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OOMIH HyKneonpoTelHiB: byaoBa, 6ionoriyHe
3Ha4YeHHA Ta MeTaboni3mMm HyKneoTuaiB

HykneiHoei kucriomu. ICTOpis BMBYEHHSA HYKIIEIHOBUX KUCIMOT Ta
po3BUTKY MornekynsipHoi 6ionorii.  CTpykTypa Ta HOMeEHKnaTtypa
MOHOHYKneotnais. Xapaktepuctmka [OHK T1a pisHux Buais PHK.
OcHoBHI eTann nepenadi reHeTU4YHOI iHGopmauil. MNepwun Ta gpyrnn
noctynatm mornekynsapHoi Gionorii. CyTHicTb pobiT YotcoHa i Kpika.
O6MiH HykneonpoTeiHiB: OiocMHTE3 Ta KaTtabosniam MypuHOBUX Ta
nipumMignHOBUX HykneoTunaiB. biocnMHTE3 [Oe30KCUPUBOHYKIEOTUAIB.
[MaTonoria nypmMHOBOro obMiHy (rinepypikemisi, nogarpa, opatauuaypis,
ciHgpom Jlewa-HixaHa).



* HykneiHoei kucsiomu —yHiKkanbHUMN Knac opraHivyHmnx
Cnonyk, oCHoBHa pyHKLIS NpeacTaBHUKIB SKOro nosfiarae
y 3abeanedeHHi 3bepiraHHa, perynsauii, peanisauil
reHeTUYHOI IHdopMaLlil, a TakoX Il nepeaadi Mix
KNITUHHUMW NMOKONMIHHAMMU,MaTepianbHa OCHOBA
CnagKoBOCTI
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e XIMIYHO HYKIEIHOBI KNCNOTU NPEeACTaBNAITb
coboto cknaaHi baraToMosieKynApHI noslimMmepu,
LLIO OPMYIOTLCA 3 HYKIeo3upaiB (a3oTucra
OCHOBa | ByrneBoj), noeaHaHnx Mk coboto
docdoanedipHUMU 3B’ A3KaMMN.

[MUPUMHAMHOBEIE HYKNEO3MA LI [ypuHOBEIE HYKNEO3UAE!
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[umuanH (R=CH 3, X=H)  [Oezokcuuyutnaud (X=H) Hezokcuagenosud (X=H)  [desokcuryaHozuH (X=H)



[ ONOBHI a30TUCTI OCHOBU — KOMIMOHEHTU

NH2 HYKNEeIHOBUX KNCNOT: NYPUHOBI — afeHiH
NP N\ (A) i ryaHiH (I'), nippmignHOBI — ypauun
k\N , N> (Y), umtosuH (L), TmmiH (T)
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 [1o cknagy Aesakux HyKnertHoBUX KUCMoT
BXOOATb Y BIQHOCHO HEe3Ha4YHUX KINTbKOCTAX
OogartkoBsi (MIHOPHI) a30TUCTI OCHOBU Ta
BIANOBIAHI IM MIHOPHI
HyKneoTnaun. HambinbLua KifbKICTb
MIHOPHUX HYKNeoTnaIiB 3yCTPIHaeTbCAa B
mosnekynax TpaHcnoptHmx PHK (TPHK) —
00 5 % 3aranbHOro HyKneoTuagHoro
cknaay.



* [10 MIHOPHUX HYKNEeOoTMAIB Hanexartb MeTUNbOBaHI
NoXiAHI 3BU4anHUX a30TUCTUX OCHOB, 30Kpema, 1-
METUNAaAeHIH, 2-MeTunageHiH, 6-aumeTunageHid, 1-
MEeTUIryaHiH, 7-MeTunryaHid, 1-metunypauun, 5-
oKcumeTunypauun, 3-MmeTununtosuH towo. OAHK
NOOVUHU MICTATb 3HAYHY KINbKICTb 5-MEeTUNUNUTO3NHY,
iIHpopmauinHi PHK — N-meTnnboBaHi noxigHi
afeHIHy Ta ryaHiHy.
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* HykneoTngom He3BNYaANHOI CTPYKTYPU, LWLO

BXoauTb 0o cknaay TPHK,
€ nceBaoypuanH — Hykneotua (puc. 3), B
SKOMY pnbo3a npueaHaHa ao ypauuny B 5-my
NOSTIOXEHHI, TOOTO HEe HITpOoreH-kapboHOBUM, a
KapOOH-KapOOHOBUM 3B’A3KOM.
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Hykneotnagn B cknagi AHK MicTaTth
Byrnesop D-2-pe3okcnpunbosy, a B PHK —
D-pnbosy . Obmasi NeHTO3MN 3HAXOOATLCS Y

P-dpypaHO3HIN popMi:
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* ATOMUN KapOOHY B NEHTO3aX HYMEPYHOTbCH
Lndopamm 3i LUTPUXOM, LWOO BIAPI3SHUTK IX BiA
aTOMIB KapOOHY B a30TUCTUX OCHOBaX. [1pun
3'eHaHHI pndo3un 4YM ge3okcnupmobosn 3
a30TUCTOK OCHOBOI YTBOPKETLCA HYKeo3na
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e 3B’AA30K MK NEHTO3010 | a30TUCTOK OCHOBOIO
nae Big nepLioro atoma KapoboHy NeHTo3n A0
nepLIoro atoma HiTporeHy nipnmianHy abo
OEB'ATOro atomMma HiTporeHy nypuHy. 3B’30K
Ha3UBAETLCHA FMIKO3UAHUM.
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* Hykneotnaun — ue pocdopHi edoipu
HyKneo3naie. 3B'A30K YTBOPHKOETLCA 3a
paxyHOK B3aemogil dpocdaty 3 rigpoKCunom
y nonoxeHHi C-5' neHto3w. [Npwu rigponisi
HYKNETHOBUX KUCIOT MOXYTb YTBOPHOBATUCS
| HyKneo3na-3'-MmoHoocaTu
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« 3ariexHo Big byaoBU NEHTO3W,
HYKNeoTuamM NoainatTb Ha
PUOOHYKNEOTNaN i
ne3okcupuboHykneotnan. HaaBHICTb
3anunLIKIB pOCPOPHOI KNCNOTK B CcKnaai
HYKneoTunaiB Hagae IM KUCNOTHUX
BMaTMBOCTEWN, TOMY IX BBaXXalOTb
KUCnotamm, 9K | NoniMepu — HyKneiHoBI
KUCMOTMW.



Ta0muug 2. HoMeHKIaTYPa HYKI€03HIB Ta HYKI€0TH]IB

OcHoga Hyxneosua Hyxneotua Cropovese
NI03HAYCHHS
AneriH AZeHOHH Aner1T0Ba kacnora, | AM®
Te30KCHATCHO3HE a1eHO3HEMOHODOC AT
TlesokcHAZeH(T0BA  KHCMoTa, | JAM®
J¢30KCHATICHO3HEMOHODOC QAT
[VaniH [yaHO3HH ['yaLm0Ba kcota, | [M@®
TIe30KCHTVaHO3HH TVAHO3HEMOEO(OC QAT
T[e30KCHTVAHLTOBA KHCIIOTA, M
T[e30KCHTVaHO3HEMOHODOC HaT
Yparmt Y pumE Ypumnosa Kucnota, | YM®
VPHIHEMOHODOCHAT
[{uT030H J)ipeiinciici [{uTHIHT0BA kucnota, | M
TTe30KC HIHTHHH IHTHIHEMORO(OC GaT
Tle30KCHUHTHIAMOBA KucnoTa, | ALM®
¢ 30KC HIHTHIHEMOHOQOC AT
TmuH T T 1THI0BS kucnora, | TM®
THMUTHEMOHOGOC (T
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[ ONOBHI pUbOHYKNeoTNAM
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CuHTe3 HyKneoTuais

2

OTOBMUX a30TUC
OCHOB
Ta HyKneo3unaiB —

LLUNAX
evTunila

ITUHMU, IO aKTUB
PO3MHOXYHTbLCS:
peaeHepyroui,
eMbpioHasibHi,
ernimerniasibHi,

nyXJTUHHI,
eukouyuma

<

de novo
-3
HU3bKOMONEKYAPHUX
nonepenHuKIB
80-90% nyny

HYKneotTuaiB

<

NenaTounTun Ta
©araTo iHWUX KNiTUH
Il He npoxoautb —
B epuTpouumTax,
nonimopdgpHosAepHUX
rnevkKouumTax




I>xepena aTomMmiB NypuUHOBOIo sigpa npu CUHTE3I
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Perynsuif cMHTe3y NypMHOBUX HYKINeoTuaiB
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I>xepena aTomiB nNipuMigMHOBOro sigpa npu
cuHTe3l de novo
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YTBOopeHHAa YOOD, YTO, UTP
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Perynsauia cuHTesy nipMmigMHOBUX HYKNeOTUAIB
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CuHTe3 Ae30KCUPUOOHYKeoTuaiB
HAO®H, HAQ®
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PnboHykneotnapeayKkrasHUU KOMMJIEKC
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PnboHykneoTnapeayKtasHUM KOMMIIEKC aKTUBYETLCA TiNbKU
Ha nepiop pennikadii AHK (nepep miTo3om) !!!




CuHTe3 TUMIONNOBUX HYKNeoTuaiB
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KaTtaboniam nypuHoOBuUX HyKneoTuais
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NnokcaHTuH KcaHTuH
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Keto dhopma EHonbHa dpopma

CevoBa kucnorta (2, 6, 8-TpuokcunypuH)



KaTtaboniam nipumiganHoBUX HyKneoTunais
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NMopylweHHA OOMiHY CKnagHuX OiNnkiB — HyKrneonpoTeiaiB

HalnxapakTepHiwnm nopyLLUeHHAM
nypuHoBOro obmiHy € nogarpa. Npwu
nogarpi B cyrnobax, xpsiLiax,
CYXOXXUIMKOBUX MixBax i CIN30BUX CyMKaX
cyrnobis, iHOAi B LWKipi, M’'si3aX Ta HUpKax
BiAKNagaTbCsa Yy BUMMALI KpucTanis coni
Ce4yoBOI KUCNOTN — ypaTn. Haskono
KpucTarnis yTBOPHETLCA BOTHULLE
3ananeHHs 3 HacTyNHUM PO3POCTaHHAM
cnony4Hol TKaHuHW. lNpouec, Wwo noyascy,
NOBTOPKETLCHA, reHepani3yeTbCA.
BigknagaHHAa ce4doBOl KUCNOTU 3yMOBIIHOE
YTBOPEHHS TakMX KaMeHIB Y HUpKax, WO
NPU3BOAUTb OO0 IX YWKOOKEHHS. binbwa
YaCTMHA HUPKOBUX KaMeHIB CKnagaeTbca 3
BaX>XKOPO34YMHHOI Ce4OBOI KUCNOTK Ta Il
conen. Tinbkn y 5 % Bunagkie nogarpy
BUSABITIEHO B XKIHOK.




Lle 3axBoptoBaHHA 4aCcTO CYynpOBOOXKYE riNepTOHIYHY XBOPOOY M aTepOoCKNepos.
[1pn nogarpi cnocTepiraloTb NOMITHE MiABULLIEHHA KOHLIEHTpaUiT ce4oBOl
KMCIOTW B KPOBI (rinepypukemist). [NpoTe KinbKICTb LIET KUCNOTM B cedi B nepioa
Hanagy 3anuwaeTbesa B HopMi. [pn nogarpi npuaHadatoTb giety 6e3 nypuHiB i3
OOMeEXEeHMM YMICTOM XKMPIiB, 3HAYHOHO KifIbKICTIO BYrMEeBOAIB i HOPMaribHO, ane
He HaOMIpPHOIO KiNbKICTHO BiNkiB. 3a3Bnyam XBOPUM HE PEKOMEHOYIOTb
CnoXmnBaTu NPOAYKTU, LLO MICTATL BDarato HykneonpoTeidiB i HykneoTmais
(neyiHka, HUPKK).




AnonypuHos MOXHa 3acTOCOBYBaTK AN ocriabrieHHss nogarpM4YHUX CUMNTOMIB Y
nauieHTiB i3 cuHgpomom Jlewwa—HawnxaHa. Lia natonorisa € 34yenneHoto 3 X-Xpomo-
COMOI0 cnagKoBo OOPMOI0 rinepypuKemil, Wo po3BUBAETLCA B AUTAYOMY Bili (Y
XJTONYUKIB) | KPiM CUMMTOMIB, BNAaCTMBUX nogarpi, BUABIMSAETbCA TSXXKUMN HEPBOBO-
NCUXIYHUMU NOpPYLUEHHAMU. BioxiMiYHOKO OCHOBOK doepMeHTOoNaTii € reHEeTUYHUI
aedeKT CUHTE3Y rinokcaHTUHryaHiHpocdopnbdosmnTpaHcdepasn — PepMeHTY, Lo
3abesrneyye NOBTOPHE BUKOPUCTAHHS B METADONIYHUX peakuisiX BifIbHUX MiNOKCaHTUHY
Ta ryaHiHy.

Lli po3nagn cynpoBOoaXyTbCA HAAMIPHUM
YTBOPEHHSM MYPUHIB, PO3YMOBO
BiACTaniCTo, arpeCcmMBHOKO NMOBEAIHKOLO,
3aBAaHHAM cobi yLWKOOXXEeHb, HUPKOBOHO
HeOOCTaTHICTIO, KAMEHAMU B HUPKAX i
3—6-pa3oBnM 30iNbLUEHHSAM
NPOAYKYBaHHSA CEYOBOI KUCIOTM.
HenocTaTHICTb pepMeHTY BUABMAKOTL B
eputpoumTax, nemkoymTax, WKipHUX
dibpobnactax, TKaHMHaxX HUPOK, MO3KY,
NeYiHKN.




CnagkoBe nopyLweHHa metaboniamy nipumiguHOBUX OCHOB Y
NIOONHKU BIOOME SIK opomoea ayudypisi, LLIO XapaKTepU3yeTbCH
HaKOMMYEeHHSAM OPOTOBOI KUCIOTK Ta Il BUAISIEHHAM I3 CEYELD.
[iTn 3 TakKMMun NopyLUeHHAMM BIACTAOTL Y POCTI Ta CTpaxaa
I0Tb HA MeranobnacTHy aHeMiIto. Y TakoMy BUNagKy iCTOTHO
3HWXXEHA aKTUBHICTb AK pocdopmbosnnTtpaHcdepasm, Tak i
aekapbokcunasu, HeobxigHnx ans yTBopeHHa YMO.
BeeneHHs ypuamnHy abo umMtnanHy BiAHOBSIHOE HOPMAaIbHUN
PICT, NiKBiAYE aHEMIiIO Ta 3MeHLLYye BUOINEHHA OPOTOBOI
KUCIIOTMU. O
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