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Beryn

Hyxieotuam B AKOCTI CTPYKTYpHHX KOMIIOHEHTIB
HYKJICTHOBUX KHUCJIOT 3a0e3leuyloTh IpoLecH 30epiraHss,
peamizanii Ta mepemaui cmaakoBoi iHdopmarnii. Kpim Toro,
JesKl  HYKJICOTHIM BHUKOHYIOTH pPOJb KO(PEpMEHTIB B
MeTabomiuHuX peakuisx. Llukmiuni HykiIeoTHm 6epyTh y4acTb
B MEXaHI3MaX CHTHaJIBHOI TPAaHCHYKIi, OCKIIbKH €
MemiaTropamMu Aii TOPMOHIB. TakuM 4YHHOM, HYKICOTHUAH
BUKOHYIOTh IIMPOKUN CHEKTp OloyoriyHux GyHKIIH B
OpraHi3Mi JIFOIUHHU.

MeToro 1aHOro HaBYAJIBHOI'O MOCIOHMKA € BUCBITJIEHHS
ocobimuBOCTel OynoBU Ta Oi0MOTIYHHMX (YHKIINA HYKICOTHIIB,
MOSICHEHHsI  MpolieciB  ix katabomizaMy Ta  O10CHHTE3Y.
3acBOEHHSI JTAHOTO MaTepialy CTyAeHTaMH BKpail HeoOXiTHO
JUIS pO3YMIHHS METa0O0JIIYHUX MOPYIIEHb, 110 JIekKAaTh B OCHOBI
PO3BHUTKY TaKMX 3aXBOPIOBaHb, K Iojarpa, cuuapom Jlema-
Hixana Ta iH.

Ha ocHoB1 pocnikeHs nporeciB 010CHHTE3y MypUHIB Ta
HipUMIJUHIB CTBOPEHI JIKapChKi 3aCO0M MPOTH OHKOJIOTTYHUX
3axBOpIOBaHb. KOMITOHEHTH TPOTUITYXJIMHHUX IPENapariB €
1Hr16iTOpaMu (pepMeHTIB, 110 KaTalli3yloTh peakilii 610CHHTE3Y
HYKJICOTH/IIB.

ABTOp cmopiBaeThCs, IO TEOPETHMYHHM  Marepiai,
BUKJIAJICHU y MOCIOHUKY, CTaHE y Harojl CTyAEHTaM INpu
MIATOTOBI /0 MPAaKTUYHUX 3aHATH 3 Ol0XiMii 1 CIpUSTUME
dbopmyBaHHIO TIPOPECIHHUX KOMIETEHTHOCTEH MaiOyTHIX
JKapiB.



1. Ctpykrypa Ta biosoriuni GpyHKIII HyK/I1€0THIIB

Hykneoruau - 1i¢ TPUKOMIIOHEHTHI CIIOJNIYKH, IO
CKJIQJIAlOThCS 3 A30THCTOI OCHOBH, NMEHTO3U Ta (ochaTHOro
3aJTUIIIKY.

3ajie)KHO  BiJ XIMIYHOI OYJOBHM a30THCTI OCHOBH
MOAUISIIOTH Ha 2 KJIacH:

1) mypunoBi — aneHiH (A), ryanin (I);
2) mipumiguaoBi — 1uTo3ud (L), Tumin (T), ypamun (V)

(puc.1.1).
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Pucynox 1.1 - Cmpyxkmypri ¢popmynu azomucmux ocros [7]

Jlnst a30TUCTHX OCHOB BjacTuBa i3omepis (puc. 1.2).
A30TUCTI OCHOBHM, IO MICTATh aMIHOPIYIly, MOXYTb
nepedyBaTH y aMmiHO- a0o0 1MIHO- TayTOMEpHUX (opMax.
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ABOTUCTI OCHOBH, [0 CKIaJy SKHX BXOIUTh KETOTPYIIa,
MOXXYTb MaTH KETO- a00 €HOJIbHI TayTOMEpHI (hopmu.
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Pucynox 1.2 - Taymomepni popmu azomucmux ocnos [7]

[Ipu 3'enHaHHl a30TUCTOI OCHOBM 3  IIEHTO30I0
YTBOPIOETHCS HYKJIeo3u ] (puc.1.3).

Pucynox 1.3 - Cmpyxmypua ¢hopmyna Hykieosuoy

CTpyKTYpHI KOMIIOHEHTH HYKJIEO3UAY CIIOIYYarOThCs
MDK CO0O0I0 3a paxyHOK YTBOPEHHS TJIIKO3WIHOTO XIMIYHOTO
3B'SI3KY.



Jlo ckmamy puOOHYKICO3UAIB BXOAUTH puOO3a, [0
CKJIaTy I€30KCUPHUOOHYKIICO3HUIIB — Ie30KCHpuOo3a (puc.1.4).
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D-pubo3za D-2-gesokcupubosa
Pucynox 1.4 - Cmpyxmypui gpopmyau nenmos

Ha3Bu HYKJICO3UIIB YTBOPIOIOTHCS 13 HA3B BiMOBIIHIX
a30TUCTUX OCHOB. Pubo3a yTBOpIOE HACTYNHI HYKJICO3UU:
aJICHO3MH, TYaHO3WH, INTHINH, TAMIINH, YPUIHH.

Y  Ha3Bl HYKIEO3WIIB, JO CKJIagy SKHX BXOJUTb
ne3okcuprbo3a,  3’ABISETBCS  mpedikC — JIe30KCH-, IO
MMO3HAYAETHCS JTiTEPOro d.

BHacmigok mpuenHaHHS 10 CKJIAAY HYKICO3HIY
3anuIIKy (QochaTHOI KHUCIOTH YTBOPIOIOTHCS HYKJICOTUIH
(puc.1.5).

Hyxaeoruau - ne gpochaTHi edipy HyKICO3HIIB.

Po3pizHsitoTh HyKI€oTHaW, IO MicTATh 1, 2 abo 3
3anuIKy pocdaTHOT KUCIOTH.

HasBa nykneotuny ¢popmyerbes 3 Ha3BH BIANOBIIHOTO
HyKJIeo3uy Ta iHdopmamii mnpo KuibkicTh (ochaTHux
3anumikiB -y  Horo  ckiaal.  Hampuknan, AT® -
aneHo3uHTpudochar, AM®D — aneHo3nHMOoHOpOChAT.

Bioximiuni ¢pyHkuii Hyk/1eoTHaiB:
1)  cTpyKTypHI KOMIIOHEHTH HYKJIETHOBUX KHCIIOT;
2) Makpoepriuti cnonyku (AT®, AJID, ['TD, I'1D);
3) cnenudivyi curHanbHi Mosiekynu (HAM®, ul M®);
4) KO(EpMEHTH B META0OIUHUX PeaKIisX:



e Gionoriunoro oxucrenns (HAJ], HAJD', DA,

OMH);
e Oiocunresy raikoreny (YTO, YID);
e Oiocunresy rainepodocdomininis (LITD, [IJD);
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Pucynox 1. 5 - Cmpykmypua ¢popmynra AMD [7]

CTpykTypHa (PYHKIiSI HYKJI€OTH/IIB TIOJIATAE B TOMY,

1O BOHU € MOHOMEpaMHn HYKHCiHOBI/IX KHCJIOT.

Ho cknany PHK Bxomste AM®, ITM®, IIM®, YM®, no

cxnany JIHK — dAM®, dTM®, dLIM®, dTM®.

B Monekynax HyKIETHOBHUX KHUCIOT HYKJIEO3MIMOHO(OChaTH

3'€MHYIOTbCI ~ MDK ~ cOo000 32 JOTIOMOTOO
dochoauedipaux 3B's13kiB (puc.1.6).
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Pucynox 1. 6 - IHoninyxneomuonuii 1anyioe

Hyxneosunrpudocdaru (ATD, ['TD) 1
nykneosugaudocharn (AAD, T'/I®) € makpoepriyHmMH
cnosaykamu. EHepris rifposizy MakpoepriB BUKOPHUCOBYEThCS
JUIL peakIfiii aHaboii3My, CKOpOYeHHS M'si3iB, reHepamii Ta
MIPOBE/IEHHS] HEPBOBHX IMIYNbCIB, aKTUBHOI'O TPAHCIOPTY Ta
iH.

Monekyna AT® micTuTh 2 Makpoepriusi 3B's3kH (puc.
1.7). Ilpu po3puBI MaKpOEpridYHOTO 3B'A3KY BHIUISAETHCS
oinmpmre 21 x/x/MoIb BUTEHOT €Heprii.

MosknuBi fBa BapiaHTu rigponizy ATO:

AT® + H,O > AJ1® + ®H (34,5 xJIx/Momb);

AT® + H,O0 > AM® + ®DH (37,4 xx/Moib);
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Pucynok 1. 7 - Cmpykmypna ¢popmyna AT®

PeryasitopHy  ¢QyHKUIil0  BHUKOHYIOTH  LHUKIIYHI
Hykineotuan — TAM® i il M® (puc. 1.8). Boru € BrTopuHHUMHU
MOCePEeTHUKAMU il TOPMOHIB.

nAM® e wmeniatopoMm [ii aapeHaNiHy, TJIIOKAroHY,
Bazomnpecuny, AKTI, TTI', roHagoTpoIiHiB, KaJbIUTOHIHY Ta
iH.

ul'M® 3ale3nedye MeXaHi3M CUTHAJIbHOI TPaHCAYKIIT
MpU A1l HATPIMYPETUIHOTO TOPMOHY TIEpeICePIb.
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Pucynox 1. 8 - Cmpyxmypni popmynu yAM®D ma yl M®
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KodepmenTHy (yHKUil0 BHUKOHYIOTH  HACTYIHI
nykneotumu: HAJ[', HAJI® ", ®AJ], ®MH, HS-KoA, YT®,
VI, T, [ [1].

Kodepmentn HAJ]', HAII®', ®AJl, ®PMH 6GepyTs
y4acTh y peakiisx OioJOTiYHOrO0 OKHCHEHHS, BOHH 3JaTHi
MIPUEAHYBATH aTOMU T1APOTEHY:

HAJ +2H" + 2e — HAJTH-H ;
@A+ 2H' + 2¢ — OAJH;

HS-Ko0A € ronoBHUM KOQEPMEHTOM KIITUHH, OCKUIBKH
Oepe ydacTh B PEaKIisgX BYIVIEBOAHOIO, JIIIJIHOTO Ta
6inkoBoro oominy. 3a yudactio HS-KoA 3aiiicHIOETBCS ITMKIT
Kpebca, oxuchHennss Ta OiocunTe3 BIXKK, ©OiocunTe3
XOJIECTEPOITy, KETOHOBHX TiJI, TEMY Ta iH.

Hykneornau VYT® Ta VYD BUKOHYIOTH pOJb
Ko(epMeHTIB B peakiisix 6iocuntesy riaikoreny, LIT® ra [P
— B peakiisix 6iocuHTe3y riinepodocdomimiain [3].

TakuM YMHOM, HYKJICOTHUAM € HE JUIIEC CTPYKTYPHUMH
KOMIIOHEHTaMH HYKJICTHOBHX KHCJIOT, a © O10JI0Ti4HO
aKTUBHMMHU CIONyKaMH, 10 3a0e3MedyloTh MPOTIKaHHA
peakiiiit MeTabomi3My Ta iX peryJsiiio.
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2. Kara6o0J1i3M HyKJI€OTHIB

2.1. Po3miensieHHs1 HyKJI€OTH/IB
y IIYHKOBO-KHIIIKOBOMY TPaKTi

IleperpaBiieHHs HYKJIETHOBUX KHUCJIOT PO3MOYMHAETHCA
y JBaHAUATHNIAIIA KU i1 1i€0 (epMEHTIB MiANLTyHKOBOT
3aJ103u - Hykjiea3. Hykieas3u nmoainstoTh Ha 2 KJIacH:

- ne3okcupubonykieasn (/IHKasu) — depmentu, 1o
rigpomnizytots JJHK;

- pubonykneasu (PHKa3u) — depmentu, mo riipomizyroTh
PHK.

[MpomykTamu  Tifgpoizy HYKICTHOBUX  KHUCIOT €
mykneotuan. Ilin miero kumkoBux ¢ocdaras (HyKIeoTHIA3)
Bl HYKICOTHU[IIB BIJUICIUIIOEThCS 3alumIoK  (ocdaTHoi
KHCJIOTH. YTBOPEHI HYKJICO3UIU aOCOpOYIOThCS 1 B KIIITHHAX
CTIHKHM KHIIEYHUKA PO3IICTUTFOIOTHCS B JIO BUIBHUX a30THCTHX
OCHOB 1 nieHTO03 (puc.2.1.)

JHK, PHK
~L Hyxkneazu
Hyxneomuou

-dn ~L Hyxkneomuoasu
Hyxneo3zuou

- [lenmo3su ~L Hyxneosuoazu
Azomucmi ocHogu

Pucynox 2.1 — Cxema nepempagnents HyK1eiHOBUX KUCIOM

12



2.2. Kara0oJ1i3M mypuHiB

B  opramiami  JOAMHA  KIHIIEBUM  MPOAYKTOM
KarabomisMy TypuHIB € cedoBa Kuciota (puc.2.2).
MeTa0OomuHuii MUISIX YTBOPEHHS CEYOBOI KHCIOTH JOCIJIHB
ykpaincekuii Buenuit 1. SI. T'opOaueBchkuii. Bin Bmepie
3MIMCHUB XIMIYHMM CHHTE3 CEYOBOi KHCJIOTH Ta BIJIKPUB
KCaHTHHOKCHIa3y — (epMEHT KaTtaboi3my mypuHis [3].

NH
Mo Mo, ~ = AMOD
l |
r"n"aHosuﬂ IHnauH — =  ApeHozumH

MyaHiH Hm m FinoKcaHTUH
Ho N
b\‘ 2 ,Hz0
NH4 m: GHMUHORCUd GO

0
KCOHMUHOoKCUOO3o
H H 0"
h :
o H 0o Ho0 ; d H

KeaHTHH Hz0z Ceyoea kucnoTta

Pucynox 2.2 — Cxema xamabonizmy nypumis

VY nedkux >KMBHX OpraHi3MiB NPUCYTHI (EPMEHTH, IO
KaTali3yl0Th OKHUCHEHHS CEYOBOi KHCIOTH /O CEYOBHMHH Ta
TJII0KCUJIEBOT KUCIIOTH, SIKA B MOAANBIIOMY PO3LIETUIIOETHCS 10
CO; 1 H,0 (puc.2.3).
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Pucynox 2.3 — Peakyii kamabonizmy nypuHie
VY pu6 Tta am}ibiif KiHIIEBUM MPOTYKTOM KaTaboii3mMy

MypUHIB € CceYOBMHA. Y PAKOMOMIOHMX Ta MOPCHKUX
0e3xpeOeTHUX Mi €0 ypea3u CEeuOBHHA TIAPOMI3YEThs 0
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CO; 1 NH3, VY Bonnux opranismiB NHj BUMHBaeTbCS BOOIO i
TOMy HE 3AIHMCHIOE TOKCHYHY nito. HaszemHi opraHizmu
BTpaTwid (pepMEeHTH KaTaboJi3My Ce4OBOI KHCIIOTH, OCKUIBKU
Hakonu4yeHHsd NH; npu3BoIUTE 10 OTpYEHHS.

[onoBHuM  (epMeHTOM  KaTabONi3My MypHHIB €
KCAHMUHOKCUOAasa, 10 KaTalli3ye OKUCHEHHS TiMOKCAaHTUHY
JI0 KCAaHTUHY 3 IOJAJIBIIUM YTBOPEHHSIM C€40BOI KUCIOTH. B
peakuifax, Karadi30BaHUX KCAaHTHHOKCHUIA30l0, EJEKTPOHU
MEePEeHOCAThCS  Bif cybOcTpary Oesmocepennbo Ha O; 3
yrBopeHHsIM H,0,. HaliBumuii BMICT KCAaHTHHOKCHAA3U
BUSBJICHUH Yy KIITHHAX TEYiHKA Ta CIM30BOI OOOJOHKHU
KHILICYHHKA.

3a 100y B opraHi3mi JroauHu yrBOproerbes 0,5 - 1 1
ceuoBoi kucnotu. [{onenno y ckmaai cedi BuBoguThes 0,4 —
0,6 T ce40BOI KHCIIOTH.

B HOpMi KOHIIEHTpaIlis CeYOBOi KHUCIOTH B IJIa3Mi KpOBi
cTaHOBUTH cTaHOBUTH 0,15 — 0,42 Mmmoub/i [2].

[linBumieHnnii BMICT CEYOBOI KHUCIOTH y KpOBI —
rinepypukemis.

CeuoBa KHUCIIOTa Ma€ HU3BKY PO3UYMHHICTH y Boji. Ilpu
rinepypukemii BMICT CEYOBOi KHCIOTH B KPOBI TMEPEBUIIYE
piBeHb 1i PO3YMHHOCTI, BHACHiAOK YOro BiOYBAa€ThHCS
KpUCTali3allisl HaTpieEBUX COJIEW Ce4oBOi KUCIOTH (ypaTiB) B
TKaHWHAX OpraHi3My. YpaTH HaKONUYYIOThCS HEPEeBAXHO Yy
OpiOHUX Cyryiobax KUCTeW 1 CTOM, a TakoXK y Hupkax. lLle
MPU3BOJUTH J0 PO3BUTKY 3aMajbHOTO Mpolecy — nojgarp [3].

2.3. KaTa6oJ1i3M nmipuminnHuis
KinueBumu mnpoaykTtamu Kataboji3My HIpUMIJIMHIB €
NHj3;, CO; i B-aminokucinotu (puc.2.4). B nopansmomy amiak

YTUJII3YETHCS. B OPHITUHOBOMY LIMKII, TEPETBOPIOIOYNCH Ha
CEUOBHUHY.
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Pucynox 2.4 — Cxema xamabonizmy nipumiounis [5]

[lepmoro  peakuiero  Karaboni3My  HIPUMIAMHOBUX
a30TUCTHX OCHOB € Je3aminyBaHHi (puc.2.5). DepmeHT
YUmMo3suHOe3aMiHa3a Karami3ye TepeTBOPEHHS LUTO3WHY Ha
ypammmit.  [lim  miero  oueiopoypayundeziopocenazu  ypauui
BIJTHOBIIOETBCA 10 Aurigpoypammny. Kodepmentom B maHiii
peakuii e HAJIOH-H".

HactynHi  mepeTBOpeHHS  3/1ICHIOETBCS  LUISIXOM
rigponmizy.  Jurigpoypamun  rigpomizyeTbcs a0 N-
KapOaMOIMpPOIiOHOBOT KUCIOTH (YpEimomnpormioHary), 1o B
MOJIAJIBLIIOMY po3MnaaaeThes Ha B-ananid, CO, 1 NH;.

[Ipoec katabomizmMy THUMIHY € moaIOHUM. Tumin
BIIHOBIIOETbCA J0 JAWUTIAPOTHMIHY, IO B MOJATBIIOMY
TIAPOTI3YETHCS pi (o) N-kapOamoinizo0yTupary
(ypeinoizoOyrupary). OcTaHHIN po3magaeThcs Ha [-aMiHO-
1300ytupar, CO, i NHj3.
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Pucynox 2.5 — Peakyii kamabonizmy nipumiounis

[TponykTH kKata®oni3My HMipUMIJUHIB € IHTEpMeaiaTaMu
IHITUX METa0OMYHUX NUIAXIB. Tak, [-ajJaHiH MEepPEeTBOPIOETHCS
Ha anetun-KoA, [(-amiHoi300yTHpaT - Ha cykuuHUI-KoA
metabomitn  uukiay Kpebca. Kpim  Toro, [-amanin
BUKOPHUCTOBYETHCS ISl YTBOPEHHS M'S30BUX MENTHUIIB —
KapHO3UHY 1 aHCepuHy.Y OakTepiil -ajaHiH BUKOPHUCTOBYEBCS
uis  Ol0OCMHTE3y NAHTOTEHOBOi KHCIOTH — TIONEpeIHUKa
KopepmeHTy A [1].
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3. biocuHTe3 HyKJICOTHIB

3.1. biocuHTe3 MypuHiB

IcHyroTh ABa mIIAXU O10CHHTE3y HYKJICOTHJIIB: CHHTE3
de novo Ta peyrmmizamis (puc.3.1). Cunrte3 de novo
3a0e3neuye yrBopeHHs 80 — 90 % mymy HyKJICOTHAIB.
HaiiOinbm iHTEHCMBHO CHUHTE3 HYKJICOTHIIB BiTOYBa€ThCS Yy
IIEYIHII.

CuHTe3 HyKneoTuaie

4

de novo

= 3 HU3LKOMONEKYNAPHUX
nonepegHuKiB

80-90% nyny HyKkneoTnais

3 rOTOBUX a30TUCTUX OCHOB
Ta HyKneo3uais —

WNAX peyTunisauii

lenaTounTn Ta
OaraTo iHWNX KINiTUH
!l He npoxogutb —
B epuUTpoLMTaXx,
nosnimopcHoaae pHUX
nenKoumnTax

KniTUHW, W0 aKTUBHO
PO3MHOXYHTbCS:
pezeHepyoYi, eMbpioHarnbHi,
enimenianbHi, MyXMUHHI,
nelikoyumapHi

Pucynox 3.1 — Ulnaxu 6iocunmesy nyxieomudis [5]

VY 50-x pokax munynoro cropiuusi /I)xon Bydenen ta
PoGept I'pinbepr nocmianmnu mpouec O010CHHTE3y MYpPHUHOBUX
HYKJIEOTHIIB. B ekxcrepuMeHTax 3 BUKOPUCTaHHSIM MIYEHHX
i30TomiB Oyno 3'sicoBaHo moxopkeHHs atomiB C ta N y ckiaui
nypuHiB (puc.3.2).
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acnaprar —___ P
N/ 6 \IC/ S
|1 I|| | ‘>CH
& / 9 / \Me'reHin-

dopmin- _— TroK
TroK \ S /
rnyramiH
Pucynox 3.2 — Jowcepena amomie nypunosoco sopa npu
cunmesi de novo [5]
CybOcTparamu 010CHHTE3Y ITYPHUHIB €:
- pubo3o-5-pochar — mpoAykT meHTo30-(hochaTHOTO
UISXY;
- aMiHOKHCIOTH (TJIIWH, acrapTar, TIyTaMiH);
- COy;

- moxigHi  terparigpodoinieBoi  kuciaotu  (TI'OK):
¢opMin-TT'OK Ta merenin-TI' K.
Cunte3 TI'OK 3 ¢omnieBoi KUCIOTH 31IHCHIOETBCSA Y ABI
cTajii 3a yyacTio aurigpodonaTpenykrasu:

HAA¢HH+ HA,ﬂdDHH'-!-
HNR

OH HNR OH H HNR
N7 N\ HA/.I¢+ HM¢+ N7 N
s | _ Auzidpoghonam- Auzidpohonam- PN ‘
HzN™ "N” °N pedyxkmasa Ha N pedyxkmasa HzN™ "N "N

®oniesa kucnota ,[I,urlp,pod:omesa KMcnoTa Tetparigpodoniesa Kucnora

YTBOpeHHs meTeHUT-TT' ®K Kartajizye
CepUHTIPOKCUMETHIIA3a:
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TT' @K + Cepun — N’ N"’-Memenin-TI ®K + Iiyun

Takum YHHOM, CEPUHTIIPOKCUMETHIIA3a i
nurigpodonarpeaykrasa 3a0e3MeuyrTh YTBOPCHHS
KoepMeHTIB, HEOOX1THUX 711 O10CUHTE3Y ITyPHHIB.

biocunres mypuHiB Hamiuye 11 peakmiif, KiHIEBUM
npoaykroM skux € IM® — iHosmHMOHO(DOCchar (puc.3.3).
[TypunoBe sipo GopmyeThesl Ha 3aMMIIKy prdo30-5-hocdary.
[Tepmmoro peakiii€ro B CHHTE31 IypUHIB € YTBOPEeHHS S-pocdo-
pubosmi-1-ipodochary (OPIID). [any peaxiiio KaTallizye
OPIIPD-cunTerasa:

Puoozo-5-pochpam + AT® — OPIID + AMD;

Hpyra peakmiss OiocHMHTE3y MypWUHIB TOJSTae Yy
MepeHeceHHi amigHoi rpynu riayraminy Ha OPIID 3
yTBOpeHHsIM  S-hocdopubosmi-1-aminy. Peakmiro karamizye
rinyramin-OPIId-aminorpancdepasza:

QPII®D + I'nymamin — Docghopubdosunamin + I'nymamam;

[Tepmi  gBi  peakuii  OloCMHTE3y  HYpPHHIB €
perynsTopHuMHU. BHACHTITOK HACTYITHUX PEaKIildi CHHTE3YEThCS
IM® — cninphuit nonepennuk AM® ta IM® (puc.3.4).

CuHTe3 TypUHIB € JOCTaTHbO EHEPrOBUTPATHUM
nporecom. Jlns  OGiocuHTe3y oxaHiei  monekyaun IM®
BUKOPHUCTOBYETbCA 5 MosieKys1 ATO.

Peaknii mnepeTBOpeHHS HyKJIeo3UAMOHOpoc(}aTiB Ha
Hykseozugaudocdarazu 1 HyKseo3uaTpudocdatu
KaTaJli3yloTh KiHa3u:

- ageninarkiHaza (AM® + AT® — 2 AJ[D);

- ryaninatkinaza ([M® + AT® —» I'/1® + AJ1D);

- Hykjaeozuaaupocdokinaza

THD + ATO - I'TD + AID).
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Pucynok 3. 3 — Peakyii 6iocunmesy IM®
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Adeninocyrkyurnam-
IM®-8ezidpozenasa

H OH cUHmMemasda
M@
H20 me Hooc—c:H—cHz—cocH
Acnapmam

q HAL+ H20 N

[F—0—CHz

OH OH
Heanmosunmoodhoctham

Taymamid
ATa
rM®-cunmemasza
ANO+OH
Caymamam
N

g ?

(B=0—CHy

®D_|f
OH OH

AdeHinocyrkyurnam

Aderino-
CYRYUHamanias
HOOC~ . coom

Dymapam
®-o -cuzf |

Pucynox 3. 4 — biocunmez AM® ma M® 3 IM®

Peryasiniss cuHTe3y NYPUHIB 3IiHCHIOETBCS HUITXOM
perpoinriOyBanHs.  Ilpoayktu  meTa®omiyHOrO  MIISAXY
1HTiI0yIOTh  aKTHBHICTh  PErylATOpHUX  (epMeHTIB  3a
MPUHITAIIOM 3BOPOTHOTO HETATUBHOTO 3B 513Ky (puc.3.5).
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B cunresi IM® perynsropuumu ¢pepmentamu € DPIID-
cunterasa i rryramin-OPIId-aminorpancdepaza. ATO i 'TO
1HTiI0YIOTh aKTHBHICTB peryisTopHux ¢epmenti. Kpim toro,
AIOCTEPUIHUM 1HT101TOpOM riryTamin-OPIId-
aminorpanchepaszu € IMO.

[ Pu6ozo-5'-cpoccpar ]

®PM$-cunmemasa

—
e
[+]

(2]
g
[*]
T
=
[«)}
o]
[%]
=
3
QO
3
=
ST

1

]

]

]

I

I

|

1

]

1

|

~ /’ :

~ 7

Q[ A,quinocyacuwHaT] S [ KcaHTuUMnoBa kucrnoTa ]Q !
1

]

]

]

I

1

]

1

1

]

I

Pucynox 3.5 — Peeynayis cunme3y nypunogux Hykieomuoig [5]

Cranii neperBopeHHss IM® Ha AM® 1 'M® Takox €
o0'ektoMm  perpoinrioyBanHa. AM® e  iHribiropom
afieHinocykuuHarcuutetasu, [M® — IM®-gerigporenasu.
AT® axktuBye IM®-nerigporeHasy, OcKuIbKH Oepe ydacTh B
peakuisx neperBopeHHs IM® Ha [M®. ['TO € akTuBaropom
aJICHUTOCYKIIMHATCUHTETA3H.

[TepexpecHa peryssmiss MK MUISIXaMH BHKOPHCTAHHS
IM® wmae Ha Meri 3a0e3leyeHHS OOHAKOBUX KIJIBKOCTEN
MyPUHOBUX HYKJICOTUIIB Y KIITUHI [2].
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3.2. BiocuHTe3 mipuMinnHiB

Buxigaumu pedoBuHAMU ISl O10CHHTE3Y MIpUMIIHHIB
€ acmaprat, kapbamoindpopar Ta CO, (puc. 3.6).
Mertaboniunuii nuisx OlOCHHTE3y NipUMIAMHIB Haiidye 6
peakiiii, B pe3yyibTari SKUX YTBOPHOEThCT YM®D — crimbHUN
nonepeaHuk [IM® i TM® (puc. 3.7).

rnyTamiH

acnaprar

Pucynox 3.6 — [ocepena amomie nipumiounogoeo siopa npu
cunmesi de novo [5]

[lepmoro  peakuiero  OlOCHHTE3y  MIPUMIIUHIB €
yTBOpeHHS KapOamoindocdary:

Kap6omoingpocgpamcumemasa Il

Mnytamin + CO, + 2 AT® + H,0 —’;"i’w—» H,N-G-O~PO,H,
DH, ' 0
aaymamam - Tttt oTTT T T A

i
| kap6omoingpocgham |
yumo3onb

Cunres KapOamoindochary KaTami3ye
kapbamoingocdarcunrerasa Il, mokanizoBaHa y UTorasmi. Y
MITOXOHPIAX (QYHKIIOHYE KapOamoindocdarcunrerasa I, mo
3abe3neuye yTBOpeHHs KapOamoindocdaTy Ui OpHITHHOBOTO
TUKITY.
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HapBamoingocgam Acnapmameapbamoin- -o.__tgp
NHz
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00" A ; H:; 25
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o NH coo~
,DH ®PIID HAZHH+

(B—0-CH; Oportar Aurigpo-

% opoTar

H OH
H
omMe dj:j

OM@-derkapbokcunaza

=

coz2

®-0—CH;

H
YMaD

Pucynox 3.7 — Peakyii cunmesy YM®

biocunTtes YM® kataini3ytoTh Tpu GEpPMEHTH, JBa 3 AKUX
€ MoJi(hyHKIIOHAJIbHUMM:

- mepmuii noniyHKIIOHATIBHUN (PEPMEHT KaTali3ye Hepiii
TpH peakiii OiocuHTe3y MipUMiUHIB. BiH MICTUTH JOMEHH,
[0 MalTh aKTUBHICTb Kapoamoingocpamcunmemasu 11,
acnapmammpatckapoamoinasu i ouciopoopomasu,

- MITOXOHJIplajibHa HA/I-3anexna ouziopoopomam-
0eciopozenasa OKUCHIOE JUT1APOOPOTAT A0 OPOTary;

- Opyruid  modipyHKIIOHANbHUM  (GepMeHT  KaTalizye
MEPETBOPEHHS OpOTaTy B HYKJIEOTHJ 1 HOro mojaiblie
neKkapOOKCUITIOBaHHSL 3 YTBOpeHHsIM YM®D; BiH BusBIse
opomamehocgopubozurmpancgepasny i opomam-
dekapboxcunazHy KaTaliTHYHI aKTUBHOCTI [2].
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Cuntes VY® Ta VYTD 3 VMO KaramiszyoTh
HYyKJIe03uaMoHodochaTKiHa3a (HM®-kinaza) Ta
nykineosunaudocdarkinaza (HAD-kinaza):

HM®-kiHasa
Yoo + Ao

YM® + AT

YJJ,(D + ATD HI®-kiHa3a

YT + AP

I[[T®-cunraza nepersoproe YT® na TP nuisaxom
aMiHyBaHHS MIPUMITMHOBOTO KIJbLI, npu BOMY
BUKOpucToByeThes enepris AT (puc.3.8).

L{T®-cuHmemasa
ATo  AID+ on

YT® + rnyramin LIT® + rnytamar
O 3
(|:| NH,
HI‘IJ’ “l(I?H N cn
I |

Pu6030 Pluﬁoao —@

Pucynox3.8 — Cunmesz T® 3 YTD [5]

Peryasinis GiocuHTe3y mipuMiIMHIB 371MCHIOETHCA
anocrepuyHo  (puc.3.9).  Perymsaropuumu  ¢depMeHTaMU
010cUHTE3Y MIPUMIIMHOBUX HYKJIEOTUIB €
kapbamoingocdarcunrerasa II Ta acnapTaTTpaHC-
KapOaMoinas3a, IO KaTali3ylTh MEpII Bl peakIlii JaHOTO
MeTabOoTIYHOTO MIIAXY.
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Fnytamin + CO2
_________________ Hapﬁamoihqaocqwm-,_@ ATD
T :|+2AT‘D cunmemasa Il [:J

IE i [ Kapbamoindocdart ]]

AcnapTar

N

S
@ AcnapmamxapGamoin- B et @ —————
mpasxcgepasa

H [ YpeigocyKumHat ]
1
C ! :

Pucynox 3.9 — Pecynayis cunmesy nipumiouHO8UX HyK1eomuoie

[3]

Iari6itopom kapOamoindocharcunrterazu II € YTO,
aktuBaropoM — OPIID. OPIID € chninbHUM MeTabONITOM B
peaxuisax 010CUHTE3y MyPUHIB 1 MIPUMIAUHIB.

Iaribitopom  acmapraTTpaHckapOamoinazu €  L[TO,
aktuBatopom - AT® [2]. Takum YUHOM, TPOAYKTH
METa0OJIYHOr0 NUIAXY BHUKOHYIOTH pOJIb 1HTIOITOpIB, a
CyOCTpaTu — aKTUBATOPIB PEryISTOPHUX (HEPMEHTIB.

KinbkicTh 000X peryisiTopHux (epMeHTIB O10CHHTE3y
MIPUMIIMHIB B KIIITHHI PETYJIOETHCSA TaKOXX HAa T€HETUYHOMY
piBHI LUIIXOM perpecii abo nepemnpecii.
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3.3. PeyTuai3zanist a30THCTHX OCHOB

ABOTHCTI OCHOBH, IO HATIUIUIM B OpraHi3Mm 3 iXkero,
MOXKYTh PEYTHIII3yBaTUCA (MOBTOPHO BUKOPUCTOBYBATHUCS) AJIs
OlocuHTe3y HyKIeoTHUAiB. JlaHwii MeTa0OMIYHHMA  MUISIX
3abe3neuye yrBopeHHs 10 — 20 % myny HyKJI€OTHIB.

Peakit peyrumizanii 3MIIHCHIOIOTHCS HUTSIXOM
MpUEAHAHHS 70 a30TUCTOI OCHOBM pubo3u 1 QocdarHOrO
3QJIALLIKY, JOHOPOM sAKuX € OPIID.

depMmeHT adeninghocopubosunmpancgepaza kataiizye
MepeTBOPEeHHS a/ieHiHy Ha AM®:

Aoenin + OPII® - AM®D + ®Dn;

DepMeHT cinokcanmunzyaningpocgopubdosunmpancge-
paza Katanidye TEpTBOPEHHsS rinokcaHTuHy Ha IM® Ta
ryaniny Ha [M®:

I'inokcaunmun + OPII® — IM® + O Dn;
I'yanin + OPII® - I'M® + QDny;

Peyrumizamiss mypMHOBHX a30TUCTUX OCHOB 3HHIKYE
CHHTE3 NyPUHOBUX HYKJIEOTUAIB de novo:
- 3a paxyHOK 3HIDKCHHSM BMicTy B KiiTuHax OPIID i,
SIK HaCJIiJIOK, YIIOBUIbHEHHS CUHTE3y IIypHHIB;

- 3a paxyHOK iHriOytodoro BBy AM® 1 TM® Ha
aKTUBHICTb PETYIATOPHUX (EpMEHTIB Ol0CHHTE3Y
nypuHiB [9].

[TopyiieHHs npoleciB peyTuiizalii mypruHiB NPU3BOINUTH
no  rinepypukemii.  CnagkoBuii  gedinut  GepMeHTy
rinokcaHTUHTyaHiH(pochopubdosuntpanchepazu €
MOJIEKYJISIPHOIO TpUUMHOI0 cuHApomy Jlema-Hixana.

[TipuMiAMHOBI A30THUCTI OCHOBH PEYTHII3YIOTHCA 3a
noromMororo  opotardochopudozuntpanchepaszu.  lanuit
(bepMeHT KaTtani3ye nepeTBopeHHs oporaTy Ha OM®:
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Opomam + OPII® — OM®D + O Dny;

Oporardocdopudosuntpanchepasa MOXE
MEPEeTBOPIOBATH HA MiPUMIJMHOBI HYKJICOTHAM 1 1HIII, OKpPIM
opoTaty, mipuMiauHu [ 8].

Peytumizarist a30THCTUX OCHOB NMPU3BOJIUTH 10 EKOHOMIT
eHeprii KIITHH, OCKIIBKM CHHTE3 HYKJICOTHIiB de mnovo
notpedye 3HauHUX BUTpaT ATO.

3.4. BiocuHTe3 1e30KCUPUOOHYKJICOTHAIB

YTBOpeHHS J1€30KCUPUOOHYKIICOTH/IIB  BiJOYBa€ThCS
IUISTXOM  BIJIHOBJIGHHS  pPUOOHYKJICOTHIIB 33  y4acTio
PUOOHYKIeomUOPeOyKMAa3H020 KOMNIEKC).

Kommonerramu PUOOHYKIICOTHIPETYKTa3HOTO
KOMIUICKCY €: pUOOHYKICOTHUIpeyKTa3a, OLIKOBUIN Ko(daKTop
THOPEJIOKCUH, THOPEIOKCHHpHAYKTa3a i HAJIOH-H™ [2].
Besnocepennim BiTHOBHUKOM PUOOHYKIICOTHTiB €
TUOPEIOKCHH, CYyNb(riapUiabHi TPYMU SKOTO OKHUCHIOIOTHCS B
xoni peakiii (puc.3.10).

PuboHykneomud-
pedvemasa

B —(F—-0—CHj B —(F—-0—CHy
H20

Az0TKCTa OCHOBA Az0TKCTa OCHOBA

H OHTyopedoncun TuopedorcuH H H

PuoHyKneoTHA HS/ .}H s/_\s JezokcupuboHyKkneoTupg,

TuopedorcuH-
pedyrkmasa

HAL®+ HAL®HH+

Pucynox 3. 10 — Cunmes dezoxcupubonykieomudia
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AKTUBHICTb PUOOHYKIICOTUIPEAYKTa3U PETYITIOETHCS

AJIOCTEPUYHO. dATD 1HT10Y€ B1IHOBJICHHS BCIX
PUOOHYKICOTH/IIB.
dYMOD BUKOPHUCTOBYETHCS JUTS OlocuHTE3Y

TUMIIMJIOBUX HYKJICOTHUIIB. YTBOpeHHS dYM® 3miiicHIOEThCS
JIBOMA IUISIXaMH:

- 3a paxyHok aedochopumtoBanns dY [D;

- 3a paxyHok aedocdopuntoBanus I[P 3 moganbmmm
rizponituyauM ae3aMinyBanHsM dLIM® no dYMO 3a
yuactio dLIM®Ppae3aminasmu.

B opraHi3ami JIOAMHM TepeBaka€ JPYrHid  HIIAX
yrBopeHHsI dYMO [9].

Cunre3 dTM® 3 dYM® kataiizye TUMIIHIATCUHTA3A,
kodepmenTom sikoi € metuiieH-TT @K (puc.3.11).

PuGoHykneorug-
PeAYKTa3HUK
KOMMMeKc +H.O
————— pYMO®
ya® e —,— A
MetuneH-TIOK
aniuyuH !
Tumigunar-
cepuH j cUHTa3a

HAO® HAL®H,

|,£fueidpo¢onampedykmasa | aTM®
+AT®

ATO®
1 + AT®

aTTod

Pucynox 3. 11 — Cunmes mumiounosux Hykieomuois [5]

Metunen-TI'®K € noHOpoM METWIBHOI TpyHmu HpU
6iocunTe3sl dTM®. Takum umHom, MeTuineH-TI' @K Bukonye
poib He nuile KogepMeHTa TpaHchepasHoi peakilii, a TaKoX 1
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BiJTHOBJIFOIOYOTO areHTa. Y MpPOIeci MePEeHECEHHS METUIbHOL
rpynu Ha dYM® metunen-TT' @K oxucHroerbest no I OK.
HIBunkicte cuHTedy dTM® 3amexuTh Big MIBUAKOCTI
BIJTHOBJIEHHS JAI'®K o TI'®K iz bis(a) 0]
auriapodoraTpeyKTasu.

Kinpkicte  pepMeHTIB  pHOOHYKICOTHAPEAYKTA3H 1
TUMIIMIATCUHTA3U PETYIIOEThCS Ha TEHETHYHOMY piBHI 3a
MEXaHI3MOM 1HIYKIIIT 1 3aJIeKUTh BiJ IBUAKOCTI cuHTe3y JJHK
[2]. MakcumanbHa aKTUBHICTh PHOOHYKJICOTHIPEIYKTA3H 1
TUMIIMJIATCUHTA3M criocTepiraeThes i yac perutikamii JJHK.

3.5. @epmeHTH OioCHHTE3Y HYKJIEOTH/IIB SIK MillleHi il
NPOTHNYXJIMHHHUX NpenapTais

®epMeHTH O10CMHTE3y HYKIEOTH/IB € MIIIEHAMHU il
NPOTHUITYXJIMHHUX TpenapariB. SIK BiOMO, KIITHHU MyXJIHMHH
BOJIOJIIIOTh ~ BUCOKOK  TEJIOMEpPA3HOK  aKTHUBHICTIO, IO
oOymoBioe ix mBuAKui moxain. Ilepexm mominom KIiTHHA
BiIOyBaeThCsl perutikamiss — mnpouec mnoaBoeHHs JHK. [lns
6iocuntesy JHK  HeoOXxigHi  J1€30KCHPHOOHYKIEO3U-
Tpudocharu. 3a paxyHoK iHriOyBaHHS (epMEHTIB O10CHHTE3Y
HYKJIEOTH/IIB MOKHa YHNOBUIBHUTU TNPOLIECH MOAUTY KIITHH 1
POCTY MYXJINHHU.

[aribitopom puOOHYKIEOTUAPENYKTAa3U, IO KaTaii3zye
YTBOPEHHS J1€30KCUPUOOHYKICOTHAIB, € TiIPOKCHCEYOBHHA.
3HIKEHHS CHUHTE3Y JE€30KCUPUOOHYKIEOTHU/IB YHOBUIBHIOE
PETLTIKAINIO 1 HOILT KJIITHH MYXJIMHU.

iOpoKcuceuosuna

Pucynok 3.12 — Cmpyxmypua ¢popmyna 2iopoxcuceyosunu
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[iIpoKCHCEUOBMHY BUKOPHCTOBYIOTH SIK KOMITOHEHT
ximioTepartii.

B mMenunuHiI 1 HAYKOBUX JOCHIKEHHSIX BUKOPUCTOBYIOTH
CTPYKTYPHI aHaJOTH IYPUHIB 1 MiPUMIAUHIB, 10 MalOTh JIBa
MEXaHi3MU Jii:

- 1HTiIOYIOTH (DEpMEHTH CHUHTE3Y HYKIICOTH/IIB;

- BOymoBytotbess B PHK a6o JIHK 1 mnopymyroTs
KOMIUIEMEHTApHY B3a€EMOJII0 a30TUCTUX OCHOB 1
CUHTE3 TOJIHYKJICOTHIHUX JIAHITIOTIB [2].

AHaJoTH MypUHIB — 6-MepKanTONTYPHH i TioryaHiH -
3aCTOCOBYIOTh TpPH JIKYBaHHI pPI3HUX BHIIB JIEHKO3iB
(puc.3.13).

S
sa gN e
N
| Y
< s y HENJ\H N

6-Mepxanmonmypun Tiozyanin

Pucynox 3.13 — Cmpyxkmypui ¢hoopmynu 6-mepxanmonmypuHy
ma mio2yaHiny

B oprani3mi JI0JUHY 1aH1 CIIOJTYKH NEPETBOPIOIOTHCS Ha
pUOOHYKJIEOTHIM Ta IHrIOYIOTh CHHTE3 IIypHUHIB JBOMa
HUIAXAMU:

- 3a paxyHok 1HriOyBanHs DPII®-aminoTpanchepasu 3a

IPUHIUIIOM 3BOPOTHOTO HETaTUBHOT'O 3B's3KY;

- 32 paxyHOK iHri0yBaHHs neperBopeHHs IM® na IM®

ta AMO.

Jlo aHajoriB MipUMIIMHIB HalexaTh S-QTopyparui
(puc.3.14), metoTpekcar 1 amiHonTepuH (puc.3.15).

S5-®ropypauma  mepeTBOpPIOEThCS  Ha  pubo- i
N€30KCUPUOOHYKIICOTUTH.
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B sxocri anamora 2'-dYM® 5-¢gropyparun iHriOye
TUMIJWJIATCUHTA3y Ta mipuMianEMoHOo(docdaTkinazy, 1o
karanizye neperBopenns YM® na YI®. Kpim Toro, Bimomo,
1o S-dropypamwi nopymrye nporecuar MPHK [2].

O
| NH

o)
5-®mopypauun

Iz

Pucynox 3.14 — Cmpykmyprna ¢popmyna 5-¢pmopypayuny

5-@Topypanuyl 3aCTOCOBYIOTh MpHU JIIKYBAHHI IYXJIHMH
IUTYHKY, MPSIMOT KUIIKH, MOJIOYHOT 3aJI03U Ta iH.

MetoTpekcar i amiHonTepuH € aHaimoramu (oiary,
BOHU IHTIOYIOTh AUTIAPOQOIATPEAYKTA3y 1 3HIKYIOTh CHHTE3
nypuHOBUX HykieoTuaiB Ta dATM® (puc.3.16). Mertorpekcar i
aMIHONITEPHH HA3MBAIOTh AaHTU(OTATAMHU.

Memompexcam

Pucynox 3.14 — Cmpykmypra gpopmyna memompexcamy

MetoTpekcaT 1 aMiHONTEPUH 3aCTOCOBYIOTH IS
JKyBaHHS pi3HUX Hopm paky [2].

33



5-¢ropvpaluv1n 9

i . CH,
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pmﬁ&ao-S-q}ocd}aT MerteHin- pMﬁozt'J-S-dJochaT
dyMao TroK AreK dTM®

. MeToTpeKcar
niyuH "N ANPHH+

Auzidpogonam-
TreK pedykmasa
CepuH HAID+

CepuHzidpokcumemusn-
mpaxchepasa

Pucynox 3.16 — [Incibysanna cummesy  mumiouno8ux
HYKIeomudie npu 0ii S-¢pmopypayuiy ma Memompexcamy

TakuM  4YMHOM,  TNPOTHUIYXJIWHHI  Mpenapatd €
iHri0iTopaMu (PepPMEHTIB, 110 KaTali3yIOTh peakiii 010CHHTE3Y
HYKJICOTUAIB. JloChmimKkeHHs mporeciB 010CHHTE3y NMypPHHIB Ta
MIPUMIJIMHIB JTO3BOJISIE CTBOPIOBATH HOBI JIIKApChKi 3aco0u
MPOTH OHKOJIOTTYHUX 3aXBOPIOBAHb.
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4. IlopymieHHst MeTa001i3My HYKJI€OTHAIB
Hoxarpa

Ilomarpa €  HaliXapakTepHIIIUM  MOPYLIICHHIM
nypuHoBoro obminy [6]. Ilpu momarpi B cyriobax, Xpsiax
iHOIl B IIKipi, M'sA3aX Ta HUPKAX BIIKIAJAIOTHCS KPHUCTAIN
yparTiB, U0 CIPUYMHAIOTH 3anayieHHs (puc.4.l). IlinBuieHHs
BMICTY CE€YOBOi KMCIIOTH B KPOBI IPH MOJAArpi € HACIHIAKOM ii
MOCUJICHOTO yTBOPEHHS a00 TMOpYIICHHS BUBEACHHS 3
OpraHizMy.

Xsopwuit cyrnob

3ananeHHAa

Kpuctanu
yparTie

C HakonwWyeHHA ypaTis
%

Pucynox 4.1 — Bioknadauns Kpucmanie ypamis y cy2nooax npu
nooazpi

[Tonarpa ypaxae 4onoBikiB y 20 pasiB wyacrimie, HiX
x1HOK. [Togarpa gacto cynmpoBOKye TIIEPTOHIYHY XBOPOOY Ta
aTepockiepos [6].

Bnepme nmogarpy onucar ['inmokpart y 460 p. o H.e. Y
1679 p. AuToHi BaH JIeBEHT'YK JOCIHIMB KPUCTAIU CEYOBOL
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KHCJIOTH 32 JIONOMOT0I0 Mikpockona. Y 1848 p. anrmiiicbkuii
nikap Anwsdpen bepiar ['apoax BCTaHOBHB, IO NPUYHUHOIO
MOJIATPH € TIMEePYPUKEMIs.

[Ninepypukemist mpu mojarpi Moke OyTH CHpHYMHEHA
HEJOCTaTHBOK EKCKpeliero ypaTiB Hupkamu (90 % BuakiB)
abo HagaMipHUM cUHTe30M ce4yoBoi kuciotu (10 % Bumaakia).
Bimomo, mo mepex Hamagamu TMOJArpU BUIUICHHS CEYOBOI
KHCIIOTU 3 OpraHi3aMy 3MEHUIYEThCS, a Iicis Hamaay —
30umbImyeThest  [6]. Y mesSKMX XBOpUX  CIIOCTEPIra€eThes
migBuieda axtuBHICTE DOPIIdD-cuHTETas’n — wMeradoiiTa
cuHTe3y mypuHiB. KpiMm Toro, rimepypukemis Moxe Oytu
oOyMOBIIEHA TE€HETUYHOI0 CXUJIBHICTIO abo0  pexUMOM
XapuyBaHHA. 3 JIaBHIX 4YaciB MOAArpy Ha3WBAIH «XBOPOOOIO
OaraTux JIOCH», OCKUIbKH OYJI0 BiIOMO, 110 BXKUBAaHHS M'sica 1
QJIKOTOJTIO TI1JIBUIILYE PU3UK ITOJATPH.

IHmra Ha3Ba momarpu - «XBOpoOa TeHiiB». XBOPUMH Ha
nomarpy Oymu: Aximi, Onekcannp MakenoHcbkuid, IBan
I'po3uuii, Iletpo I, Komym6, Crennmanb, Hsetoton, [lapsiH,
Mikenanmkeno, Pyb6enc, Ilymkin, TypremeB Ta iH.
B3aeM03B's130k Mk MOAarpor0 1 JOCATHCHHSMH TCHIiB
MOSICHIOETHCSI TUM, 10 33 XIMIYHOIO OY/ZIOBOIO CeUOBa KHCIOTa
noni0Ha 10 Kogeiny 1 TeOOPOMIHY — CTUMYJISATOPIB ASUIBHOCTI
MO3Ky mroauHu (puc.4.2). TakuMm YHHOM, TiNEepypUKeMis
aKTUBI3y€e pOOOTY MO3KY.

Ceuoea kucroma Kogein Teoopomin

Pucynox 4.2 — Cmpykmypui gopmyau ceuogoi Kuciomu,
Kogheiny i meobpominy
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3a JaHUMHU HAYKOBIIIB, TOIIMPEHICTh MOIarPH CTAHOBUTH
Bimx 0,06 mo 3 % Jopocioro HaCENCHHS; IOUIUPEHICTh
rinepypukemii — Bix 2 g0 20 %. [dnsa nikyBaHHS HOJarpu
3aCTOCOBYIOTH  QJIOMYPUHOJ —  CHHTCTHYHUH  130Mep
rinokcantuny (puc. 4.3).

(o]
n %

H, _C N C N
N TNCTTR He " Se "\
N U e
C%N/C\T/ Oﬂc\lI\I/C\T/
H H H
Finokcaumuu Kcaumuu
T
KcanmuH- C KcanmuH-
NF N \\
oKcudasa — | II — oKcuoasa
A~y /
H N |
)
q AnonypuHon g M
. N/C\c/ He e
| /C—H | 1 Cc=0
/C\. 0,,C\N,C\N/
N Lo
KcaHmuH Ceyoea Kucnoma

Pucynox 4.3 — Mexanizm 0ii anonypunony

Y  KIITHHAaX ~ alOMypUHON  TETEPTBOPIOETHCS  HA
QJIOKCAHTUH — KOHKYPEHTUH 1HTIOITOp KCAHTHHOKCUAA3H.
[HriOyBaHHS KCAaHTWHOKCHJA3W MPU3BOAMTH J0 HAKOIMYCHHS
KCaHTHHY 1 TIOKCAaHTHHY, AKi Kpalle PO3YMHSIOTHCA y BOJI,
HDK CEYOoBa KHCIIOTa, 1 TOMY JIETKO €KCKPETYIOThCS 3
opradizMy. Takum YHMHOM, aJIOMYPHUHOJI 3MEHIIY€E YTBOPEHHS
CEYOBOI KUCIIOTH B OpPraHi3Mmi.
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Cunapom Jlema-Hixana

Cungmpom  Jlema-Hixana —  cmagkoBa — ¢opma
rinepypukemii. KpiMm cuMmoromiB, BIacTHMBUX IoAarpi,
cuaapom Jlema-HixaHa BUSBISETBCS TSODKKUMH HEPBOBO-
MICUXIYHUMHU TOPYIICHHSIMHU.

Maiikn Jlemr Ta Yinesam Hixan Brepuie onucanu JaHy
narosorito y 1964 p.

Cungpom Jlema-Hixana Hanexuth 10 X-pelieCUBHUX
CHAJIKOBHX MOPYIIEHb, TOMY XBOPIIOTh MEPEBAKHO XJIOMUUKH.
Yacrota 3axBoproBaHHs ctaHoBUTH 1:300 000.

MonekynspHoro npuuuHow cuniapomy Jlema-Hixana e
cnagkoBuii AediuuT rimoxkcaHTUHryaHindochopudozuni-
Tpancepasu. Jlanmii  depmeHT  Kartamizye  peakuii
peyTuiizanii mMypuHOBHX a30THCTUX OCHOB. HemocraTHiCTh
(bepMeHTy BUSBIISIIOTh B €pUTPOLUTAX, JIGHKOIIUTAX, TKAHMHAX
HUPOK, MO3KY, nevinku [6]. Ha ceoromui BusiiieHo Oinbire 400

MyTauin reHa rinokcantuHryaninochopudo3ui-
Tpancdepasn. B ogHMX BHIMAgKaX B OpraHi3aMi XBOPHX
(dbepMeHT BIACYTHIM, B IHIIMX — TMPOSABISAE IyXKE HUBKY
AKTUBHICTb.

Cungpom Jlema-Hixana  xapakrepusyerbcs — 3-6-
KpaTHUM 30UIBIIEHHSAM CHHTE3y CE4oBOi Kuciaotu [6].

CuMnTOMaMH JTaHOTO 3aXBOPIOBAHHS € TilepypUKeMis,
BIIKJIQZIaHHS. ypaTiB Yy cyrjgo0ax 1 HUpPKaX, IOPYIIEHHS
KOOp/MHALT pyXYy, HEBPOJIOTIYHI PO3JIaid Ta caMmoarpecis, 1o
MIPOSABIIIETHCS Yy TOILIKOPKEHHI BJIACHOrO Tija. XBOpP1 PIIKO
J0XKHMBAIOTh J0 JIOPOCIIOTrO BiKY Yepe3 UMCIIEHHI TPaBMH, SKHX
3aBlalOTh CcOOl. YKe Ha MepIIoMy poIl KHUTTS XBOpl IITH
OOKYyCylOTh €001 HITTi, Manblli, MNepeaArTiyus (MOXKIHUBa
camoamIyTtauisi). [HIII MOpYIIEHHS TOBEIIHKMA BKIIIOYAIOTh
ylapyu TOJOBOIO 1 MAOOpiAAsM, sKi TPU3BOAITH JIO
VIIKOJKEHb BYX 1 HOCa, a TaKOXX arpecMBHY IOBEAIHKY IO
BITHOIICHHIO 70 1HIIUX JIofed. Y XBOPHX CIIOCTEPIraeThes
3aTpUMKa POCTY 1 PO3YMOBOTO PO3BHUTKY, CEpeAHIl MOKa3HUK
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IQ = 60. [TomipHa 3aTpUMKa MOTOPHOT'O PO3BUTKY 1 TIOTOHIA
CTalOTh MOMITHUMHM NPUOIHU3HO 3 4-0-MICSYHOTO BIKY.
CepenHiii BiK TpOsSBY AJsi ayroarpecii 3 MOIIKOKCHHIMH
CTaHOBUTbH MPUOIU3HO 2 POKH.

Hiarno3 cungpomy Jlema-Hixana craBuThbes 3a TphoMa
OCHOBHUMHM KJIIHIYHAMHA CHUMITOMAaMHU: ITIABUIIEHUA CHHTE3
CEYOBOI KHUCIIOTH, HEBPOJOTiuHA MUCQYHKIIiS, KOTHITUBHI Ta
MOBE/IIHKOBI MopyIieHHs (puc.4.4).

Pucynox 4.4 — IlowkoOxcenns eracHoeo mina
cumnmomise cunopoma Jlewa-Hixana

Heiipoximiusi JIOCITIJIKEHHS CBIYaTh po
rimocexpernito nodgaminy y XxBopux Ha cuHapoM Jlema-HixaHa.
OueBuAHO, 1€ € MPUYUHOIO AHOMAJIbHOI MOBEAIHKH XBOPHUX.
[Ipote MexaHi3M TMOSIBM TOpYIIEHh MO3KY BHACIIIOK
rinepypukemii npu cunapomi Jlema-Hixana 3anumiaerscst 10
KIHI HE 3'sicoBaHUM. TsDKKI HACHiIKH TUChYHKINT BKa3ylOTh
Ha Te, M0 Y ACIKUX KIITHHAX IUIAX PEyTUIIi3allii MypuHiB € HE
MPOCTO 3acO000M 30€peKeHHS CHepTii, a, MOXKINBO, BUKOHYE U
1HTIT BOXTUBI (QYHKITIT.
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Oporaranuaypis

OpoTtaranuaypiss — CIagKOBE MOPYUICHHS O10CHHTE3Y
MIPUMIAMHOBUX a30TUCTHX OCHOB. MOJIEKYISIPHOIO PUYHHOIO
3aXBOPIOBAaHHS €  CHAAKOoBUM  geimur  ¢epmeHTIB
oporardochopudoszunrpancdepasn Ta/ado OpPOTHIUH-5-
docharaexapodokuciazu, HeOOXiTHUX T YTBOpeHHST Y MD:

PrCH, H (Ii
< HN" \CH
&-® &
ﬁ HO OH
HN”C‘CH R @—CH;
[
_ PP,
Opomam Opomam- ™ R HO OH
¢ghochopubosun- Opomudunam-
mpaHcgepaza dexapbokcunaza

3axBOpIOBAaHHS  XapaKTEpU3YETbCS  HAKOIMYEHHSIM
OpOTOBOT KHUCJIIOTHM Ta il BHIUICHHSIM 13 cedero. Y cedi
BUSIBJISIIOTH KPUCTAIM OPOTOBOT KMCIOTH OPaH>KEBOTO KOJIBOPY
- OpaH)XeBa KPHCTAITYPIs.

[[oxenHo i3 cedyero BUBOAUTHCA 10 1,5 T oporaty, 1o B
1000 paziB nepeBuirye Hopmy. lle mpuzBoauTh 10 AediuTy
MiPUMIJUHOBUX HYKJICOTHAIB B OpraHi3Mi.

VY npiteil XBOpUX Ha OpOTATAUUAYPIIO CIOCTEPIra€ThCs
3aTpUMKa poCTy, (I3UYHOr0 Ta IMCUXIYHOTO PO3BUTKY,
Merano0JacTHyHa aHeMisl.

Jns  JiKkyBaHHS — OpoTaTalMAaypii BUKOPUCTOBYIOTH
ypuauH abo nutuauH B 1o3ax 0,5 - 1 r 3a 100y.

3a JOMOMOTrOK HYKJICOTHUAKIHA3M YPUAMH 1 LUTUIUH
nepeTrBoprotoThesd Ha YT® 1 HT® B 00xi7 nmopymieHoi peakiii
[2]. YT® i LHT® inriOyioTs perynsaropHi (pepMEeHTUCHHTE3Y
MIPUMIAMHIB 1 3HI)KYIOTh BUBEICHHS OPOTaTy y CKJIaJl ceul.

Beenenns ypunuHy ab0 UIMTHAMHY — BiJHOBIIOE
HOPMaJIBHUM PICT, JIKBIAYE aHEMII0 Ta 3MEHIIYE BUIUICHHS
OpOTOBOI KUCIOTH [6].
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