD
]

Kapbamoundocdart+acnaprar+HAL+
+2ATO+Ppochopunbosnnandocdat(PPLD)

v

YM®+CO2+2A0P+2Pi+NADH+PPi






BbunocuHTes nypuHa (KpaTkoe onmcaHue)
]

e [lNs cnHTE3a NYpMHOB HEOBXOANMBI:
o docihopunbosnngmndpocdar

o K Hemy npucoegmHseTca ammHorpynna, UCTOYHUKOM
KOTOPOW 0ObLIYHO ABNSIETCA rMyTaMuH. OTO a3oT N9
nypuHa

o Kasory N9 npucoeounHsietca octaTok rmmumnHa
(atombl C4,C5, N7)

o K asotry N9 npucoeguHaetca popmMmunbHas rpynna
(C8), koTOopyto NpMHOCUT TeTparugpodponar



BbunocuHTes nypuHa (KpaTkoe onmcaHue)
]

e Jl0 3aMblKaHNA 5-4yneHHoro yukna Kk C5
npucoegmnHaeTca a3oT N3 (amuHorpynna
rmyTamMmmHa)

o Yrnepopg C6 npuHaanexuTt rugpokapboHaTy
e N1 —3TO amunHorpynna acnapraTta

o C2 Takke npuHoOCUTCA TeTparnapodonaTtom
B Buae oopMmnbHON rpynnbl






CymmapHoOe ypaBHeHUe CUHTe3a
nypuHoB (MM®D)

e CO2 (rmopokapboHar)+2 (C1-
TT OK)+rnmymnH+2
rmyTammHa+acnaptar+4ATO+docdpoprndosn
nandgocdat (PPLP)

!

NM®+2 rmytamaTta+dpymapat+4ALD+4Pi



KnioyeBble NpoAyKTbl CUHTE3a
a30TUCTbIX OCHOBaHUU

[MupmMmnanHebl

KnioyeBbiM coeguHEHNEM
SBNSETCA AUrnapoopTar,
KOTOpPbI B3aMOLENCTBYET
C
docopunbosmnandocdarto
M C obpasoBaHMeEM
OpPOTUAUH-S’-MOHOd)oCcdaTa
(OMO)

[TypUHbI

KritoueBbIM NMPOMEXYTOHYHbLIM
coeanHeHNneEM ABJIHETCA
MMNOKCaHTNH

CUHTE3 HAa4YMHAETCA TONbKO
C
doocdopudosnngndocdara,
No3aTomMy obpasyeTcsa cpasy
HyKneosuna, cogepxawiunm
kcaHTMH — MHO3NHOBAA
KUCJIOTA (MMO®)



Perynauua cuHTe3a nypuHOB U

nMpunMmnamnHoOB

[MupmMmngnHbl o [lypuHbI

o KnioueBon bePMEHT - e B npucytcteumn AP n IJd
kap6amoundocaTcuHTasa TOpMO3uUTCS obpasoBaHue
(nocTtaBLWMK doochopubosnngmgocdara
kapbamoundgocdgara) (PETPOUHIMBMpPOBaHME)

e AKTMBHOCTb (DEPMEHTA e YBenuueHue ypoBHs AM® u
TOPMO3NTCA Y T® — KOHEYHbIM M® TOpMO3UT NPUCOEANHEHNS
NPOAYKTOM NyTH N9 k OPOD
(peTpouHrMbrposatme) (PETPOVHIMBUPOBaHME)

o dDepMeHT akTMBUPYETCH B
npucytcTeumn ATO un
dochopunbosnn andocdara

e bBuocuHTes nypnHOB CUIbHO
3aBUCUT OT YPOBHA pornuveson
KNCNOTbI (BUTamMuH Bc) —
nepeHocYMKa o4HOYrnepoaHbIX
doparmeHTOB



ATaKa Ha honmeByrO KUCIOTY Kak
NPOTUBOONYXOJSIEBbIN NPUeM

e Ecnu HapywnTtb nepeHoc POPMUNbLHOIo
dparmeHTa pornmeBon KNCNOTON, TO CUHTE3
NypuUHOB OOpbLIBAETCHA, a BMECTE C HUM
npeKkpaLwlaeTcsa gefnieHne KneTok.

e [loTpebHOCTbL onyxoneBbIX KIETOK B dhonaTte
BbiLLIE, MO3TOMY OHM CTPaAAlOT B 3TOM
crny4yae curnbHee, YeM HOpPMarbHbIE KNETKU

o brioknposatb paboty dponmeBon KNCNOThI
MOXET, Hanpumep, npenapaTt MetTaTpekcar



KOHKYpeHTHOe MHrMbupoBaHue
TUMUOUNATCUHTETa3bl Kak
NPOTUBOONYXOJSIEBbIN NPUeM

e YM®(He BxoguTt B [JHK!) nerko n oeICcTpo
npespawiaetrca B TM® (Bxogut B HK!) nytem
MeTunuposaHua npu CH.

e Ecnn HapywuTtb npouecc MeTunnMpoBaHma ypauuna

npu C5, TO CMHTE3 TUMMHA CTAHET HEBO3MOXHbIM, U
pernnKkaunad npekpaTtuTcs.

e KOHKYpEHTHbIM MHIMOUTOPOM CUHTE3a TUMUHA

ABNSIETCA npenapaTt 5-dTopypauun: B NPUCYTCTBUA
F metunupoaHme npm C5 HEBO3MOXHO.



Pacnag nMpMMUMANHOBLIX HYKNeoTUAOB
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Pacnag nypuHOBbLIX HYKNeoTUOO0B
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e Pacnap nypuHOBbLIX HYKINeoTuaoB
3aKaH4YMBaeTCcA oOpa3oBaHUEM
nJoxopacTBOPMMOro coegnHeHus - 2,6,8—
TPUrnapoKcnypmuHa, HasbiBaeMoro
MO4Y€eBOU KUCJIOTOMN.

e YcuneHHoe obpa3oBaHne mMo4yeBOM
KUCIOTbI NPUBOAUT K MNOBbLILLEHUIO ee
YPOBHS B KPOBM (runepypukemmm)



[locnepcTBUA runepypukeMmn
c-

e [Mnepypukemuna conpoBoXaaeTcs BbICOKUM YPOBHEM
MOYEBOU KUCINOTblI B MOYe — rMNepypuKkypus

e Connm mo4yeBOU KMCNOTLI (ypaTbl) Takke Mnoxo
PacTBOPUMbI, MO3TOMY MOBbILLAKT PUCK
MOYeKaMeHHOW BonesHu

o Kpuctannbl MO4EBON KNCIOTbI OTKNAaabIBalOTCS B
TKaHAX, 0cObeHHO B 0b6nacTn cycTtaBoB npwu
oxnaxageHun. PassuBaroTca BocnanutTenbHble
N3MEHEHUA B cycTaBax, gedopmaums un
npucTtynoobpasHblie 6onn.



«IyTb cnaceHusA» NypUHOBbIX
OCHOBaHUM

[lyTb cnaceHus NO3BOMNAET NpeBpaTUTh
NyPUHOBbLIE OCHOBAHWSA B HYKNEOTMAbI, YTO
CHWXaeT 06pa3oBaHNE MOYEBOW KUCTOTHI.

[log oencrtBuem cneymanbHbIX TpaHcdepas
NPOUCXOAAT crneayowme peakunm:

ApeHunH + 10dP-pnbo3a-o5d —- AMO + OO
[yaHnH + 10P-pnbosa -5¢— MP + PP
[MnokcaHtTmH + 1OP-50— MO + OOP



«lyTb cnaceHusa» NypuHOB
(npoponxeHue)

o C HapyLEHUAMM «NYTU CNACEHUSA» CBA3AHbI 2
HacneacTBeHHbIX 3aboneBaHUs:

o A.Tllogarpa (HacrneacTtBeHHasa runepypmkeMmns) —
HapyLwleHne npespaLlleHna ageHmHa B AMO ¢
NOMOLLbIO ageHNH-pocopnbosnn-TpaHchepassl

o b. Peakoe 3aboneBaHue cnHgpom Jlewa — HanxaHa
— HapyLleHune npespalleHua runokcaHtuHa B UMO
(OedeKkT pepMeHTa rMNOKCaHTUH: I'yaHNUH—
docdopndosnnTpaHcdepasbl)



[MpUYNHBLI TMNepypuKkeMumn
o 00|

e 1.HapylweHune BbiBEOEHUA MOYEBON KNCNOThI NPU
3aboneBaHusaX NoYek

o 2.[loBblLLEHHOE 0DOpa3oBaHNE MOYEBOW KNCIOThI

e A)Npun N30bITOYHOM MOTPEDNEHNN NYPUH-
coaepkalimx npoaykToB

e b)npu pacnage TkaHen (BocnaneHue,
3M10Ka4YeCTBEHHbIE OMNyXosin)

o B)npu BpoxXaeHHbIX gedektax «nyTru cnaceHns »
(HacnegcTBeHHaqa nogarpa, cuHapom Jlewa-
HalnxaHa)



MpUHUMNBI KOPPEKLUN rMNepypuKeMmum

e 1. Hopmanusaunsa nutaHua (YMeHbLWNTb
noTpebneHne nypuH-oboraTbiX NPOaAYKTOB)

o 2. VlcKknoyeHne NpoayKToB, CHUXatoLwmx pH
MOYM (YXyOLlaloT BbIBEOEHME U
PAaCTBOPUMOCTb COJSIEN MOYEBOW KUCIOThbI)

o 3. [1pn HeOOXOOMMOCTU Ha3Ha4aloT
annonypuHOsT — KOHKYPEHTHbIN NHIMOUTOP
npeBpaLleHnss KCaHTUHA B MOYEBYIO KUCIOTY



dueTta npu runepypmkeMumn
c-

CopepxaT MmHoro nypuHoB  CHmxkatoT pH moun

TenatnHa e YKcyC

dacornb n gpyrue o AIKOrosribHble HaMnTKK
boboBble o TOMaTHbIV COK 1

Kode, Kakao, YepHbIN Yau CBeXue nommaoopbl

TeMHbIN WoKonan o LlllaBenb, peBeHb,

3€J1eHbl€ CallaThbl



