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IlepeanmoBa

OO6min OLnKIB 3aiiMae ocoOiMBE MicClle B PI3HOMAHITHUX NEPETBOPEHHSX
PEYOBHH, XapaKTEpHUX AJIs YCIX KMBUX OpraHi3MiB. BUKOHYIOUHM psJl YHIKAJIBHUX
(byHKIIH, BIaCTUBUX JKUB1M MaTepii, OLJIKM BU3ZHAYAIOTh MAKPOCTPYKTYPY OKPEMHX
CyOKJIITHHHMX YyTBOPEHb, Crenudiky opranizaiii KJIITHH, OpraHiB 1 IJIICHOTO
OpraHi3My, a TaKO»X, B 3HA4yHIA Mipl, JUHAMIYHUNA CTaH MIX OpraHi3aMoM 1
HaBKOJIMILIHIM  cepeloBUlieM. binkoBuit  0OMiIH  CTporo  crerugiyHHi,
CIIPSIMOBAHUM 1 HAJIAIITOBAHWM TakKMM YMHOM, IO 3a0e3nedye Oe3nepepBHICTH
BIATBOPEHHSI Ta OHOBJIEHHS OUIKIB OpraHizmy. [IpoTAroM XUTTE€IIAIBLHOCTI B
Oprasi3Mmi MOCTIMHO 1 3 BUCOKOIO IIBHJIKICTIO BIIOYBalOThCS J1Ba MPOMPOTHIICHKHHUX
IOPOLECU: PO3UICIUICHHS OpraHIYHUX MaKpOMOJIEKYJ 1 HaJAMOJEKYJISIPHUX
CTPYKTYp 1 CHHTE3 IMX CHoiaykK. [IpoBigHY pojib y CTBOpPEHHI CKJIAQIHOI
CTPYKTYpPHOI Oprasi3alii *KMBOTO 3 Xa0Cy PEUYOBMH HABKOJMIIHBOTO CEPEIOBUILA
BIIIrpalOTh came OUIKU. YCi 1HIN BUAM OOMIHY MiAMOPSIKOBaHI I TJI00ATbHIN
3aa4l  KUBOTO - CAMOBIATBOPEHHS NUIAXOM IPOrpaMOBAHOrO  CHHTE3Y
cienudiuyHux OUIKIB, Hacammepesa, ¢epmentiB. [ 3a1ACHEHHS I[HOTO
BUKOPHUCTOBYETbCA €HEPrisl KaTaOoii3My BYIJVIEBOAIB 1 JIMiAIB, BYIJICLIEBUX
3QJIMIIKIB @MIHOKUCIIOT, MPOMIKHUX MPOAYKTIB META0O013My BYTJIEBOIIB Ta 1H.

binku Takox MOXyTh OyTH BUKOPUCTaH1 y SIKOCTI €HEPreTUYHOI0 pecypcy,
0COONMBO TIPH HAAMIPHOMY iX HAIXO/DKEHHI 3 TKEe abo B EKCTpeMaIbHHX
CUTyaIllsIX, KOJU OUIKM OpraHi3Ma TMOCHJICHO pPO3MaJaloThCs, KOMIICHCYIOUU
HEJIOCTATHICTh MOKUBHUX PEUOBWH, HANPUKIIAJ, TIPU TOJOAYBaHHI a00 MaTojorii
(mykpoBuii miaber). Lls enepris 3a3Buuail Moke OyTH TOBHICTIO 3aMiHEHa
€HEPri€l0 OKUCJIEHHS BYIJIEBOJIB 1 JIMiAIB, OJHAK MPU TPUBAIOMY BHUKIHOYEHHI
IIUX PEUOBMH 3 DKI y TBApUH HE CIOCTEPITAETHCS ICTOTHHX TMATOJIOTTYHHX
BIJIXWJIEHb, TOJl SIK BUKIIOUYEHHS OUIKIB 3 TKI HaBITb Ha KOPOTKUH TEpPMIH
MPU3BOJUTH 10 BUPAKEHUX MOPYIIECHb, a 1HOAL 1 O HEOOOPOTHUX MATOJOTTYHHUX
3MiH. SIKIO JIFOMHA 3HAXOAUTHCA HA MAJIOOUIKOBIA Mi€Ti, TO y HEI MOXKe
PO3BUHYTHUCA OLIKOBA HEIOCTATHICTh - MATOJOTIUHUN CTaH, U0 XapaKTePHU3y€EThCs

MOPYIICHHSIM PAIy BaXJIWBHUX (i3iojoriyHux (QyHKIi# opranizmy. binku €
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HE3aMIHHUMHU JUIsl OpraHi3My pe4YOBHMHAMHM, SIKI BHKOHYIOTH HacaMIlepen
wiactTuyHy Qynkuiro. CrnenudiyHa posib OUIKIB, OJHAK, IIUM HE OOMEXYETbCS. Y
JoCiilax Ha TBapuHax OyJIO0 TOKa3aHo, IO O1JKOBa HEJOCTaTHICTh y TBapHH
NPOSIBIISIETHCSL HE CTUIBKM B 3MEHIICHHI MacHh OpraHiB 1 TKaHUH, CKIJIbKU B
3HMKEHHI aKTUBHOCTI ()ePMEHTIB, OOYMOBJICHOMY YIIOBUIBHEHHSM IIPOIIECIB
O0locuHTE3y OLIKIB.

Takum YuHOM, KpiM IUIACTUYHOI pOJIi, OLIKM BUKOHYIOTH YHIKaJIbHY
KaTamTUYHy (QyHkiiro. Jleski OUIKH, MOJINENTHIM Ta OJITOMENTHIA 32 CBOEIO
GyHKIIEI0 € TOpMOHAMU a00 I1HIMUMH O10JIOTIYHO AKTHBHUMH CIIOJYKaMH, IO
PETYIIOI0Th MPOoIlecH 00MIHY pedoBUH B opradizmi. OTxke, came OUTKOBHI OOMiH
KOOPJIMHYE, PEryJII0€ 1 IHTErpye pIi3HOMAHITTA XIMIYHUX [E€PETBOPEHb B
IJIOCHOMY >KMBOMY OpTaHi3Mmi, MIJIOPSAKOBYIOUM HOTo 3aBAaHHAM 30€peKEeHHS
BU]TY 1 3a0€3MEUCHHIO TUM CaMUM 0e3MePEPBHOCTI KHUTTHI.

XapakTepHOI OCOOJIMBICTIO O1IKOBOIO METaboJi3My € HWOTo Haj3BUYaliHA
posranmykeHicte. B Merabomizmi 21 amMiHOKMCIOTH, MO BXOIATH JO CKJIAAY
OUIKOBUX MOJIEKYJ, B OpraHi3mi JIOAMHU O€pyTh y4acTb COTHI HPOMIXKHHMX
MeTa0oJIiTIB, TICHO TOB'SI3aHUX 3 OOMIHOM BYTJICBOJIIB 1 JIiMiiB. Yuciio hepMeHTIB,
Kl KaTali3yloTh XIMIYHI peakuii MepeTBOPEHHS a30TOBMICHHX PEYOBHH,
OOUYHCIIOETBCA COTHSAMU. bJIOKYyBaHHS OHOTO crHenu@iyHOro MeTaboJIuyHOIo
IIJISXY HABITh OMHIET aMIHOKHUCIOTH (3a3BHYail CIIOCTEPIraeThCs MPU BPOHKEHUX
BajJiaXx 0OMiHY), MOYKE ITPUBECTH JIO YTBOPCHHS a0COJIFOTHO IHIIMX HeCHeupiaHIX
MPOJYKTIB OOMIHY, TaK SIK BUHHUKAIOTh YMOBH JUIsl HeCTIEH(pIYHUX TEPETBOPEHD
TUX METa0O0MITIB, Kl HAKOMUYYIOThCS 3 IPUYUHU OJIOKYBaHHS iX MEPETBOPEHHS Y
JIAHIIOTOBUX PEaKIlisAX JaHOTr0 MEeTa0oJI4yHOro nuisixy. O4eBUIHOO € BUHSITKOBA
NEPCIEKTUBHICT BUBYEHHS MeTaOomi3My OLIKIB 3 METOH  3'sSCyBaHHs
ocoOMuBOCTEM iX  KkartabosizMy 1  aHaOoJ3My, OBOJIOJIIHHS  TOHKUMH
MOJIEKYJIIPHUMU MEXaHI3MaMU SIKUX, O€3CyMHIBHO, Ja€ KIIIOY JI0 PO3yMIHHS
PO3BUTKY 1 Mepediry MaToJOTIYHUX MPOIIECIB 1 BIAMOBIIHO 0 IIJIECIPSIMOBAHOTO

BIIMBY Ha 010XiMI4YH1 Ta (1310JI0T14HI MPOLIECH KUBHUX OPTaHi3MiB.



1. KATABOJII3M BLJIKIB
1.1. POJIb BLUIKIB Y XAPUYBAHHI JIFOJIUHU.
A30TUCTHUHN BAJAHC

binku € He3aMIHHUM KOMIIOHEHTOM i1ki. Ha BiMiHy Bij O1JIKIB - ByTJI€BOAM 1
KUPU HE € He3aMiHHMMU KoMmroHeHTamu Dxki. IllomoOu mopocioro 310poBorO
JIOJIMHOIO CIOXKUBAEThCcsl Onm3bko 100 rpamiB OUIKIB. Y €KOHOMIYHOMY CEHCI
OUIKM € HaWJOpOXKYMM XapyoBHUM KoMIOHeHTOM. [Ipore XapuoBi OuTkM - L€
TOJIOBHE JIXKEPEJo a30Ty I Oopra”izmy. Tomy ayke BaXJIMBUM B iCTOpIi O10XiMii
Ta MEeIUIMHA OyJI0 BCTAHOBJICHHS HOpM Olka B xapdyBaHHi. Y mocuigax Kapia
doiiTa Briepiie Oynu BCTAaHOBIIEHI HOPMH CHOKMBaHHS XapuoBoro Oinka — 118 r/
100y, ByriaeBojaiB — 500 r / moOy, xkupiB 56 r / noby. M. PyGuep mnepium
BU3HAUUB, 10 75% a30Ty B OpraHi3Mi 3HaXOAMUTbCA y CKJaal OuikiB. BiH ckiaB
OaylaHc a30Ty (BU3HAYMB, CKIJIKU a30TYy JIFOJMHA BTpadae 3a J00y 1 CKIJIbKH a30Ty
CTIOXHMBAETHCS 3 TKEIO).

Azotuctuil 6ananc = KinbkicTh BXKUTOrOo 3 Dkew a3ory — KinmbkicTb
BHUBEJICHOTO 3 OPraHi3My a30Ty.

Y nmopocnoi 340pOBOi JIFOJMHU CIOCTEPIra€ThCsS a30THUCTA piBHOBara -
«HYJTBOBHM OanaHc a30Ty» (1000Ba KUIBKICTb BUBEACHOTO 3 OpraHiaMy asoTy
BIJIMOBIAA€ KUIBKOCTI 3aCBOEHOTO0).

[TozutuBHMI a3oTucThii OanmaHc (KUTHKICTh BUBEIIEHOTO 3 OPraHi3My a3oTy
3a 100y MEHIIAa, HIX KUIBKICTb 3aCBOEHOT0) CIOCTEPITA€EThCS B 3pOCTAIOUOMY
opraHiami a00 Tpu BIIHOBIEHHI OUIKOBUX CTPYKTyp (HAmpuwKiaa, B TMepion
OJIy’KaHHS TIPH BAXKKUX 3aXBOPIOBAHHSAX a00 MpH HAPOIIyBaHHI M'sI30BOT MacH), a
TaKOX P POCTI MyXJIHH.

HeratuBHuii azotuctuit 6ananc (1000Ba KUTBKICTh BUBEJAEHOTO 3 OpPraHi3My
a30Ty BHILA, HDK KUIBKICTb 3aCBOEHOI0) CHOCTEPIraeTbcsi MpU  OUIKOBIN
HEJOCTAaTHOCTI B opradi3mi. IlpuuMHamMu Takoi HEIOCTATHOCTI MOXe OyTu
HEJIOCTATHSI KUIBKICTh OIUIKIB y XapyOBUX MPOJYKTax; MPU TOJOAyBaHHI, MpHU

3aXBOPIOBAHHSIX, IO CYIPOBOKYIOTHCS MIJBUILIEHUM PYHHYBaHHIM O1JIKIB.



B icTopii 0i0XiMii MPOBOAMINCS €KCIEPUMEHTH, KOJIH JIOAH, 1110 MpUiiMau
y4acThb y EKCIIEpUMEHTI, CHOXKMBaJIM TUIBKH BYIJIEBOAM 1 xupu («6e301KoBa
nieTta»). Y IMX yMOBaxX BUMIPIOBAIW a30TUCTHH OamaHc. Yepes Kijgbka JHIB Bij
MOYaTKy €KCIIEPUMEHTY BUBEJICHHS a30Ty 3 OpraHi3My 3MEHIIYyBaJIOCS IO IIEBHOTO
3HAQYEHHS, 1 MICIsA IOTO MIATPUMYBAJIOCS TPUBAJIMMA Yac Ha MOCTIMHHOMY PiBHI:
JII0JIMHA BTpavaja o001 53 Mr a3oTy Ha Kr Bard Ha J00y (NpuOIu3HO 4 T a30Ty
Ha 100Y). Lls KiabpKicTh @30Ty BiAnoBigae npudausHo 23-25 r 6inka. Lo Benuuuny
Ha3Bajnu "koediieHToM 3HomryBaHHs". [loTiM 1monHs noxaBaiau B parioH 10 r
OisKa, 1 1[e TIPU3BEJIO J0 TOTO, IO BUBEICHHS a30Ty 30UIBIINAIIOCS, ajie BCE OJTHO
croctepiraBcsi HeraTuBHUN OanaHc azoTy. Toxl B Tky cranu nonaBatu 40-45-50
rpamiB Oinka Ha A00y. Ilpu TakoMy BMicTi O1IKa B 1Ki CIOCTEpIraBcsi HyJbOBUN
Oanmanc a3oTy (azotucta piBHoBara). o Benmunny (40-50 rpamiB Oika Ha 100Y)
Ha3BaJu (i310JI0TTYHUM MIHIMYMOM O1JIKa.

VY naHuii yac BCTaHOBJEHO, MO 8 3 21 MPOTEIHOTEHHUX aMIHOKHUCIIOT €
He3aMiHHUMU 1 MoauHu. JloboBa moTpeda y KOKHIN 3 He3aMIHHUX aMIHOKHUCIIOT
ckiagae npubiusHo 1-1,5 rpamu, a B IiJIoMy OpraHi3M JIIOAUHU moTpedye 6-9
rpaMiB HE3aMIHHMX aMIHOKHCIOT Ha J100y. BwmicT He3aMiIHHUX aMiIHOKHUCIOT B
PI3HMX Xap4yOBHX MPOAYKTaX MOKE CYTTEBO BIJIPIZHATHCS, TOMY 1 (Di310JOTTUHUIA
MIHIMYyM OlKa MOK€ OyTH pI3HUM JUIsl PI3HUX NPOAYKTIB. Y s€4yHOMY OUIKY
MICTUTBCS TIOBHUM HaOip aMiHOKHCJIOT. [Ipu xapuyBaHHI pOCIMHHUMH OiiKaMu
HE0OX1JHO Habararo Ouiblie Oika st 3a0e3nedeHHs (1310JI0TTYHOTO MIHIMyMY.
CK1pKM HEOOX1THO BXKMBATH OlJIKa JUISI MiATPUMaHHS a30THUCTOI piBHOBaru? 20
rpamiB sieqHoro O1s1Ka, a00 26-27 rpamiB O1IKiB M'sca abo Moiioka, abo 30 rpamis
O1JIKIB KapToIuli, a00 67 rpaMiB OLIKIB MIIIEHUYHOT'O OOPOIIIHA.

B Vkpaini npuitHsaTo HOpMH O1IKIB, 3T1IHO 3 AKMMH 3aBASIKH OUIKY 11 Mae
3a0e3neuyBatucs 12 % 3aranbHOI eHepreTuyHoi notpedbu opranizmy; 50 % Oinka
PEKOMEHI0BaHOT HOPMH Ma€ OYTH TBAPUHHOTO TMOXOPKCHHSI.

[Totpeba y OiIKy 3a€KUTh BiJl BiKY, CTaTi, XapaKTepy TPYJAOBOi IIsIILHOCTI,
KJIIMAaTUYHUX Ta HallOHAJIBHUX OCOOJMBOCTEN XapuyBaHHS. BiakoBuUN MIHIMyM

nopieaioe 0,3-0,4 1/m00y imeanpHOro OMka Ha 1 Kr mMacu Tima. Y aopocioi
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3I0pOBOi JIIOJUHHU a30THCTa PIBHOBara MiATPUMYETHCS MPU HAAXOMKEHHI 3a 1
100y 3 ixero He MeHIe 55-60 T Oinka, 610JI0T19HA IIHHICTH SIKOTO A0piBHIOE 70 %.

Onnak, 3a pi3HUX OOCTaBMH BTpaTa OUIKIB OpPraHi3MOM  MOXE
HiACWIIOBATUCh 1 TOJAl CIOXHBAHHS IX y MeEXaxX BCTAHOBJIEHOTO MIHIMyMY
npu3Be[e O HEraTMBHOIO a30THCTOro OamaHcy. UYepe3 1me, 3rigHO 3
pexomenaamnietro FAO (anri._Food and Agriculture Organization) ta WHO (anra.
World Health Organization), 6isika moTpioHo BxkuBatu 85-90 r/n00y.

3a0e3reueHHs] OpraHi3My JIOCTaTHBOK KUIBKICTIO OUIKY € HEOOXiTHOIO
YMOBOIO 3a0€3MeYeHHs] HOPMaJIbHOIO POCTY OpraHi3Mmy, MCUXIYHOTO Ta (i3UYHOTO
PO3BUTKY JIIOJUHH, aJanTaiii 0 HaBKOJUIIHHOIO CEPEIOBHUINA Ta MPOTHII]
IKIJIMBUM  (hakTopaM. Y CIPOIICHOMY BapiaHTI CEepPeHI0 MOTpedy JIOAWHU Y
O1IKy BU3HAYaIOTh PIBHOIO HE MEHIIE Hik |1 T xapdoBoro Oinka Ha 1 Kr Baru Tia.
PexoMeH10BaH1 HOpMH J1000BUX MOTpeO B OUIKAX JJIS IOPOCIIOTrO Mpale3aTHOro
HaceJIeHHs YKpaiHW 3TiJIHO 3 Haka3oM MIiHICTEpCTBa OXOPOHU 370pOB’ YKpaiHu
(Ne 1073 Bix 03.09.2017) naBeneno B tabauii 1. OnTuManbHE CIIBBIIHOIICHHS
O1JIK1B, )KMPIB 1 BYTJICBO/IB (32 Macor) B J0OOBOMY pallioHi CTaHOBUTH 1:1:4.

[ToTpeba miteit y 61Ky 3HaYHO BHWINA, HK Y HopociuX. BoHa ckmanae Big 4
10 1,5 r/kr Macu Tijia y 3B’SI3Ky 3 TIepeBaror0 B OpraHi3Mi IUIACTHYHHUX MPOIECIB.
3pocrae norpeda y OLIKY MpH BaXKKii (Pi3W4HIM mpalli, BariTHOCTI, JaKTaIllii.

Haamipuuii BMicT OLIKIB y pallioHI Xap4dyBaHHS MOE MPO3BOIUTH IO
301JBIICHHS YTBOPEHHS aMiaky y TKaHWHAX, TOKCHUYHUX MPOIYKTIB Y TOBCTOMY
KUIIEYHUKY, MIBUIICHHS HABAaHTAKEHHS Ha MEUYIHKY, y sKii BinOyBaeTbca ix
3HEUIKO/XKEHHS, 1 Ha HUPKH, Yepe3 sIKl BOHU BUBOJATHCS 3 OpPraHi3My.

TpuBana OinkoBa HecTaua ajiMEHTapPHOTO ITOXOJ/KEHHS MPHU3BOJUTH JO
npurHideHHs QyHkuii rinodizapHO-HATHUPKOBOI CUCTEMH, MOCTA0IECHHS TPOIIECY
rajJbMyBaHHS B LIEHTPaJIbHIN HEPBOBIM CHCTEMI, MOTIPIICHHS MPOIIECY YTBOPEHHS
yMOBHUX pedeKCiB, 3HIWKEHHS (QYHKIT MUTOBUAHOI 3ano3u. [lpu HU3BKOMY
piBHI OlJIKa B palliOH] 3HIKYETHCS PIBEHb aJIbOYMIHIB Y KPOBi, 3pOCTal0Th BTPAaTU

aMIHOKHUCJIOT 13 ceduero. BimirparoTe posib 1 MeTaOOdi4yHI TOPYIIECHHS, IO


http://www.vokrugsveta.ru/encyclopedia/index.php?title=%D0%90%D0%BD%D0%B3%D0%BB%D0%B8%D0%B9%D1%81%D0%BA%D0%B8%D0%B9_%D1%8F%D0%B7%D1%8B%D0%BA

BUHUKAIOTh TpHU OLIKOBIA HEJOCTATHOCTI, OOYMOBJEHI TIJIMOOKHMMH 3MiIHaMU

AKTUBHOCTI PI3HUX ()EPMEHTHUX CUCTEM KIITHH.

Tabauusa 1. JoboBa motpeda A0pOCIOro HAaceleHHs B OLIKax, sKUpax,
BYIJICBOJIaX Ta eHeprii (mpalliBHUKIB ITEPEBaKHO PO3YMOBOI ITpalli, 1yKe Jerka

(bi3rMyHa aKTUBHICTB)

Crarb Bix Enepris Binku (1) Kupu |ByrneBoau
(pokiB) | (kkam) (r) ()
BCBOTO | Yy TOMY YHCII
TBapWHHI
YouoBiku 18-29 2450 80 40 81 350
30-39 2300 75 37 77 327
40-59 2100 68 34 70 300
Kinku 18-29 2000 61 30 62 300
30-39 1900 59 29 60 280
40-59 1800 58 28 58 240

BrmnuB  exkctpemanbHuX  (DakTOpiB  pi3HOT MPHUPOAM TMPUZBOIUTH O
aHAJIOTIYHUX 3MIH Yy OlIKOBOoMY 0OMiHI. OTXe, HaBITh IPU HOPMAJIBHOMY BMICTI
Oijka B paIioHl 4acTi Ta TPUBAIl EKCTpEMalibHI BIUIMBH MOXYTh BHUKJIMKATH
NOpYILIEHHS OOMiIHY PEYOBHUH, SIKI XapakTepHl JJIsl OLIKOBOI HEJOCTATHOCTI, IO
3HUXKYE CTIMKICTh OPTaHi3My J0 BIUIMBY WIKMBUX (aktopiB. Lle sBuiie mae
0CO0JIMBO BEJIMKE 3HAYECHHS Y CYYaCHMX YMOBAaX, KOJIM HAa OpraHi3M JIOAUHH JI1I0Th
HECHIPUATINBI  (PAKTOPH HABKOJMIIHBOTO CEPENOBHUINA, [0 SKUX OpraHizMm

€BOJIIOLIIITHO HE MPUCTOCOBAHUH.



1.2. TIEPETPABJIEHHS BLJIKIB ¥
HIJITYHKOBO-KUILIKOBOMY TPAKTI
VY IITyHKOBO-KHIIKOBOMY TPAaKTi TOPOCIIOT JIFOIUHU IIOAHS IEPETPABIIOETHCS
omu3bko 70-100 r ex3oreHHux OUTKIB (TOOTO O1IKIB XapYOBHX MPOAYKTIB).
Daxmopu, wo eniusarOms Ha WOOeHHy nompeoy y OLIKax:
1) Bix nayienma: 1eit GpaxTop € ayKe BaXKJIMBUM HacaMIlepe IS TiTCH.
Huxde nHaBeseHa kopesnsiist 1000Boi MoTpeOu y 61Ky y po3paxyHKy Ha OJIUH KT

MACH TLJIa 3a BIKOM:

Bik, pokiB r/kr macu Tina + 20%
1-3 0,88
4-6 0,81
7-12 0,77
Hopocii 0,59

2) Axicmov Oinka. BOHA BHU3HAYAETHCS TMOPIBHSHHSAM IPOIOPIIH HE3aMIHHUX Ta
3aMIHHUX aMIHOKHUCIIOT y OUTKOBiH Tki. YuMm Opkde mpomnopiiii, THM BHIIE SIKICTh
O171Ka He0OX1THOTO JIJIsi TOBHOIIHHOTO Xap4yyBaHHs. Sl€4Hl Ta MOJIOYH1 OUIKH - 11e
BUCOKOSIKICHI OUIKM JJIi OpraHi3My JIOAMHUA. M'ScHI OUIKM MaroTh JOCTaTHBO
BUCOKY SIKICTb O1J1Ka, TOA1 SIK Y CKJIaJl POCIMHHUX OUIKIB, sIKI BUKOPUCTOBYIOTHCS
B SIKOCTI XapyOBUX PEYOBHUH, 4aCTO Opakye MEBHUX HE3aMIHHUX aMIHOKHUCIOT,
Hanpukiaa: Tpunrodan (Trp) ta mizud (LYS) BiACYTHI Y KyKypy/I3i.

3) Bucoke cnooxcusanHs euepeiis SHEPris, sKa YTBOPIOETHCS TPU  PO3Maji
BYTJIEBOJIB Ta HPIB, BIUIUBAE€ HAa TMOTpeOU Yy OLIKY, OCKUIBKM BOHA 3HHUXKYE
BUKOpDUCTaHHsA Olnka sK jpkepena eHeprii. HeepexkTuBHO BHKOPHUCTOBYBATU
AKICHUWA JIETUYHUM OLIOK SIK JIKEPEJO €HEeprii, MoKHa 3MEHIIUTH HOro KUJIbKICTb
J0 MIHIMyMYy HUIIXOM aJ€KBaTHOTO 3a0€3MeUeHHs EHEpPri€el0 3a pPaxyHOK
HEOUIKOBHUX JIXKEPEI, YACTHUHA 3 SIKUX Ma€ OyTH BYTJIEBOJHOIO.

4) @izuuni nasanmadxcenHs MiIBULIYIOTh IMOTPEOH JIIOJUHU B XapuyoBUX OLIKax,
TOMY LIO B OpraHi3Mi TaKoi JIIOJUHU MiABUIIYETHCS MIBUIKICTh 3aCTOCYBAaHHS YCiX
CHEPreTUYHUX JDKEpEs, Y TOMY YHCIi, BUIbBHUX aMIHOKHCIIOT, SIKI YTBOPIOIOTHCS

pu nepeTpaBieHH] OUIKiB. 3 Apyroro 060Ky, ¢i3MuHI HaBaHTAXXEHHS € (PaKTOpOM
10



CTUMYJISILIT CHHTE3Y Ta CEKpellii TOpMOHY POCTY 1 IHIINX (HaKTOPiB pocTy (OIU3BKO
155 pisHOMaHITHUX (AKTOPIB POCTY MOMIMENTUIHOI MPUPOIU CHUHTE3YETHCS B
OpraHi3Mi JIIOJWHHU), SIKI € CTUMYJISITOpaMU CHHTE3y OUIKIB 13 BUIBHHUX
aMIHOKHCJIOT B TKAHWHAX JIFOJIUHU (M’ S30B1H, CIIOJTyYHIN Ta 1H.).

Icnye nBi kpaiiHi hopmu O1IKOBOTO HE/IOiITaHHS SIK IMATOJIOT14HI CTaHU:

e ajiMeHTapHa auctpodis, aJiMeHTapHUN Mapasm (Bix jaT. Alimentum - ixa,
3MIiCT) - Baxka (opma OUIKOBO-€HEPreTUYHOI  HEJAOCTAaTHOCTI 3
nepeBakaHHsIM €HEPreTHYHOT;

® KBaIlIMOPKOP, BIH XapaKTEpPU3YeThCS HaOpsikamMu (sIKI MOB’sI3aHl 3
nedinuToM anbOyMIHIB y IUIa3Mi KpOBi), XO0ua CHOKUBAHHS €HEPrii MOxke
OyTH MOCTaTHIM, y XBOPUX CIOCTEPITA€ThCS MeMIMUT SK KITBKOCTI, TakK 1
SAKOCT1 O171Ka B XapuyBaHHI.

AniMeHTapHa TucTpo(disi B OCHOBHOMY CITOCTEPITa€ThCA Yy NiTel 10 1 poky, y
TOM Yac, sIK KBAIIMOPKOP - micis 18 MicsiniB.

[Tomimentuau Ta  OUIKM  XapyoBUX MPOAYKTIB HE  IMOTJIMHAIOTHCSA
HEYUIKO/PKEHUMH, CIIOYaTKy iX CIIJ TiAPONI3yBaTH A0 BUIBHMX aMiHOKHCIOT.
[IpoTeomiTuuni QepMeHTH, SKI BUKOHYIOTh I10 (YHKIIO, MICTIThCI B
IUTYyHKOBOMY COKY, IMaHKpEaTUYHOMY COKY Ta Ha MOBEpPXHI KIITHH TOHKOIO
KHILIEYHUKA.

LlInynxosuti cik: tio2o cknao ma pecynayis cekpeyii

[InyHkoBu#t cik - 1€ mpo3opa, Omiga, ®oBTa piauHa, ska mictuth 0,2-0,5%
HCI, 97-99% Boau, T00TO 1€ po3unH 3 pH Oau3bko 1,0-2,5. 3aIKIoK CKIaIaeThCs
3 MYILMHOBHX Ta HEOPTaHIYHUX COJIeH, TPAaBHUX (PEpMEHTIB (IENCHUHY, PEHHIHY,
TaCTPUKCHHY) Ta Jiina3u (MpUCYTHS Y AiTel auie y Bili npudiusHo 1-3 pokn).

OCHOBHMM KOMIIOHEHTOM IITYHKOBOT'O COKY € COJIsiHa KucioTa. Bona BOuBae
MIKpOOPTaHi3MH, BUKIUKA€ JIHATypalilo OiIKiB, 3a0e3neuye po3LICTUICHHS
NENCUHOTEeHY JI0 MEePUINX MOJIEKYJ IENCUHY 1 CTBOPIOE KUCIOTHE CEPEOBUIIE IS
Horo fii. Y NuIyHKOBOMY COIIl € TaKOX Kucii Gocdartu 1 kKapOoHATH.

Dakmopu KoHmpoato cekpeyii ma ckiady WiyHKO8020 COKY:
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1) CiMelcTBO TacTpUHIB KOHTPOJIOE CEKpEIl0 IIIYHKOBOTO COKYy Ta
NENCUHOTeHY: TaCTPUH CTUMYIIIOE CEKPEIll0 NITYHKOBOTO COKY. XOJEIHMCTOKIHIH
MPUTHIYYE CEKPELiI0 IUTYHKOBOTO COKY, CTUMYJIIOE CKOPOUYEHHSI LUTyHKa Ta
CEKpeIlil0 MaHKpeaTUYyHOro coky. ['icTaMiH CTUMYIIO€ CEKPEIil0 MHUTyHKOBOTO
COKY;

2) ImyHOpeakTHBHA pPEYOBHHA, 110 Harajaye OOMOE3WH, CTUMYJIIO€ BUBUIbHEHHS
racTpUHY Ta XOJECLHUCTOKIHIHY;

3) BazoakTuBHUI MENTHJ KHUIICYHHKA (BIH MPOAYKYETHCS KIITHHAMHU CIIM30BOI
000JIOHKH) TajbMy€ CEKPELii0 COISHOI KUCIOTH;

4) EnteporactpoH (BiH MPOAYKY€ThCA KIITHHAMH  CIM30BOi  OOOJOHKU
JIBaHAIISATUIIANIO] KAIIIKWA) TPUTHIYYE CEKPELII0 COJISTHOI KMCIIOTH Ta MENICUHOTEHY.
Depmenmu WIYHKOBO20 COKY JHOOUHU

Ilencun. HeakTHBHUH TIOTIEPEHUK TIETICHHY - METICHHOTEH, 10 BUPOOISETHCS
KIITUHAMH CJIM30BO1 000JOHKM (DyHAATBbHOT YaCTHHU MUTyHKA, TEPETBOPIOETHCS
Ha MENCHUH B MPHUCYTHOCTI COJIIHOT KUCJIOTH, 110 MICTUTBCA B HUTYHKOBOMY COKY.
[Ipouiec akTuBallli MENCHUHOTEHY MPOTIKAE AyTOKATATITUYHO 3 MaKCHUMAaJIbHOIO
mBuakicTio npu pH = 2. Bim N-kiHIIEBOi AUISHKHA MOJEKYJIH TETICHHOTEHA
BIAIICIIIIOETBCS KiJbKa NENTHAIB 13 3araabHor0 Macor 8000 Jla. Ilemcun —
mIOOYJISIpHUM OUTOK 3 MOJIEKYJIsIpHOIO Macoro Onu3bko 34500 Jla. Mosekyna
NENCUHY CKJIAJa€ThCs 3 OJHOTO MOJINENTUIHOTO JaHIora, mo MictuTh 340
AMIHOKHUCIIOTHUX  3QJMILIKIB, (OpMyBaHHS WOro TPETUHHOI  CTPYKTYpH
BiIOYBAETHCS 3aBIASKH TPHOM NHUCYIbGITHUM 3B's3kaM (-S-S-) 1 HeopraHIYHOMY
docdary. llencun — enpomnentuaaza, sika PO3MIEIUIIOE BHYTPINIHI MENTHIHI
3B'SI3KM B MOJIEKyJax OUIKIB 1 NenTuAiB (KpiM KepaTWHIB Ta 1HIIMX
CKJIEPOTIPOTEIHIB) 3 YTBOPEHHSIM OUIbII KOPOTKHUX TENTUIAIB 1 BUIBHHUX
aMIHOKHUCJIOT. 3 HAWOUIBIIOK MIBUJKICTIO MENCHUH TiAPOi3ye MENTHIHI 3B'S3KU,
K1 yTBOPEHI apOMATUYHUMH aMIHOKHCJIOTaMU — TUPO3UHOM 1 (peH1TaIaHIHOM.

Pennin. 1le BaxnuBuit ¢epMeHT (iHIIa Ha3Ba - XIMO3WH) IEPETPABICHHS
OUIKIB y HEMOBJISIT, OCKUIBKM BIH TMEPEIIKOKAE IIBUIKOMY IMPOXOKEHHIO

MOJIOKa 31 HUIyHKY y duodenum. Y NpHCYTHOCTI KaJbI[il0 PEHHIH HE3BOPOTHO
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NEPETBOPIOE Ka3eiH MOJIOKA Ha Mapaka3eiH, sSIKWi MOTIM T1APOIi3y€eThCS ENCHHOM.
PenHiH BiACyTHIN y nutyHKy qopociux. Ciif 3a3HaUYUTH, 10 aKTUBHICTH MENCUHY
Ta WOro KOHIIGHTpaIlis OaraTo MEHIIE y HEMOBJISAT, HDXK y JOpOCIuX. Y JiTeH
HEPIIOTrO POKY JKUTTS MPOTEONITUYHA AKTHBHICTH IITYHKOBOTO COKY HM3bKa, a
akTuBHICThH nerncuny Ha 30-50% Huxk4ya, HIX y JiTed ctapuoro Biky. [Ipotsrom
HEPLIOTO POKY MKUTTS IMPOTEONITUYHA AKTUBHICTh IIIYHKOBOI'O COKY 3pOCTa€
Mmaiike B 3 pasu. Ilicns HapomkeHHs MUTUHUA PH TUTYHKOBOTO COKY cKiagae 6,5-
8,0, mo mipi pocty aitedt pH 3poctae, ane He gocsirae BenuuuH pH y mopociux.
CTaHOBJIEHHSI NUTYHKOBOI CEKpelii po3IisaloTh fK EBOMIOLINHO cpopmMoBaHy
aJlanTalio AUTUHU 10 MAaTEPUHCHKOTO MOJIOKA, SIKE JIETKO 3aCBOIO€Thes. Husbkuit
KUCTIOTHO-TICITUYHUIA  TMOTEHINiall [IIyHKa HOBOHAPO/DKEHOro  3abe3neuye
30epeKeHHsI 1IMYHOTJIO0YJiHIB, OCOONMBO Ipynu A, SKi 3aXUIIAIOTh JUTHHY B
MepIIi JH1 KUTTS BiJl MACUBHOT OaKkTepiaJibHOI 1HBA31i B Mepioji, KOJIU OCOOMCTUI
aKTUBHUN IMYHITET JIMIIIE TOYNHAE (POPMYBATHUCH.

I'acmpuxcun. Y 10opocioi JIOAUHM Y HUTYHKOBOMY COIl HMPUCYTHIM TakKoxX
(epMEeHT racTpuKCHH, SIKMM Ma€ 3/1aTHICTb PO3LICTUIIOBATH BHYTPIIIHI MENTUIHI
3B’S3KM MDK JAUKApOOHOBUMH aMIHOKMCJIOTHUMH 3ajMIIKaMH (TJIyTamary Ta
acnaprary). OnTumanbHuM Toka3sHUK PH s Ail uporo (epMeHTy CTaHOBUTH
npubIM3HO 3,3.

OCHOBHMMHM MPOAYKTaMHU MENTUYHOTO TiAPOJI3y OUIKIB y HUIYHKY € BEJHUKi
MEOTUOAM Ta JeAKl BUIbHI AaMIHOKHUCJIOTH. BUBLIbHEH! IENTUAA IIOTH SK
CTUMYJIATOPH CEKpeIlli XOJCIHUCTOKIHIHY Y JBAHAAISTHNAIIN KU, CIPHUSIIOYN
noyaTky mneperpaBiieHHs y duodenum i, moTiM, y TOHKOMY KuiieyHuKy. Cuin
3a3HAYUTH, 110 NPOJIYKTH MOYATKOBOTO MPOTEOJII3Y, SIKI YTBOPEHI AIEI0 METCUHY
Ha Xap4doBi OUIKH, € Jiragaamu G-KIIITHH CIM30BOi aHTPATbHOT YACTUHU NUTYHKA 1
JBAHAAISATUIIAION KHUIIKH, BUKJIMKAIOYM CEKPEIll0 HUMH TacTpUHIB. A JaHi
NENTUAU € OCHOBHUMH cTumyJisitopamu cekpeuii HCl napieranbHuMU KIIITUHAMU,

B MEHIIIN MIpi - CEKpeIlil NENCHHOTEHIB TOJIOBHIUMH KJIITHHAMU IILUTYHKOBUX 3aJ103.

llepempasnenns y 0sanaoyamunaniv KUwiyi ma y moHKOMY KUULEYHUKY
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Ilankpeamuuni npogpepmenmu ma ix akmueui gpopmu

Enponentunasu ta kapOOKCHUMENTHIA3U BUIIISIOTHCS 3 allMHAPHUX KIITHH
MIIUTYHKOBOI 3QJI03U B TAHKPEATUYHUIN COK y BUTJISII MPOSH3UMIB Mij] BITUBOM
CEKpPETHHY Ta XOJICIIUCTOKIHIHY (1HIIIAa Ha3Ba - TAHKPEO3UMIH).

AKTHUBaIlil TPUIICUHOTEHY BiJIOYBA€ThCSA I JII€I0 EHTEPOKIHA3M, sIKa
CEKPETYEThCS emiTeiaJbHUMH KIITUHAMH JBAHAISATUIANO! KUIIKH, 1 TO1, TICIs
YTBOPEHHS  NEpIIMX  MOJEKYJd  TPUIICMHY, BiIOyBa€TbCcAd  ayToOKarTami3
TPUTICUHOTEHY. Tpuncun 3 HAWOUIBIIIOK MIBUJIKICTIO T1POJII3y€e MENTHU IHI 3B'SI3KH,
K1 YyTBOpPEHI1 J11aMiIHOMOHOKapOOHOBHUMH KHCIOTaMU — JII3MHOM Ta apriHIHOM.
Tpuricun € dakTopom I akTUBalii 0ararboX MaHKpeaTUYHUX NPO(GEPMEHTIB B

TOHKOMY KHIICYHHUKY (puc. 1):

XY = TpurenHereH
Y

/X—\@©=NH/\5©©H

HoN

ExTepeikiHasa, X - FekesnenTna
AETIM TpuAenH

Y
Y cooH Y = Tpunsut

H,N

TpuncuH

XimoTpuncuHoreH — > XiMOTPUNCUH
AyTokaTania

lNpoenactasa —— EnacTtasa

MNpokapbokcunentunasa A (B) ——= Kap6okcunentuaasa A (B)
Puc. 1. AkTuBaIlis TPUIICHHOTEHY Ta BIJIUB TPUIICMHY Ha MPOLIEC aKTHUBAIlii
JESIKUX MPOPEPMEHTIB.
Ximompuncun — €HIONENTHAA3a, 11 creuu(iuHICTh Ail CX0XKa 3 TEICHHOM,

ajie XIMOTPUIICUH MOKE PO3IICTUTIOBATH TaKOX CKJIaJIHI e(ipH, T1APOKCHaAMIIN Ta
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IHIIII aIWJIbOBAaHI TIOXIJIHI; ONTHMaJbHUK IOKa3HUK PH #Horo mii cTaHOBUTH
omu3eko 8,0.

Kap6oxcunenmuoasu A i B (Mictsate Zn®") e ek3omenTHmasaMu, BOHH
PO3ILEIUIIOIOTH 30BHIIIHI MENTHAHI 3B’ SI3KU, ajle 1X Cnenu@IYHICTT Ail HE CXOXKa.
O6uaBa Tunu (pepmeHTiB po3meroTh C - KIHIEBUN MENTUIHUN 3B’S30K, alie
KapOOKCHUIIENTHAa3a A PpO3IICIUIIOE 3B'I30K MDK 3aJUIIKaMUd apOMaTHYHHUX
aMIHOKHCIIOT, a KapOokcumenTuaasa B posmieruiroe 3B’S30K MK 3aIHIIKaAMU
J3UHY Ta apriHiHYy.

Enacmasa (e enponentuaa3zor0) Mae CBOIO 0OCOOJIUBY IIUIb - CyOCTpaT eJacTUH
(ocHOBHMII OLTKOBUM KOMIIOHEHT CIIOJIyYHOI TKAaHHWHHU; BIH MICTHTh BEIIUKY
KUIBKICTh 3aJIMIIKIB TJIIMHY Ta cepuHy. Enacra3a arakye mnepeBakHO MiCIs
MOJIMENTHIHOTO  JIAHIIora, JI€ € AaMIHOKHUCIOTHI 3aJUIIKd 3 MaliMU
rizpogobuumu paaukanamu (Ana, Cep , ['mi).

Kuwixosi npomeasu: aminonenmudasu, ounenmuoasu, mpunenmuoasu

Ha moBepxHi KJIITHH KUIIEYHHKA TPUBAE MEPETPABIICHHS MOJIMENTHUIIIB 10
BUIBHUX aMIHOKHUCJIOT. JIMMenTuad 1 TPUINENTHAM 3a3BHYail aOCcopOyIOThCs, ajie
MOXXJIMBE 1X TEpeTpaBlICHHS [0 BIUIBHUX AaMIHOKHUCIOT JWIENTHAA3aMu 1
TpunentuaazaMyd  (BiAMOBIZHO) B CHITCNIAAbHUX  KIITHHAX  KHIICYHHKA.
AMiHOTIENTH/Ia3U BUJAIAIOTh N-KIHIIEBUN aMIHOKHUCIOTHUN 3aJIMIIOK 3 KOPOTKHUX
OIS TH/TIB.

Daxmopu koumponio nepempasiennsi y duodenum ma y mouwkomy KumeyHuKy

1) CekpeTuH 1 XOJICHUCTOKIHIH CTUMYJIIOIOTh CEKPEILIiI0 MAHKPEATUYHOTO COKY.
2) XiIMOJEHIH CTHUMYJIOE CEKpEIl0 MaHKPEaTUIHOTO COKY 3 BHCOKOIO
KOHIICHTPAIlI€I0 XIMOTPUIICUHOTEHY .
3) EHTEpOKiHIH CTHUMYJIOE€ CEKpPEII0 eMmTeMalIbHUX KIITHH KUIIEYHUKA, SKI
MPOIYKYIOTh EHTEPOKIHA3y Ta KUILKOBI MPOTEa3H.

BupgineHHs  XOJEUMCTOKIHIHY — KJIITHHAaMHM  JIyOJICHAJIBHOI  CIM30BOL
BiIOYBAETHCS 3a JOMOMOIOK0 JEKUIBKOX MEXaHI3MIB, ajié 3Ha4Hy pOJib B HHX
BIJIIFPAIOTh MPOAYKTH HEMOBHOIO T1APOIII3y XapyoBUX OUIKIB (HE aMIHOKUCIIOTH, a

MEeNTUIN ).
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XOJIELIMCTOKIHIH BHCTYMAa€ TOJIOBHUM MapakpiHHUM, pe(ICKTOPHUM 1
TYMOPaJIbHUM CTUMYJIATOPOM IMAHKPEATHYHUX KIIITHH, SKI CEKPETYIOTh KOMILIEKC
TAPOTITUYHUX (DEPMEHTIB MiANLTYHKOBOI 3a103H, 3/I€OUIBIIOTO caMme Il MenTHI
CTUMYJIOE XosiekiHe3. [lankpeaTnuHuil ex30cekpeT 1 JKOBY 3a0e3MeuyroTh
NEPETPABIICHHS Y TOHKOMY KUIICUHHUKY.

[Tenrtuam, skl yTBOPWIIKCSL B PE3YJIbTaTI OOMEKEHOTO MPOTE0JIi3y 3UMOTEHIB
MeTaboMi3yIOThCs, ajleé BOHM MOXYTb OyTH (i310J0TIYHO aKTUBHUMH. B
CKCIICPMMEHTI Ha CCaBIIX OyJIo MoKa3aHo, 110 cuHTeTnunuii nentun (Gly- (Asp)
4-LyS) — aHAJIOT MENTHY, IO BiIIIEIUTIOETHCS P aKTHBAILlll TPUIICHHOTEHY, TTPH
1HTpayoJeHAIbHOMY BBEJCHHI Ma€ BIACTUBICTh 3HM)KYBAaTH CEKpELil0 (PEPMEHTIB
NIIUTYHKOBOI  3a03u. OOMEXEeHHM NpoTeoJli3 MaHKpPEeaTUYHUX 3HUMOIEHIB €
00O0B'SI3KOBHM B CaMOPETYJISLII MaHKPEATUYHOI CEeKpelii B MPUPOAHUX YMOBaXx.
[Ipu 115OMYy pOJB JyOJCHATBHOTO 1HTIOITOpA CEKpellli BiAIrpalroTh AaKTHBOBaHI
NpoTeiHA3M 1 BIAUIEIJICHHUM BiJl 3UMOTEHY TI'eKcalenTujl, a caM 3UMOTeH TaKoi
BJIACTUBOCTI HE Mae€, a00 BOHA BKpal HE3HAUHA.

AOcopO1is BUIBHMX aMIHOKUCIOT B1IOYBA€ThCS y TOHKOMY KHIIEUHUKY
3aBASKH CIEIIabHUM TPAHCTIOPTHUM CHCTEMaM, sIKi PO3TallloBaHi B MeMOpaHax
CHTEPOIIUTIB:

e vy-I'myraminTpancdepasa — cremiaibHa cuctema (TJIyTaTiOH-3aJI€KHA)
TPAHCTIOPTY APOMATHUHUX Ta HEUTPATBHUX aMIHOKUCIIOT 3 MaJIUM 1 BEJIMKIM
BYTJICIIEBUM PaTUKAIIOM;

® TPAHCIOPTHA CHUCTEMa JJIi MOHOAMIHOJAMKApOOHOBUX KHUCJIOT (acmaprary Ta
rJIyTamary);

® TpAHCIOpPTHA CHUCTeMa JUIsi OCHOBHUX aMiHOKHCIIOT (apriHiHy, JI3UHY) 1
IIUCTUHY;

® TpaHCHOPTHA CUCTEMA JJIS MPOJIIHY Ta TIIIUHY.

Busnauenns oesikux nokasnuxie 0isi OYiHKU AKOCMI
npoyecy nepempasiiens OiIKi8 y WAYHKY NAYiEHmMI8

OCHOBHMMHU TE€CTaMM JOCIIIKEHHS IIITYHKOBOTO COKY (1HACKCH JIJIsl JOPOCIHUX) €:
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1) Busnauenns tioco 06’emy: a) Hatmiecepie - He Buie 50 M1, 0) IHTCHCHBHICTb
0azanpHO1 cekperii - 50-100 mi / 3a 1 roauHy; B) cekpers MiCAsS CTUMYJISLIT
(metox H. II. Jlemopchkoro) - 50-110 mu / 3a 1 roguny; r) cyOmMakcumasabHa
ctumyJsiis rictamidoM - 100-140 mut / 3a 1 roguny; 1) MakcuMaabHa CTUMYJISIS
ricramidoMm - 180-200 mi1 / 3a 1 roguny.

2) Bacanvna Kuciomuicmev WIIYHKOB8020 COK)Y TIOBHUHHA OyTu B paiioni 40-60
MMOJTB/JI.

3) Bmicm 6invhoi consinoi kuciomu NOBUHEH OyTH B paiioni 20-40 MMOJIb/1

4) Bmicm rxon'tocosanoi consinoi kuciomu moBuHeH Oyt B Mexax 10-20 MMoITb/1

[ligBuieHHs 3arajibHOT KMCIOTHOCTI HUTyHKOBOTO COKY Ta BMICTY BUIBHOT
COJISTHOT KHCJIOTU (2inepxniopeiopist) Moke OYyTH MpHU BUpasIll NUIYHKY Ta y pasi
HaJMIpHOI CeKpelliil HUTYHKOBOTO COKY.

3HIKEHHST 3arajbHOi KHCJIOTHOCTI HUIYHKOBOIO COKY Ta BMICTY BUIBHOI
COJITHOT KHUCJIOTH (2inoxniopeiopis) CIOCTEpIraeThCs MiJ dYac CyOalldIHOIO
racTpuTy abo MpH MOsBI KAPIUHOMHU IUTYHKA.

[loBHa BIJICYTHICTh COJISHOI KHCJIOTH B IIUIYHKOBOMY COKY 1 3HayHe
3HIDKEHHSI 3arajbHOi KHCIOTHOCTI (ax;iopeiopis) Moxke OyTH TpU KapLUHOMI
HUTYHKA.

AXJIOpriipis MEPETBOPIOETHCA B axinifo, TIPU LOMY Y HUIYHKOBOMY COIII
MOBHICTIO BIJCYTHI YCl KHCII KOMIIOHEHTH Ta TMENCHH. AXJIOPTiapis Micis
CTUMYJISILIIT TICTAMIHOM € O3HaKko arpodii emiTemiaJbHUX KIITHH ILUTyHKA,
03HAKOI0 TaCTPUTY 3 OJIOKOBAHOIO CEKPEIII€IO.

JlakTaT 3’SIBIS€THCA B LUIYHKOBOMY COILl IiJ Yac IHTEHCHUBHOTO IPOLECY
OpOAIHHS BYTJEBOAHUX KOMIIOHEHTIB Xap4yOBHX MPOJYKTIB B YMOBax Timo- 1
axJjoprizpii. IcHye TakoX NMPUIYIIEHHS, IO JIAKTAT € IPOAYKTOM PAaKOBUX KIIITUH
ILTyHKA.

KoHnuentpanis nencuny (micisi CTUMYJIALII) HaTHIeceplie MOBMHHA OyTH Y
310pOBOi Jopocioi moauHu B Mexkax 0,2-0,4 mr/mi a6o 20-40 oguHULE/MIT (METOT
[IaTHUIIBKOTO Ta 1H.).

Jlikapi miaATBEPIKYIOTh PO3BUHECHHS:
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1) anamuaHoro crany, skmo pH (micias MakcMManbHOI CTUMYJIALIT TiCTaMIHOM)
IUTYHKOBOTO COKY CTaHOBUTH NMpuoOIM3HO 6,0 abo BHIIIE;
2) crany axJyopriapii, skmo pH (micias MakcUManabHOI CTUMYJISIT T1ICTaMIHOM)
IUTYHKOBOTO COKY 3HaXOAUThCs B Mexkax 3,5-6,0;
3) crany rinoxJyopriapii, skmo pH (micias MakCUMalbHOI CTUMYJIAILIIT T1ICTaMIHOM)
IIUTYHKOBOTO COKY 3HAaXOJIUThCSl B MeXax 2,5-3,5.
Hacnioku nopywenns npoyecie 6CMOKMYBAHHS AMIHOKUCIOM
ma ix nepemeopents 8 Mmo8CmMoM)y KUUEUHUKY

SKmo B TOHKIA KHIIII HE BiAOYBAa€ThCS HOPMaJbHE BCMOKTYBaHHS
aMIHOKHCIIOT, (PepMEHTH MIKpO(DIOpH TOBCTOI KHUIIKW 3AaTHI KaTami3yBaTH pi3H1
MeTa0oJIIYH1 MEPETBOPEHHS aMIHOKHUCIIOT. Y 1IbOMY BUIIAJIKy BUPOOISIOTHCS AESIKI

TOKCUYHI IPOYKTH (pHC. 2):

TMp ———> Kpeson*——> deHon*

Tpn ——> Ckaton* —> lhgon* ——lupokcun ***

* = TokeuyHa cnonyka, yTeopOETLCA

Eid
Inpokeuncynidarha_—- JHaukaH B TOBETOMY KALLEYHUKY
Kucrnora
** TpoayKT yTROPIOETLCA B NeYiHLi
Lue

T~ Cynudma, MeTunmep-
Mef/ rigporeny” KanTaH*

Puc. 2. YTBOpEHHSI TOKCUYHUX CIOJIYK MpH i1 epMEHTIB MIKPO(IOPH TOBCTOTO
KUIIEYHUKA Ta ACSIKI TPOAYKTH iX yTHIII3aIi.
VY mediHii € Aeski 3aXWCHI (epMEHTATUBHI CUCTEMH, SIKI YTHII3YIOTh Il
TOKCUYHI MPOTYKTH:
1) V]J1®-rarokyponinTpancgepasa,
2) ®ochoanenozundochocynndarrpanchepasa;
3) ®epmeHTHA cUcTeMa JIJisl KOH'FOTallii 3 TIIUHOM;
4) depMeHTHA cCUCTEMa JIJIsSl KOH'IOTallll 3 ITyTaMiHOM
5) I'myrationtpancdepasa.
Busnauenns xonyemmpayii inouxany 6 ceui 0036015€ OYIHUMU WBUOKICIb

eHUmms OLIKa 8 Moscmill Kuwiyi, a TaKOX J1arHOCTyBaTH (PyHKIIIOHAIBHUN CTaH
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NeYiHKU marfiedTa. J{Jig 1poro TakoX BUKOPHUCTOBYIOTH IIBHJIKHHA TECT - MPOOy
KBika (BM3HAUEHHS TIMITypOBOi KUCIOTH B C€Ul IMICIIS BBEIEHHS per 0s OeH30ary
HATpIIO): MAIllEHTy MPU3HAYAEThCS TepopaibHa jJo3a OeH3oaTy Hatpito 3-4 T.
Yepes 3 roguHu B cevl NalieHTa BU3HAYAIOTh KOHIIEHTPAIIIO TIIITyPOBOi KUCIOTH.
Axmo 1i Buxig ckiagae 65%-85% Big mouaTkoBoi Macu O€H30aTy HATPIIO,
MiATBEP/UKYETHCS 3[I0POBHM CTaH TEYiHKW y mamieHTta. [Ipw 3HIKEHHI IHOTO
MOKa3HMWKA MOXJIMBO 3pOOMTH BHCHOBOK: IMOPYIIEHA ETOKCHKAIliiHA (YHKIIISA

MMEY1HKH.

1.3. CYYACHI YABJIEHHS ITPO NPOTEOJII3

Ha panuit yac BBakaeTbCs 3arajbHONPUMHATUM, 110 B MpOIEci
KUTTETISIIBHOCTI  MPAKTUYHO yci  OLIKM TMOCTIMHO 3aMiHIOOThCSA.  OpHAK,
MIITPUMAHHS TIOCTIMHOTO PpiBHA OUIKIB B OpraHi3Mi BU3HAYAEThCS HE TUIBKU
CHUHTE30M O1J1Ka, aje 1 Horo posmnaaoM. Bci BHYTpIITHBOKIITHHHI O1IKK Ta 6araTto
MO3aKIITHUHHUX OUIKIB MOCTIMHO YTHII3YIOThCS, TOOTO BOHHU T1IPOJI3YIOTHCS 0
CKJIaJIOBUX aMIHOKMCIJIOT 1 3aMIHIOIOTBCS 3aBJSIKU HOBOMY CHHTE3Y. Y IIOMY
KaTaboJ1i3M OUIKIB (IPOTEO0I1i3) BUBYCHHIA MEHIIIE, HIXK 1X CHHTE3.

JloBruii 4ac BBaxajau, IO MPOTEONI3y MiIISITalOTh JHIIE Ti OIKH, IO
JIOKaJI130BaH1 B IUTOILIA3MI, JOMYCKAIU TaKOXX MOMJIMBICTh MPOTEOJI3Y SIACPHUX
oinkiB. Hapasi sicHO: IIUTO30/1bHI MPOTEOTITHYHI CUCTEMH 3/1aTH1 PO3IIEILIIOBATH
TaKoXX MeMOpaHH1 OIIKHM, MPOTe JJIs I[bOTO BOHM TOBHWHHI MEPEMICTUTHUCS Y
UTO30JIb.

Ha nanuit yac mporeosni3 OUIKOBHUX MOJEKYJ PO3IISIAETHCS Ha PI3HUX
PIBHSIX OpraHi3zallii: opraHHoMy (IepeTpaBJICHHS OLIKIB Y HNUIYHKOBO-KHUIIIKOBOMY
TPakTi), TKAHWUHHOMY (MO3AaKJITUHHUN MPOTEONdi3) 1 KITHUHHOMY. Y KIITHHI
po3IleIUIeHHsT OUIKIB e Ha MOBEpPXHI IUIa3MaTUYHOI MeMOpaHH, BCEpPEIHHI
JinigHOro Oimapy, B IUTOIIa3Mi, IMTOIUIa3MAaTUYHUX BE3UKYyJIax 1 J130CoMax.

VYci KiTHHHI OUTKY MOCTIMHO CUHTE3YIOThCS 1 IETPaaytoTh. Y 3B'SI3KY 3 TUM,
mo OUIKM MaroTh pi3HI NEPIOJU JKUTTA, SKI OOYMOBIIEHI iX CTPYKTYpOIO,

BUJIIJISIFOTH JIOBTO- 1 KOPOTKOKUBYY1 Oi1ku. OJTHUM 13 TOJIOBHUX TMapameTpiB, IO
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BU3HAYA€ TPUBAJICTh ICHYBaHHS OLUIKA, € KUIBKICTh JOCTYIHHUX PO3LIETUIEHHIO
NENTUIHUX 3B'A3KIB.

Binbmricte perynaropuux OiIkiB (OUIKH, 10 OepyTh ydacTh y peryisiii
KJIITUHHOTO UKy, (epMEHTH, (PaKTOPU TPAHCKPHIILIi) - KOPOTKOKUBYUl. BoHn
ICHYIOTh BIiJl JIKIJIbKa XBUJIMH JI0 JCKUIBKOX TOAWH. Y TOW K€ 4ac 1HII OUIKU
(HampuKJIa, CTPYKTYPHI) )KUBYTH BiJl KUTBKOX TOJIMH JIO KUJIBKOX JTHIB.

Monekynu OUIKIB MOXKYTh ICHYBaTH B PI3HUX KOH(OpMAIisixX, aje BOHHU
3/1aTHI PO3LIEIIIIOBATUCS, TUIBKUA 3HAXOASYUCh Y BU3HAUCHOMY KOH(GOpPMaIlIHHOMY
cTaHi. BusBIeHO B3a€MO3B'SI30K MDK pO3MIpOM OLIKOBUX CYOOJMHHUIb Ta
MIBUJKICTIO iXHBOT Jerpajaiii. 3a JOMOMOTOI0 METOY Padloi30TONMHOI 1HAMKAITT
MOKa3aHO: YUM OlIbllle Maca O1JIKOBOI CyOOMHUIII, TUM OUIBII KOPOTKUH ii mepios
HamiBpo3many. HaiiGinpm pmocTymHi Ans  Aerpajganii  OUIKM 3 BEJIMKOIO
MOJIEKYJISIPHOIO Macor0, a00 OUIKH, 10 MAalOTh Pi3HI «IOMHUJIKA» Y MOCI1TOBHOCTI
amiHokucnoT. IIBUAKO pO3IIEIUTIOITECS AEHATYPOBaHI 1 KOPOTKOXKHUBYY1 OLIKH.
[IIBuakicTe merpamaiii OITKOBOT MOJIEKYJIH 3aJIeKWUTh TaKoX 1 BiI 11 3apsny:
MENTUIM, 110 MAIOTh KOPOTKUH TIEPiol HAIIBXKHUTTS, MAIOTh BEIMKUNA HETaTUBHUN
3apsl, TOOTO OUTBIIT HU3BKY 130€NIeKTpUYHY TOUKY. ['11p0odoOHICT OITKY TaKOX €
BHU3HAYAJIbHUM YMHHUKOM Y TPUBAJIOCTI MepioAy HamiBposnany. I'iipodoOHi Oinku
OUIBII JOCTYIHI J0 J1i MPOTEOTI3y , TOMYy BOHH € KOPOTKOKUBYUYHMHU.

BuninaioTe nBa TUNHM TPOTEONI3y - noguuul i ooOmedcenuti. IloBHMIA
NpoTeoJi3 Wiae a0 aunenTuaiB 1 amiHokucioT. lleW mpomec Moxe OyTu
CEJICKTUBHUM 1 HecellekTuBHUM. CeseKThBHA OlJIKOBa Jerpaaallis HeoOXiaHa IS
perymsiii KIITUHHOTO LHUKIY 1 IS BUJAJICHHS TMOIIKO/DKEHUX 1 HEMOTPIOHUX
OUJIKIB, a HECEJIEKTUBHAa Oepe ydacTb B MOCTaYaHHI aMIHOKHUCIOT IJIsi CHUHTE3Y
O1JIKIB.

OOMexxeHuil mpoTeosi3 OUIKOBOI MOJIGKYJIM WHJi€ HE 10 TMOBHOTO
pO3IIEIUICHHsT O1IKOBOI MOJEKyau. [HOmI OOMEXKEeHUN MpOTEoJii3 3BOJUTHCS 0
3MIMCHEHHS €IMHOTO MPOTEOJIITUYHOTO PO3pUBY. B pe3ynbTari 1mbOro Mporecy
O1JI0K IepeXxoIUTh B HOBUU (DYHKIIIOHAJILHUM CTaH, IPU I[bOMY MOXKE 3MIHIOBaTUCS

KoHpoOpMallid MOJEKYIu 1 ii MosekyiaspHa maca. dparMeHTH, sIKI YyTBOpPEHI B
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pe3ynpTaTi OOMEXKEHOTO IMpOTeoi3y, MOXYTh Jail (yHKIIOHYyBaTH SIK
IHIUBITyaIbHI MOJIEKYJIH a00 3aJIMIIATUCS ACOIIHOBAaHUMU OJIMH 3 OJHUM. Takum
YUHOM, 31HCHIOETHCS TTOCT-TPAHCIIAIIMHUMN MPOIECHHT OUIKIB, TIepeXia OUIKIB Bij
ix mpe- 1 mpodopmu a0 3puToi MoJieKynH (Mae micie [y 06araTbox (hepMEeHTIB).
OOMeXeHHM TPOTEoJi3 MOXKE MPU3BOAUTH IO 3MIHM JIOKami3amii Oijgka
(HampuKJIaa, YTBOPEHHS PO3YMHHUX (POPM 1 BUXiJ iX B MO3aKIITUHHUN MPOCTIP B
pe3ysbTaTi MpoTeosTizy OUIKIB 3 MOBEpXHI MeMmOpaHu). BakiamBoIO CKiI1a10BOIO
00MEKEHOTO MPOTEOII3y € YTBOPEHHS nenTuaiB. Ll mentuam MoxyTh BUKOHYBaTH
pi3HI perynsaTopHi ¢GyHKIIT 1 Opatu y4actb B mpeseHrtauii 1 T-miMdonuTiB B
CKJIa/1l MOJIEKYJI T1CTOCYMICHOCTI Ha TOBEPXHI MEMOpaH Pi3HUX KJIITHH.
1.3.1. 3arajbHe ysiBJIeHHSI IPO NMO3aKJIITHHHUI MPOTEOJIi3

[To3akmiTUHHUI  TPOTEONI3 1€  MKAHUHHUL — NpOmeonis, wo  uoe
b6e3nocepeoHbo 8 eKCMpaKIiMmUHHOMY NPOCMOpPI 1 HA 308HIWHIL NOBEPXHI
kaimunuoi memoOpanu. 111 iporiecu € ny*xe BaXXJIMBUMHU B MIATPUMaHHI TOMEOCTa3y
opra”izmy Jtonuan. OCHOBHUMH TMO3aKIITHHHUMH TKAHHHHUMH TPOTEa3aMu €
poTea3u CUCTEMH 3TOpPTaHHS KpoBi, (PiOpUMHOIMIZY, KaIKpeiH-KIHIHOBOI, PEHIH-
aHT10TEH3MHOBOI CHUCTEM, MPOTEOMITUYHI (PEPMEHTH KOMIUJIEMEHTY 1 JIeSKl ITHHK-
3anexHl mnporeasu. LI depmeHTH MOXYyTh mnepeOyBaTH Oe€3MOCEPEIHBO B
MDKKJIITUHHOMY TpocTOpi abo B OIOJOrYHUX pIAMHAX, & TaKOX MOXKYTh
EKCIIPeCyBaTUCS Ha KIIITUHHIN MeMOpaHi, B TNIMOWHI TKaHWH a00 Ha KJIITHHAX, 1110
BUCTHJIAIOTH CYJMHU 200 TTOPOKHUHU OPraHiB.

OcobauBocTi Kaacugikamii NpoTeoJiTH4HUX PepMEHTIB
B OpPraHi3Mi JIOAUHH

[IpoTeomni3 3a0€3Meuy€eThCs TE€I0 POTEOJIITUUHHUX dbepMeHTiB.
[Tporeonituuni pepmeHTH, 0 OEPYTh y4acTh B PO3LICIUICHHI OUIKOBUX MOJIEKYJI
BiIHOCAThCA 10 Kkiacy rigpona3 (EC 3). Jlna mo3HadyeHHs aaHuX (EpMEHTIB
PEKOMEHJIOBAHO TEPMIH «IeNTuaa3u» abo «menTujHi rigponasu» (miakiaac EC
3.4). SIx cHUHOHIM 3alpOIIOHOBAHO BHUKOPUCTOBYBAaTH TEPMiH «mporeaza». Lli
dbepMeHTH AUIATBCA Ha JABI BEIMKI TPYNHU: €K30MENTHAA3H, 110 PO3LIEIUIIOIThH

NENTUIHUN 3B'SI30K TUIBKM MOOJIM3Y KiHLIB O11KOBOI Mojekynu (cyomiakmacu EC
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3.4.11-19), 1 emmonenTHaa3M, IO AIFOTH 3CEPEANHH TOTIMENTHIHOTO JIAHITFOXKKA
(cyomigkmacu EC 3.4.21-24 1 EC 3.4.99). HaiiGinpm po3NOBCIOKEHUN KiIac B
OpraHi3Mi JIIOJAWHU — 1€ C€HJIONEeNTHUIa3u, K1 Yy CBOI 4Yepry MNOAUISIOTHCS 3a
MEXaH13MOM Jii Ha ICTh MiAKIACIB:

o Cepunosi npomeasu (EC 3.4.21) (Hanpukiaaa: TPUIICUH, XIMOTPUIICHH,
CcyOTUTI3UH). Y KaTaJdiTUYHOMY CalTi MX (PEpPMEHTIB MPUCYTHI 3aJUIIKH CEPUHY,
MOJKJIMBA MPUCYTHICTb TICTHIMHY, a00 acrapTaTy TaKOoX.

o Hucmeinosi npomeasu (EC 3.4.22) (Hanpukianm, IanaiH, KatercuH B)
MICTSTh Yy KaTATITUYHUX CalTaxX 3aJIMIIKU ITUCTEiHY 3 -SH rpymnamu, ToMy BOHU
MOXYTh TaKOK MaTU Ha3BY Mion06l npomeasu.

o Acnapmamni  npomeaszu (EC 3.4.23) (Hampukiaa: TETNCHH, XIMO3HH)
MICTSITh Y KaTaTITHUYHUX CaliTaxX 3aJIMIIKK acTapariHoBOi KUCIOTH.

o  Memanonpomeaszu (EC 3.4.24) (manpukiaa: TEPMOJI3UH Ta 1HIN) 3a3BUYaAl
MICTATB 3a/MIIKH TIyTaMary Ta Kationn Zn>', Cu®*, Mg* y katamitidHux caiitax
X (hEpPMEHTIB.

o Tpeoninosi enoonenmuoasu (EC 3.4.25)

o Hexnacugixosani enoonenmuoazu (EC 3.4.99)

['pyna pepmeHTIB ex3onenmudasu NOAUIAETHCS Ha KUIbKA MIATPYI:

° aminonenmuoaszu (EC 3.4.11), BOHU BIIUICIUIIIOTh OJAWUH aMiHOKHUCIOTHHUUN
3aJIAIIOK B1J N-KIHI HOJIINEITHIHOIO JAHIIOTa;

o Jlunenmuoun- i mpunenmuo-nenmuoaszu (EC 3.4.14), BOHU BiIICIUTIOIOTH
aurenTua abo TpunenTusl Bia N-KIHII;

° Kapboxcunenmuodasu BIAMIETUTIOIOTh aMIHOKHUCIOTY 3 C-KiHIIS, HA OCHOBI
KaTaJITHYHOTO MEXaHi3My BOHHU AUIATHCS Ha cepunosi kapooxcunenmuoasu (EC
3.4.16), MemanokapooKcunenmuoasu (EC 3.4.17) i Yucmeinosi
kapooxcunenmuoasu (EC 3.4.18);

o Ilenmuo-ounenmuoazu (EC 3.4.15) 3m1iCHIOIOTH TiAPOJIi3 JHUIEOTHIIB C

KIiHIIS O17TKOBOT MOJICKYJIH.
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Are B opraHi3Mi JIOAUHH MPUCYTHI 1 1HIIT MOPOTEOTITHUHI (EPMEHTH, SIKI €
IyXKe cIelu(PIYHUMU 33 CTPYKTYPOIO 1 MEXaHI13MOM JIii.
IIporeosiTuuni pepMeHTH cCHCTEM 3ropTaHHS KPOBI i GidOpuHoIi3y
BaxxnuBoo (QyHKIII€I0 TO3aKIITHHHUX MPOTEOJITHUYHUX (PEPMEHTIB KPOBI €
iX ydacTb B Ipolieci 3ropTraHHs KpoBi. B ngaHuii yac cxema 3ropTaHHs KpOBi
ICTOTHO JONOBHEHA 3aBISIKUM BWIBJIEHHIO 0ararb0X JONOMIDKHUX YHWHHHUKIB.
BiacytHicTh Oyap-SKOTO 3 HUX MOXE MPHU3BECTH 0 TOPYIICHHS MPOIIECY
KoaryJysii. 37e0UIbIIOro Il YUHHUKA € TPOTEOMITUYHUMU (PepMeHTaMH -
CEpUHOBUMU IPOTEa3aMH, SKi MPUCYTHI B KPOBI B HEAKTHBHIN (opMi, y BUIIISII
npodepMeHTiB. Y mpolieci 3ropTaHHsl BOHU aKTUBYIOTh OJIMH OJTHOTO B KaCKaJIHIN
MOCIIJIOBHOCTI  peakiid HUISIXOM OOMEXeHOro mpoTeotizy. B  pesynbraTi
pyHHYBaHHS KJIITHUH €HAOTENII0 CYAMH 1 aKTUBallli TPOMOOUUTIB BUBLIBHSAIOTHCA
JHIOMpPOTEiHHy, SKi Pa3oM 3 ACSKHMH YMHHHKAMH IUIa3MH KpoBi Ta ioHamu Ca’’
YTBOPIOIOTH (DEPMEHTHUN KOMIUIEKC, IKUU 3/11MCHIOE aKTHUBAIli10 MPOTPOMOIHY.
3amexHO BIJ TOXO/DKEHHS JIMONPOTEiHIB  PO3PI3HIIOTH  IMJIA3MOBUMN
(BHYTpIIIHIN DUISIX aKTHBAIll CHCTEMH 3rOPTaHHS) 1 TKAHUHHUHN (30BHIMIHIN IIUIAX
CHUCTEMH 3TOpPTAaHHS) aKTUBATOpPH NPOTPOMOiHy (puc. 3). 30BHINIHSA cuUcTeMa
aKTUBYETHCS, KOJIM TKAaHWMHHUHN JIOnpoTein TpomoOoruiactuH (daxrop III), mo
BUJIUIAETHCS 3  TOMIKO/PKEHUX  KIITHUH, 3'eqHyeTbcss 3 (akrtopom  VII
(mpoxonBepTuH). OcTaHHIN y CBOIO YepPry B MPUCYTHOCTI 10HIB KaJIbLIIO 3aTHUN
aktuByBatu (akrop X (daktop Crroapta-Ilpayepa). I[lepmmii eranm axTuarii
BHYTPIIHBOI cHUCTeMH Tojsirae B Tomy, 1o ¢akrop XII (dpaxrop Xaremana)
BCTYTa€ B KOHTAKT 3 KOJIAr€HOM, KiHIHOT€HaMHU 1 IPOTEOJITUYHUMHU (hepMEHTaMU
(xamikpein, TpomOiH). [am iine aktuBaiis ¢akrtopiB XI (dpaxtop Pozenrans,
IUIa3MOBHM TonepeaHuk TpoMOormnacTuny) 1 IX (pakrop Kpuctmaca). @akrop XI
MICJIsg YTBOPEHHS (PEPMEHTHOI0 KOMIUIEKCY 3 TpombouuTapHuM (akropom III ta
10HAaMU KaJIbllil0 aKTUBYE HUIAXOM MpoTeonidy (aktop X. dakrtop X B 000x
CHUCTEMax 3rOpTaHHS (30BHINIHBOI 1 BHYTPIIIHKOI) € OCHOBHUM aKTHBATOPOM

npoTpoMOiHy, 3a0€3Meuyour HOro MPOLECHHT 3 IEPETBOPEHHSIM Y TPOMOIH.
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3rOpTaHHSI KpPOBI.

30BHILHIN WX

BHYTPILWHIi Wwasx 3rOPTaHHA KPOBI
3rOPTaHHS KPOBI daktop Xa / TpomGin / dakop Vlla

(akrop IXa YWKOAXEHHS CyanHK
TpombiH

CaZ| +
M daktop Vlla (Gakrop VIl TKaHWHHMI GakTop

dakropX|  DakropXla TkaHWHHWiA GakTOp  TKaHMHHMIA d)amop

aZ+
- (DaKTOD Vil
dakrop IX ®dakTop IXa
®akTop IX
®akrop VIlI
Ca @1
(axTop X Ca? CD m
OcranHi
dakrop VIlI ‘DaKTOD Xa dakTop X CNiNbHi NaHKK

Daxrop V2 KoarynsuinHoro
Ca? ®J1 Kackagy
taktop Xa Ca® N
MpoTpomGin Oakrop V Tpomﬁm (lla) mi;('(”TFp
(1)
Ca*
Di6punoren ‘DIﬁDMH Qi6puH
Oakrop Xllla
QiGpuH (3 yTBOpEHHAM ]

CITYacTOl CTPYKTYPK)

Puc. 3. BHyTpillHI¥ Ta 30BHIMIHIN IUIIXU CUCTEMHU 3TOPTaHHS KPOBI.

Po3uunennsa Kpoe'anozo 32ycmky (hiopunoniz) - 1e Takuil xe BaXKIMBUI

npoIiec, K 1 HOoro yTBOpEeHHsA. Y KpPOBI HaBITh 3a BIJCYTHOCTI TMOIIKOKEHHS
CYIUH TOCTIHHO BiOYBA€THCS MEPETBOPEHHS HEBEJIUKOI KITBKOCTI (piOpUHOTEHY B
¢10puH. Lle nmepeTBOpeHHS BPIBHOBAXKYETHCA O€3MepepBHO A1t0UnuM (iOpHUHOIIZOM.
OnuH 3 O1JIKIB TUTa3MH KPOBI - MIa3MiHOTeH (MTpodiOpHHOII3KH), SIK 1 MPOTPOMOIH,
MO’KE€ MiJ BIUIMBOM UYHWHHHUKIB TKaHUH a00 KpPOBI MEPETBOPIOBATHUCA B AKTHUBHY
dbopmy mnpoTeodiTHuHOro (QepmMeHTy - 1iasMid ((piOpUHOMI3KUH). AKTHUBAIsS

MJIa3MiHy 3a0€3Meuy€eThCsl MEXaHi3MaMu, MMOJIOHUMU JI0 THX, IO JTIIOTh y CUCTEMI

MJ1a3MiHy 0OyMOBJIEHA MOT0 CIOPITHEHICTIO /10 (hi0puHY.
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MNIASMIHOINEH

BHYmMpituHit 3o8HIwHIT
mMexaHiam MexaHiam
AKTrBaTOpU:
Pakrop Xlia, _ 3
Kanikpeit eHAoTenianbHNiA
TKAHWHHWUN
KPOB'SHUI
AKTUBaTOPU HNPKOBUIA

(ypokiHaza)
baxkTepianbHWiA
NAA3MIH (CTpenTokiHasa)

1

[ IHMIBITOPY ]

Puc. 4. KoHTpoJIb aKTUBHOCTI TIJIa3MiHY

[1na3miH BiALIEIUIIOE TENTUIU BT PiOpUHY, SKI FAIbMYIOTh 10 TPOMOIHY 1
YTBOpPEHHS HOBUX MOJeKyd (iOpuny. [1ma3mMiH po3miemitoe Takox 1HII (HakTopu
3roptaHHs KpoBi - pibpunoren, dakropu V, VII, IX, XI i XII. IIpoTeonitnuna ais
MJIa3MIHY TIOIIUPIOETHCS 1 HA MOJICKYJIM EKCTPaKJIITUHHOTO MAaTpUKCy (JIaMiHiH,
(b10pOHEKTHH, NPOTEOrNTIKAHU), TONEPETHUKIB MATPUKCHUX METAJIONpOTEiHa3,
dakTopiB pocTy. AKTHBAIlS IUIa3MIHOTEHY 3/1HCHIOETHCS 3a JOMOMOIOI0 JBOX
CEpPUHOBHUX IMMPOTEa3 - YPOKIHA3HOTO aKTUBATOpa IIa3MiHOTeHY (YpokiHaza, uPA) i
TKaHUHHOTO akTuBaropa IuiazMiHoreHy (tPA). VYpokiHaza cekpeTyeTbes sk
PO3YMHHME O170K 1 3B'sI3y€ThCsI MEMOpPaHHUM ypokiHazHuUM pernentopoM (UPAR),
CKCIIPECY€EThCs Ha pi3HUX KiiTHHAX (puc. 4). CucremMa peryoeThes iHTi0ITOpamMu
aktuBatopiB razmiHoreny (PAIl, PAI-2), a Takoxx Ha piBHI IUIa3MiHy - JIBOMa
aHTHUIUTA3MIHAMH.

KanikpeiH-KiHiHOBA | peHIH-aHTiOTEH3MHOBA CHCTEMHM JIOAMHH

Kanikpeinu — 1ie rpyma cepuHOBUX MPOTEA3, Kl ICHYIOTh B PI3HUX TKAaHUHAX
1 OlosoriuHux pinuvHax. Ha manuii yac kanmikpeiHoBi (hepMEHTH pO3JiJeH] Ha ABI
KaTteropii - TIa3MOBI 1 TKaHWHHI KaJTIKpETHW, SKI 3HAYHO BIIPI3HSIIOTHCS 32
MOJIEKYJISIPHOIO  Macolw, CyOCTpaTHOIO  CHEUM(IYHICTIO, IMYHOJIOTIYHUMU

XapaKTEPUCTUKAMU Ta 1HIIE.
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Txkanunni Kanikpeinu - 1€ TPOAYKTH €KCIIPECIil BEJIUKOTO MYJIbTUTC€HHOTO
CIMEHCTBa, IO JIOKANI3yIOThCSl B JIEKUIBKOX JIOKycax XpomocomH 19, MaroThb
3HAYHYy IMOJI0HICTh HAa TEHETMYHOMY Ta OUIKOBOMY pIiBHI, y TOMY YHCJi B
TPETUHHIN CTPYKTYpi Oinika. Kanikpein HUpOK 1 MANUTYHKOBOT 3aJ103H - JIFOJICHKHIA
kamikpein 1 (hK1) nie Ha HU3BKOMOJNEKyIsapHUM TediHkoBui KiHiHoreH (LK) 3
YTBOPEHHSAM JII3WJIOpaIMKIHIHA, TaKOX BiJoMoro sk kamiauH. OcTtaHHiM Oepe
y4acTh B KOHTPOJII KPOB'STHOTO THCKY, Y HMIATPUMaHHI €JIEKTPOJIITHOTO OalaHcy, y
MeXaHi3Mi 3amaneHss ta in. Moro cyberpatamu € neski GakTopy pocTy, TOPMOHH,
LIUTOKIHH.

Ilhazmosunt  kanikpein (ghakmop @nemuepa), eKCUPECYETbCS TUIBKH
KJIITUHAMHA TICYIHKH, PO3UICIUIIOE BHUCOKOMOJICKYJISIPHUN TEYIHKOBUN KiHIHOTEH
(HK) 3 yrBOpeHHsIM OpaaukiHiHy, 1, TAKHM YHUHOM, O€pe ydacTb B 3ropTaHHI 1
G10prHOII31 KPOB1, PETyNAlli CyAMHHOTO TOHYCY, 1 B 3amajbHUX peakiisax. Kpim
OpaauKiHiHA 3 BHCOKOMOJEKYJISIPHOTO KIHIHOT€HY YTBOPIOETHCS 3aJUIIKOBUMN
kiniHoreH (HKA), sikuit 3maTHrl MpUTrHIYYBaTH IMCTETHOBI MPOTEA3H, PIiCT CY/IUH,
npodidepaniro KIiTuH. [HimMMu cyocTparamu Kaiikpeina € pakrop sropranss XII,
ypOKiHa3a.

KamikpeiH-kiHiHOBa  cuUcTeMa  TICHO  B3Aa€MOIIOB'S{3aHAa 3  PEHIH-
aHT10TCH3WHOBOIO CHCTEMOIO KpOBi (pHc. 5).

[Mna3matnuHuii KamikpeiH 3a0e3mnedye MpOTEOsi3 TOoMepeHruKa PEeHIHY -
MPOPEHIHA 3 YTBOPEHHSIM HOT0O akTUBHOI opMuU. PeHiH — 11e acnapTaTHa npoTeasa,
sKa YTBOPIOE B HUPKAX 3 aHT10TEH3MHOTeHY aHrioTeH3uH . Auriorensun I mpu mii
aHTioTeH3uH-niepeTBopioodoro  ¢epmenty 1 (AIID-1) mepeTBOproeThCs Y
anriotensud II. Bzaemonis nmux ABOX cucteMm 3abes3leuye HOpPMajbHY pOOOTY
CEpLIEBO-CYIMHHOI CUCTEMM.

IIporeoniTu4Hi (pepMEHTH CHCTEMH KOMILIEMEHTY
Il cucrema cCKIagaeTbCsl 3 BENIMKOI KIIBKOCTI OWIKIB IUIa3MH, IO

BUPOOJISIOTHCS IEPEBAXKHO Makpodaramu 1 KIIITUHAMH TEUIHKH. [T akTHBaIis
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KAMKPEIH-KIHIHOBA CIICTEMA

TIpexamikpein

KiHiHOT ¢ HH

X (b)XTla— (HMK, BMK)
IIpopenH

AHTI0TeH3HHOTeH « KamkpeiH ——»
-

” -
Met-Lys-dpagurinin

«——PeHiH

L J
AHTiOTEH3HH 1 Lys-0pamukinin AMIHOIIETHIATH
(Farmime)
Kiminm i:

Bpamkinin
l«—- Kininaza I

des-Arg9-pagHKiHin
\ r,
« Kimiazall ———
(ATID) e v
Arg-Pro-Pro-Gly-Phe
Ser-Pro-Phe

L J
AnriotensuH 1T

] HeakTHRHI MeITHIH

ITomnentununf nanuor Met-Lys-Epagummina \

Met - Lys - Arg - Pro - Pro - Gly - Phe i‘Ser - Pro - Phe ikArg

AMIHOTTENTHAAZH Kininaza II KiniHaza I @ Ivasenka Vitaliy | 2006

38" mKH, WO poSLEUIICIOTECA BIfIOBIIHE M IeNTHAZAME

Puc. 5. B3aemonist kanikpeiH-KiHIHOBOT 1 pEHIH-aHT10T€H3UHOBOI CUCTEM.

MOYMHAETHCS MiJ JIEI0 PEYOBHH, IO YTBOPIOIOTHCS MPU IMYHHIM BIAMOBIAlI ab0
BOHM TPOIYKYIOTbCS UYKOpPiAHMMH Mikpoopranismamu. [licns  aktuBanii
BKIIIOYAETHCSI KAaCcKaJ pEaKkiliii, B SKOMY KOXXCH TIONEpPEeAHii KOMIIOHEHT
KOMIUIEMEHTY aKTHUBY€ HACTYMHHI KOMIOHEHT HUIIXOM OOMEXEHOTO MPOTEOIi3y
(puc. 6).

Jlesski aKTUBOBaHI OIIKM KOMILJIEMEHTY KOBAJIEHTHO 3B'S3YIOTHCS 3
OaKkTepisiMU, TOTYIOUH iX JUIS MOJAJIBLIOTO MOoTauHaHHS (aronuramu. OAHOYACHO
iHII1 dparMeHTH OUIKIB KOMILJIEMEHTY 3a0€3IeuyloTh 3aJlydeHHs (arouuTiB 10
MICIII aKTWBaIii KoMIieMeHTy. KiHIIeBI KOMIIOHEHTH KaCKagHOTO MEXaHI3My
BOMBaIOTh OaKTEpito, CTBOPIOIOYM IMOPHU B ii KITHHHIN MeMOpani. [lepmmii etan
aKTHBAIlIMHOTO Kackaay 3aBepiryeTbest dopmyBanHsM C3/C5 koHBepTasu,
MOB'SI3aHOT 3 KJIITUHHOK MeMOpaHoio. BiH Moxe pearnizyBaTuCs ABOMA NUISIXaMU
aKTHUBAIII] - KJIJACUYHUM 1 aJIbTepPHATUBHUM.

AxtuBatopamu KiaacuuHoro nuraxy (classical) koMrieMeHTy € KOMILIEKCH

AHTUTEH-aHTUTLIO, 5IK1, 3B'I3YIOUUCH 3 CEPUHOBOIO MpoTea3oro Clq, akTUBYIOTH ii.
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Clq sBmsie coOOr BENHWKY MOJEKYTy, IO CKIAmaeThes 3 18 mommenTumaHux

JIAHIIIOTIB - MO 6 JIAHIIOTIB TPhOX THUIIIB. Taki OUIKM Ha3UBAIOTh KOJIEKTHHAMH.

Classical MBL Altermative
jJ\M WUYJT l_>\_l>,£,l l JLJ‘ 7 l_:lTlﬁr WWTJQ TI JTlr(_Jr-jJr l)iI)\_L(l l)il)il),_lclijlyljyug i
WF‘W . geE O EPES S oo
MBL -+ W f_\o
L MASE D + B8
Ci1gre < ><>
+3
C3bBh

C3a and CsSa: i
Inflammation +CE, CF OB, C9 MLAC

Chemoattractants [ |
R XFO(’ﬁ*’]"ﬁf‘ﬁﬁmﬁﬁr‘ﬁr‘r‘r‘@i’ﬁﬁﬁf
o UL
Puc. 6. Knacuunuii, anpTepHaTUBHUNA Ta JEKTUHOBUHN IUISIXM JIi CUCTEMU

komiuiementy (D. R. Mathern, P. S. Heeger, 2015)

O2n0-00n08HeHHsT 00 PUCYHKY: KACKAO Cucmemu KOMNWIeMeHmy Modxce Oymu
iHiyitiosanu mpvoma winsxamu. (1) xiracuunuil wnax, (2) MawHo3-38'a3yH04uUll 1eKMUHOBUL
(MBL) wwnsax i (3) anomepnamusnuii winsx. Ompumani C3- Koneepmaszu moicymos nOCMIHO
posuenmoeamu C3; oOnak, nicis ix ceHepysanHs anvmepHamuenull wuiisax ymeopenus C3-
KoHeepmasu 0ominye 6 nocunentiti npooykyii C3b (zenena nemausa cmpinka y pucynxy). C3-
konsepmasu acoyiriomocs 3 C3b, ymeoproouu C5-xonsepmasu, siki poswenntoromo C5 0o Ca
+ C5b. C5b 06’conyemovcs 3 monexynamu C6, C7, C8 ma 3 10-16 monexyramu C9 ons
cmeopennsi membpano-amakyiouoeo  komniekcy (MAC), saxuii ¢hopmye nopu 6 membpani
Kaimunu 01 iHOyKysauus Kiimuuwnoeo naizucy. C3a i Chba e nomyxcnumu cueHanoHumu
Monexynamu, Axi uepe3 ceoi peyenmopu, nos'ssani 3 G-6inkom C3aR i C5aR, sionosiono,
MOJNCYMb  CHPUAMU  PO3GUMK) 3ANANEHHS, XEeMOMAKCUCY JNeUKOYUmMi6, PO3UWUPEHHIO CYOUH,
cekpeyii yumokinie, xeMoxinie ma akmueayii adanmusnozo imynimemy. 1B, ¢paxmop B; D,
¢axmop D; P, ¢axmop P; MASP (mannose-binding lectin-associated serine protease)-
cepunosa-npomeasa, KA NO8's13ana 3 Manno3-36'si3yrouum rexkmunosum (MBL) wsixom.

KoskeH 3 1iux naHIoriB mooin3y N-KiHIS Ma€ KOJIareHnoi0Hy IuisHKy (78
aMIHOKHMCIIOTHUX 3alMIIKiB), a C-KIHI[EBa YacTUHA SIBJISIE COOOIO TJIOOYJSpHY
ctpykTypy. CyOctpatrom s aii Clg-mpoTeiHasu  ciyKaTb TOMOJIUMEpPHI
monekymu Clr 1 Cls, siKi pO3MICIUIIOIOTECA HAa KOHTAKTHUN 1 KaTallTUYHHUNA
dparmeHTH.

[IpoTeoi3 CyNnpoBOIKYEThCS AaKTHUBAIIEID KaTaJTITUYHOTO (parMeHTy.

[lepmmm posmermoetsest Clr, sxuit motiMm O6epe ydacth y mpoteoinizi Cls. B
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pe3ynpTaTi Mmporteonizy mux (aktopiB 1 ix BOymoByBaHHS B Mojekyny Clq
yTBOPIOEThCS KoMmIuieke Clqrs, 110 Mae aKTUBHICTh TPUIICUHOBOI npoTeinasu. Llei
KOMILUIEKC OOYMOBIIIOE PO3IISIIJICHHS] HACTYITHUX y4acHUKIB Kackanay - C4 1 C2 Ha
Baxki (C4b 1 C2a) 1 nerki (C4a 1 C2b) ¢parmentu. Bakki KOMIIOHEHTH,
B3a€EMOJIIF0OUYM M1 CO0010, YTBOPIOIOTH OUIKOBUI KoMmILieke C2a4b, 3a HazBoro C3-
koHBepTa3a. C3-koHBepTasza neperBoproe C3 KOMIIOHEHT CUCTEMH B MOXIJIHI, 110
BOJIOAIIOTh edekTopHuMU (yHKUiAsMUA. BaxmuBum € Te, mo C3-xoHBeprasa
BiJIpa3y MPUETHYETHCS A0 OaKTEpiaJIbHOI KIIITUHU 3aB/SIKM KOBAJICHTHUM 3B'SI3KaM
3 MOBEPXHEIO KIIITUHHU.

CyThb abTepHATUBHOTO NUIAXY aKTHBAIlli CUCTEMU KOMIUIEMEHTY TIOJISATAE B
TOMY, 1110 B OpraHi3Mi 3a paxyHOK NMPUCYTHOCTI aKTUBHUX CEPUHOBHUX MPOTEIHA3
NOCTIHHO BigOyBaeThcsi (oHOBe posmierieHHs C3  KOMIOHEHTa 110 Horo
dparmentiB - C3a 1 C3b. [Ipu mnosiBi B opranizmi Oakrtepii C3b KOMIOHEHT
3IaTHUI KOBAJEHTHO 3B'A3yBaTHUCS 3 iX moBepxHero. [1oTiM BiH npueaHye HasiBHUN
B Oprani3Mi 010K 3a Ha3Bow ¢aktop B. OcranHiil B 3B'S3aHOMY BUTJIAJI CTa€
cyOcTpatoM njsi CepuHOBOI MpoTeiHasu D 1 po3miemmtoeTsess Ha (PparMeHTH,
OJIHUM 3 SIKUX € KOMIOHEHT Bb. 3aragpHuM pe3yiabTaToM € yTBOPEHHS! KOMIUIEKCY
C3b/Bb - crtpykrypHoro Ta (yHKIIOHATbHOTO ToMojora (C3-KoHBepTasu
KJIACUYHOTO IIISXY aKTUBAIlli KOMIIJIEMEHTY.

Panni eramm KiMacMYHOrO 1  aJdbTEPHATUBHOIO NUIAXIB  aKTHBAIll
KOMIUIEMEHTY 3aBEpIIYIOTHCSA, TaKMM UYHWHOM, YTBOPEHHSM OJHOTO 1 TOTO X
O11KoBOTO KOMIUIeKCy - C3-koHBepTasu, 1o posmemnoe C3 kommoreHT g0 C3a i
C3b. [lepmmuii € mpo3anajibHUM MENTHUIOM, 1[0 TPUBEPTAE J0 BOTHUILA 3alaCHHS
daromutu. Jpyruil ciayXuTh MOTY>XKHUM OICOHIHOM. Ha moBepxHi (aronuriB €
penentopu n0 C3b xommoHeHTa, MO 3a0e3neuye MOTIWHAHHSA OIICOHI30BaHUX
OakTepiil.

[Ipuennanns go C3-koHBepTa3u goAaTkoBoi mMoJiekyiu C3b nepeTBoproe ii
B C5 KoHBepTa3y, sika TaKOX 3HAXOIAUTHCS HA MOBEPXHI OakTepiaabHOI KIIITHHHU.
CS5-xonBepraza posmerioe C5 koMrnoHeHT Ha aBa (parmenta - CSa 1 C5b.

[epmmii 3 HUX € TOTYXKHUM MeiaTopoM 3ananeHHsa. CriibHO 3 C3a KOMIIOHEHTOM
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BiH CTBOPIOE YMOBH JIJIs aKTUBHOTO HAJXOJKEHHS PITMHU 1 KIIITHH KPOBI 3 CyJIUH
y micrie 3amanenssa. Tum camum C3a i C5a KOMIOHEHTH BIITPalOTh BaXKIIUBY POJIb
y PO3BUTKY 3aXHCHUX MEXaHI3MIB Yy BIJIOBIb HA HAJIXO/KCHHS MaTOTCHHHUX
MmikpoopranizmiB. KommnoneHT C5b y HeBenMKId KUIBKOCTI BIIKIAJA€ThCA Ha
MOBEepXxHI OaKTepiaJbHUX KJIITHH 1 MOTIM Oepe ydacTh B peai3allii Mi3HIX eTariB
aKTUBAIlll, COPSIMOBAaHUX Ha YTBOPEHHSI MEMOPAHO-aTaKyI0UOr0 KOMIUICKCY.

Le#t komruiekc Mae riapo}oOHy 30BHILIHIO CTOPOHY, IO JO03BOJISIE HOMY
acoIllIOBaTUCS 3 JIMIJIHUM OllmapoM MeMOpaHHu, 1 TiApOo(iIBLHUNA BHYTPIITHINA
kaHan. [lopymienHs mimigHOro OilIapy NPU3BOAUTH 1O BTPATH KIITHHHOTO
rOMEeOCTa3y, 10 MOPYLIEHHS MPOTOHHOTO TPaji€HTy, 10 MPOHUKHEHHS B KIITHHY
p13HUX (QEepMEHTIB 1 0 cMepTi OakTepii. TakuM YMHOM, aKTUBAILSl KOMILJIEMEHTY
pO3TISAA€ThCA AK KacKagHui (EepMEHTaTUBHUN TMpOLIEC, 3HAYEHHS SKOro B
Jierpaaarii aHTUTEeHIB € BUKJIFOYHO BaXKJIMBOIO.

1.3.2. BHYTPilIHbOKJIITHHHI CHCTEMHU MPOTEOJIi3y

CenexkTuBHUN BHYTPIIIHbOKIITUHHUM TPOTEONI3 - I[€ CUCTEMa KOHTPOJIO
AKOCTl (PYHKI[IOHATBHUX OIIKIB 1 MIATPUMAHHS IXHHOTO HEOOXIJTHOTO pIBHS B
KIITUHAX. Y KIITHHAX €yKapioT pO3LICIUIEHHS OUIKIB 10 aMiHOKHCIOT
3a0€31euyIoTh JIeK1JIbKa MexaHi3MiB (cxema 1).

3a J0MOMOIOK JBOX HEII30COMHMX (CTIMKHUX JO Jii aMIHOKHCIIOT)
MEXaHI3MIB MEpPEeBaXHO MIAJAIOTHCS Jerpafaiii Ti OLIKH, IO MarTh KOPOTKUN
nepiog KATTSI. OAWH 13 IUX NUIAXIB € EHEPro3ajeXKHUM 1 YyTJIWBUM A0 Mii
XIMOCTaTHHY, a 1HIIWUN — HI.

Xoua TMOCTiiiHE pyilHyBaHHA KJIITHHHUX OUIKIB MOXE€  3/aTucs
MapHOTPATHUM, II€H MPOIEC CIYKUThb IS HHU3KA BAXKIUBUX TOMEOCTATHUYHHUX
¢bynkniii. Okpemi OUIKM B siIpi Ta LUTO30J1, a TAKOX Y EHJOIUIa3MaTUYHOMY
peruxkynyMi (EP) Ta MITOXOHApisSX MAErpaayloTh 3 PpI3HUMH TEeMIIaMH, SKi
KOJIMBAIOTHCS BIJl XBWJIMH IJIs1 JESKUX PETryISTOPHUX (EPMEHTIB 10 NHIB abo
THIKHIB U1 OUJIKIB, TAKUX SIK aKTHH Ta MIO3HMH CKEJIETHUX M's131B, @00 MICSLIB A
reMoryio0iny eputporuTiB. KiTHHU MICTATH JEKidbKa MPOTEOJITUHUHUX CUCTEM

JUTSL 3MIIACHEHHSI TIPOIIeCy JAerpajarlii Ta KOMIUIEKCHUX PEeryIsSTOPHUX MEXaHI3MiB
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TUTs1 3a0€3MEeUeHHS TIOCTIMHOTO MPOTEOJITUIHOTO TIPOIIECY BUCOKOI CEIEKTHBHOCTI.
3aranoM, HMIBUAKICTH CHHTE3y Ta JAerpajamii OUIKiB B KOXKHIM KIITHHI MOBHHHA
OyTu 30aJaHCOBAHOKI CaMe€ TOMY, IO HaBITh HEBEJMKE 3HUKEHHS CHUHTE3y abo
HEBEJIMKE TIPUCKOPEHHS JeTpajarlii, SKIIo 11 MATPUMYETHCS, MOXKE TTPU3BECTH JI0
BUPAXEHOI BTPATU MAaCH OPTraHi3MOM.

VY BciX TKaHMHAX OUIBIIICTh BHYTPIMIHBOKIITUHHUX OUIKIB Jerpaaye 3a
JIOTIOMOTOI0  YOIKBITHH-3aIe)KHOTO TipoTeacomHoro nursixy (YIII). Opnak
MO3AKIITHHHI OUTKU Ta JAesKl OUTKM KJIITHH IMiIaI0ThCS €HAOIUTO3Y 1 IeTpaayoTh
y unidocomax. Ili opranenu MICTSITh JAEKUIbKa KHUCIMX TMpOTea3, HANpHUKIaA
karericuan B, H i D, a takoxx Oarato iHmmMX Tigpona3 (KoiareHasa, eiacrasa).
Jlesaxi 1UTO30JIbHI OUIKKM JCTPaayloTh Yy JI30COMax IICJS  MOTJIMHAHHS
ayTo(ariyHUMHU BaKyOJIIMH, K1 3JTUBAIOTHCA 3 JIi30COMaMU. Y OUIBLIOCTI KJIITUH
el TpoleC TMPUCKOPIOETHCS TMPU  BIJCYTHICTI 1HCYJIHY a00 He3aMIHHHX
aMIHOKHUCIIOT, a B MEYIHI[1 — MPUCKOPIOETHCS MTIOKArOHOM.

Takoxx y KIITHHaX CccaBUIB € LUTO30JbHI MPOTEOTITHYHI CHCTEMHU.
IIporeonitnunnii mpoumec Ca’'-akruBoBanmit (AT®-He3aNeKHHI) 3aCTOCOBYE
UCTETHOBI MpOTea3u, Tak 3BaHl KaimpmaiHu. LI mpoTeasu akTHBYIOTHCS MpU
KJIITUHHUX TIOLIKO/DKEHHSX, Kl CYNPOBOKYIOTHCS IMIJIBUILIEHHSIM Y ITUTO30JI1
piBaro Ca?*, ToMy BOHHM MOXYTb BifirpaBaTH BaXIMBY POJb y IOIIKOKCHHI
TKaHWHH, B MEXaHI3MaxX HEKPO3y Ta ayTOJi3y.

[Ile ogHUM BaXKJIMBUM CIMEMCTBOM IIMTO30JIbHMX MPOTEa3 € Kachasu, sKi
PO3ILEIUIIOIOTh MOJINENTUIH] JIaHIIOTH OLIKIB MDK 3aJMIIKaMU achapariHoBOi
kucioTu. LI ¢pepMeHTH € MUCTETHOBUMH TPOTEa3aMH 1 SIBISIIOTHCS KIIOUYOBUMU
YYaCHUKaMU MPOTEOI3y MPHU aronTo3l.

JlizocomHa perpazgarisi JOBTOXMBYYMX OUIKIB 3HAYHO NPUTHIYYETHCS
3HMKEHHAM Temnepatypu 10 17°C. CuibHO NPUTHIYYIOTH LIEW HIISX JAerpajariii
OUIKIB B TrenaTroluTax 10HUA Ca® i Mg2+. JlizocoMHUIT HUIAX € CTIMKAM 10 mii
aMIHOKHCIIOT 1 3abe3meuye aerpajnaiiio KOpPOTKOXKHUBY4YHMX OinkiB. J[Ba 1HIIMX,

YyTJIWBUX JO Jli aMIHOKHUCJIOT, 3a0e3MeuyroTh KaTaboJIi3M  BIIHOCHO
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JOBTOXKUBYYHX O1JIKIB, MPUYOMY OJMH 3 HUX MPUTHIYYETHCS JIeHIMHOM (Cxema 1,

Leu), iHImwii MPUTHIYY€ETHCS acmapariHoM i riaytaminoM (cxema 1, Asn, GlIn).

BHYTpIlIHBOKTI THHHUHA

L POTEOJIi3
HenizocomHuii Ni30COMHUM WNAX  le——  3HMKeHHA t° ()
N = &N

\ 4 \
Enepro3zanexuunii Enepronesane:xxuuit l. Ley () II. Asn, GIn (-) III. Crifikuii 1o

[ITAX LUIAX i1 aMiHOKHCIIOT
A A A

26S- CANP, CASP
npoteacomaf B, BK

Ximocratuu (-)

Cxema 1. Tumnu BHYTPIIIHHOKJIITUHHOTO MPOTEOI3Y.

BbK- o6inku xopomxoowcusyui;, BJ[ - o6inku 0oseoocusyui;, CANP-kanvyiti-3anesxicHi

Helimpanvhi npomeinaszu (xarvnainu); CASP — kacnazu.

[Ipu po3risaal nuTaHb Npo KIITUHHUA TPOTE0J113 BUKOPUCTOBYIOTh TEPMIHHU:
bazanvuuli npomeoniz i iHOyKosanuul npomeoJiz. bazalbHAIA MPOTEOIIi3 BKIIIOYAE
Jerpajaainilo OUIKIB, 10 BiAOYBa€Tbcs B HOPMAIbHUX (Di310JOTIYHUX YMOBaX.
[H1yKOBaHMM IPOTEOII3 CTUMYIIIOETHCS MPU 1T p13HUX (aKTOPIB HA OPTaHi3M.

JlizocoMu MpuitMarOTh ydacTh AK y Oa3aJibHOMY, TaKk 1 B 1HAYKOBaHOMY
npoteotizi. IlpunyckaroTs, 1m0 Oa3aJibHUM MPOTEOdI3 BHUMAarae CIOKWBaHHS
eHeprii. I[HAyKOoBaHMM MpPOTEOdI3 MAJMAETbCS MAli  0araThboX PeryJsaTOPHUX
¢dakTopiB. Y HOpMI1 BiH IPUTHIYCHUH.

3aragbHe ysiBJIeHHS PO ayTodarouuros
3a pmomomoror aytodaronuTo3ly CyOKIITHHHI OpTaHend 1 JUISTHKA
IIUTOTUIa3MHU BIAMEKOBYIOTHCSl BiJ IHINMUX YacCTHUH KIITHHH 1 JerpaayroTh. Ha

BIIMIHY BiJ] 1HIYKOBAHOTO, Oa3aibHUN ayTO(aronuTo3 BiJIIrPae BaXKIUBY POJIb Y
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perynsanii KITUHHUX (YHKUIA NpU 1HBOMIOIIT B OHTOTEHE31 1 MpHU KIITHHHIN
mudepenuianii. [IpunyckaroTs, 1m0 ayToharouuTo3 MpoTiKae 3 BUTpaTaMU €HEPrii.
Enepris AT® HeoOximHa s pyxy MeMmMOpaH 1 KIITHHHUX 3MiH, IO
CYNPOBOKYIOTh  ayTo(aroruTo3. AMIHOKHCIOTH (acmapariH, TJIyTaMiH,
TpuntodaH, TICTUAWH, MPOTiH, (EHUTATaHIH 1 THUPO3UH) MAKOTh PEryJISTOPHUM
BIUIUB Ha mpoTeoi3 (cxema 1). CyMmiln HUX KUCIOT HUJIKOM MPUTHIYYE T1BUIICHY
nerpagaiio Oinmky y Jjizocomax. KokHii OkpeMiil aMiHOKHCIIOTI BIACTUBUN
rabMyrouuid edekT y KoHmeHTpamisax 10 10 Mmonw/in. Jlesaxi amMiHOKHCIOTH
OPUTHIYYIOTh TOYAaTKOBHM €Tall [bOr0 UUIAXY, OCOOJMBO  BHIUISIOTHCS
TraJIbMyIO4Ol0 JII€I0 achaparii 1 [IyTamMiH (BOHM TNPUTHIYYIOTh  3JIHUTTSA
ayrodarocomMm 3 J1i30coMaMu), TOOTO TaIbMYyIOTh HAJXOJKEHHS OLIKIB 0 CAlTIB
nerpazaamii. ['eTeporeHHICTh MEPIOJIB HAMIBXKUTTA OUIKIB MPUITYCKA€E HAasBHICTD
ICHYIOUHMX MeXaHi13MiB perysiiiii. O4eBuHO, 110 BU3HAYAIBLHUM (PaKTOPOM TYT €
BJIACTUBOCTI Ta CTPYKTypa CyOCTpatiB (TOOTO OLIKIB).

[Ipu crapiHHi KJIITUH BiIOYyBa€ThCS HE TUIBKM BTpaTa ixX 37aTHOCTI [0
nposidepariii, ame ¥, HacaMmIepel, 31aTHOCTI JI0 CaMOBIJIHOBJICHHS IUISIXOM
ayrodaromutosy. Tomy ayrtodaronuro3 HalOyBa€e BaXJIUBE 3HAUYEHHSA Yy
¢dbyHkuionyBaHHI KIITHH. OCHOBHA poJib ayTodarii 3aKI0Ya€eTbCsl y MIATPUMaHH1
BHYTPIIIHBOKJIITUHHOIO TOMeocTa3y. Y 0araThOX THUINAX KIITHH aKTUBHICTb
ayTo(haroBo-J130COMHOT ~ CHUCTEMHU  3aJeXKUTh  Bil CTaHy  Xap4yBaHHS:
CIIOCTEPITa€ThCS HU3bKA AKTUBHICTH MPHU JAOCTAaTHHOMY BMICTY OLIKIB y MI€TI, 1
BHUCOKA aKTUBHICTh - TIPH HECTAUl MTPOIYKTIB XapUyBaHHS.

3arajibHe ysIBJI€HHS PO reTepoarouTo3

VYHacnijiok rerepodaroiiuTo’y B KIITHHI BiIOYBAa€ThCS PO3IICIIIICHHS
gyxopigHux OiunkiB. Ha moBepxHi miazmMatuuHoi MeMOpaHu Jirauau (4yKopiaHi
O11KM) 3B'SI3YIOTHCS 3 peIeNTOpaMu Y BU3HAUCHHUX JIUISHKAX - qoMeHax. Kommieke
JITaHay 1 pelenTopy, PyXarouuch Y3J0BXK MEMOpaHU, YTATYETHCS YCEPEIAUHY
KIIITHHU 3a JOTIOMOrol0 oOpamiieHHX sMOK. OOpamieHi SMKH - II€ OCOOIMBI
JUISHKA (JOMEHU) KJIITHHHOI MeMOpaHu, IO CIeMiali3yloThCs B 3aXOIUICHHI

qy)KOpiMHUX OUIKIB. BOHM Mar0Th mOYaTOK 0OpamiieHUM MyXHpIsiM. BBaxkaeTbcs,
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mo oOpaMyeHl TyXHUPIll yTpadarOTh CBOE TMOKPUTTS 1 3JIMBAIOTHCA 3 IHIIAMU
HEOOpaMJICHUMH BE3UKYJaMU - CHJIOIUTO3HUMH TyXUPIFIMHA, a TaKOX 3
Ji3ocoMamMu. Y pe3ysbTari 1bOro BiJIOYBAa€Thbcs OOMIH BMICTOM, a IOTIM
Jerpajaiisi TOTJIMHEHOro Marepiany rigpomituyHumMu  pepmentamu. Ilicns
Jerpaaarii MOHOMepHY (aMiHOKHUCIIOTH) BUBLJIBHSIOTHCS 3 JII30COM HUISIXOM JAUQy3ii
Kpi3b 11X MemOpany. JlochimkeHHs Tpolecy reTepodaroiuTo3y MPOBEICHO
OUIBIIIOI0 MIPOTO B TIEUIHIN 1 Makpodarax.

Takuit MexaHi3M Jerpaaariii OUIKIB CIIOCTEpITa€ThCS TaKOX Yy IIpoIeci
yTuiizanii OyAb-IKOro Kiacy JIMOMPOTEiHIB IMa3MU KpPOBI MICIs BUKOHAHHS iX
¢yHKIil, TOOTO TpaHCHOPTY JIMIJAIB 10 KIITHHHU, SKa MICTUTh PELENTOpH Ha
KJIIITUHHIA MeMOpaHi 10 MOJIEKYJI ITUX JITIOMPOTEIHIB.

Oco0,1MBOCTI HEJiI30COMHOI0 HIJISIXY POTEO0JIi3y

HemizocomHuii muisix mpoTeosizy Mae BaXIMBE 3HAYCHHS 1 BIAIrpae
creniajgbHy pojib B IHIMIAIli KaTabodi3My Takux OUIKiB, K MiodiOpuispHi. Llei
poIIecC 3AIMCHIOETHCS 3a paxyHOK KaibnaiHniB (CANP), Ca”" - 3a;mesxHIX MpOTEiHAa3
IUTO30JI0, 1[0 BIAIrparoTh poJib y 6azaapHOMY mpoTeoisi (Cxema 1).

Kamvnainu (EC 3.4.22.17) - ne cimeiicrBo Ca*'-3a1e)HUX [HUCTETHOBUX
nporea3. Tpu 4jieHu I[bOTO CIMEHCTBA B OCHOBHOMY €KCIPECYIOThCS B CKEIETHHUX
M’s3aX, @ caMe - - Ta M-KaJblaiHu 1 crnenuiyHui TUIBKU NI M SI31B KaJIbIaiH
p94 (Takox BOHW BifoMi sK Kambmaiaw-1, -2 Tta -3). I p-, 1 M-kaupmainu
CKJIaJ1atoThes 3 ABoX cyooauuuib 80 1 30 k/la BiAMOBIIHO.

Henizocomuuit msix nporeonizy 3a paxyHok CANP e eHepronesanexHuM.
Ca’*-3a71eXHuMil TPOTEOII3 3AIHCHIOETHCSA B MEMOPAHHIX KOMITAPTMEHTAX, aje He B
mszocomax. Komu BHYTpimHBOKTITHHHI KoHueHTpamii Ca’’  36iiblmyroTscs,
HEAaKTHBHI  KaJblaiHW, SK TPaBWIO, BOHU JIOKAJTi30BaHI B  ITUTO30II,
MepeMIIYIOThCS 10 KIITUHHOI MeMOpanu, 1 80-k/]a cyOOIuHUIIS TIEPETBOPIOETHCS
aytornpoteonizoM y ¢opmy 75 kJla. CANP akTuBHI B HeHTpadbHIA Ta ciabo
ayxHii 30H1 pH, BoHu OepyTh ywactb B 0OMiHI MioiOpmiIspHUX OUIKIB, Y

MEePETBOPEHHI PEIENTOPiB CTEPOITHUX TOPMOHIB, B akTuBailii MAM®D-3ayexHoi
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NpOTETHA3M MO3KY Ta €pUTPOLIUTIB, Yy Aerpajaaiii HeilpodinaMeHTiB, OUTKIB Z-TiHii
M’SI30BUX TKaHUH.

Psa uurockeneTHux O1IKIB OyJI0 3alpPOIOHOBAHO PO3IIISLAATH K CyOCTpaTu
KaJbIaiHiB, cepel sIKuX AecMiH, nuctpodiH, Goapin, mio3uH, TpornoHinu I ta T.
ByIlo [OKa3aHo, W0 KalbllacTaTHH, (isionoriunmii iHribitop kamemainis, i Ca”'-
AT®daza mia3zMaTUH4HOT MEMOpPAaHU TAKOXX PO3LISIIIIOIOTHCS 3aJIeKHUMU BiJl Ca®*
IpOTEa3aMHu.

Biosioriune 3Ha4YeHHs KaJbIaiHIB JIEMOHCTPYETHCS iX y4YacTIO Y KIJIBKOX
mpolecax, Takux SK mposidepariis KITHH, AUQEpEHIIIOBaHHS, Mirpamis KIITHH,
anonito3 Ta crapiHHsi. CANP OepyTh y4yacTb B 1HAYKOBAaHOMY IpPOTEOJi3i: Oyiu
npoBeseHl gociimkeHHs aktuBHocti CANP y wmiokapal mpu BIUIMBI  CTpec-
dakTopiB (x0J101y, HAPKO3Y, 24- 1 48-TOAMHHOTO TOJIOTYyBAHHS, IPU OOMEKEHOMY
npuiioMi k1 Ha npoTa3i 7 1 14 guiB). 3p0o0JIEHO BUCHOBOK MPO TE€, IO CTPECOBI
CTHMYJIH BeXyTh 40 mocwieHHs Ca’’- 3a1eXKHOrO MpOTEeomisy B Miokapai 3a
paxynok CANP.

3mina aktuBHOCTI Ca’’-3a1eKHHMX MpOTeas B TKAHWHAX JIOMMHH MOXE
COPHUSATH PO3BHUTKY PI3HHX TATOJOTiIH. BCTaHOBIEHO NPUYMHHO-HACIIIKOBUN
3B’SI30K MK Je(IlMTOM KaJblaiHIB Ta 3aXBOPIOBAHHSIMH, 3 M€l MPUYUHH
BU3HAYCHI TaK 3BaHi KajblaiHOMATII.

VY HOpMajbHUX yMOBaX KaJIbITATHW Pa3oM 3 IHIIMMH CHCTEMaMH, TAKUMH SK
Kacmasu, CHpHUSIOTh Jerpagamii MioQiOpuiaspHUX OUIKIB MIIIXOM BHUIIJICHHS
TOBCTHX 1 TOHKHX (1IaMEeHTIB M10puOpui, 3a06e3neuyoun cyocTpaTu K s 26S-
IpOTEacoMH, TaK 1 JUIs JI30COMaJbHUX MPOTEOMiTHUHUX (depmenTiB. Komu
KaJIbaiHU 1HT10YIOThCSA JIIKaMH a00 3a JOMOMOTrOI0 TEeHETHMYHOI MaHIMmyJIsIii,
aKTUBHICTh SK JII30COMHHMX (epMeHTiB, Tak 1 26S-mpoTeacoM, IMOBIPHO,
MOCHJTIOETHCS, HAMAraltouuch MiATPUMYBATU MBUAKICTh JeTrpajallii OuIKiB y HOpMI.

Kacnasu (anrn. Caspase; anri. Cysteine-dependent aspartate specific
protease) - cCiMEWCTBO IMHMCTEIHOBUX TPOTEa3, IO PO3IICILIIOIOTh IEIITHTHUHI
3B'A30K y MOJIMENTHIHOMY JIaHITI031 O1IKIB BUKJIIOUHO Ticis acrmaprary. Kacnasu

BIJITPalOTh BAXXJIMBY POJIb B MPOIECaX arnonTo3y, HEKPO3y 1 3anajibHUX Mpolecax.
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Kacnasu mnoauistroTh Ha 1HIMIATOpHI Ta €QEeKTOpHI. YCl Kacmas3u CIOYaTKy
BUPOOJISIIOTBCS. B HEAaKTHBHIM (opMi, 1 aKTHBYIOTbCSI B Mipy HEOOXITHOCTI
BIJICIKAHHSIM HEBEJIMKOI JIJISHKHU IMOJIMENTHIHOTO JaHIora. [HiiatopHi Kacmnasu
AKTUBYIOTHCSl CKJIAJHIIIMM YUHOM - CIEHIaJbHUMH O1IKOBUMH KOMILJIEKCAMU:
aronTocoMaMu.

Kacnaza 1 (anrm.Caspase-1, ckop. CASP1), Ttakox iHTepieikin-1
NEPETBOPIOIOYNIT  (PepMEHT - MPOTEONITUYHHM  (QEepMEeHT, €  MepluM
ineHTudikoBaHuM (HEPMEHTOM JIaHOTO CIMEHCTBa, SIBIs€ COOOK EBOJIIOIIMHO
KOHCEpBATUBHUN (EPMEHT, SIKUH LUIIXOM MPOTEO0JIi3y PO3LICIUIIOE 1HINI OUIKH,
Taki SIK MONEPETHUKN 3alalIbHUX IIUTOKIHIB - 1HTEpJeHKiHy-1 Ta iHTepiaeiKiny-
18. Kacnaza 1 € iHgykTopoMm miponTo3y (TUN MpOrpaMOBaHOiI HEKPOTHYHOI
3aruOeni KIITHHHU, TIPHU SIKOMY B pe3yJbTaTl akTuBauii kacmasu 1 BinOyBaeTbcs
MOPYIIEHHS IIJIICHOCTI TJIa3MaTUYHOI MeMOpaHu 1 IIBUJIKE BUBIJILHEHHS Ha30BHI
BMICTY KJIITHHH).

1.3.3. Yo6ikBiTHH-3aJ1€5KHUI POTEACOMHMI HVISAX MPOTEOJTi3y

[IpoTsiroM OCTaHHIX JIBOX AECATWIITh YOIKBITMH-3aJICKHUN MPOTEACOMHUMN
nuissx (YIIL) 3aiiHsAB IIeHTpajbHE MICIle B PO3YyMiHHI MEXaHI3My KOHTPOIIO
obminy OutkiB kimituau. YIIIII cknamaeTbes 3 y3ropkeHUX Aid GhEepMEHTIB, SIKI
3B'SA3YIOThH JIAHITIOKKHU TMOJINEeNTHAHOro Kodakropa yoikBiTUHY (YD) 3 Olnkamu,
mo0 BHU3HAYMTH iX JJs JAerpajgamii. Y LWTO30J1 €YyKapiOTUYHUX KIITHH
CEJICKTUBHY JIeTpajalilo OUIKIB  3AIMCHIOIOTh BEJIMKI  MYJIbTU(PEPMEHTHI
KOMIUIEKCH 3 MOJIEKYJISIpHOIO Macoro 6mu3bko 2000 k/la. Bonu mMaioth Ha3By 26S-
nporeacoMud. MimeHamMu 26S-mipoteacoM € OUIKHM, 10 MNPUIAMAOTh y4acTb Y
peryniii MetaboiizmMy, audepeHIiaiii KITHH, KOHTPOJIl KIITHHHOTO HUKIY, Y
BIANOBIAI Ha cTpec Ta 1H. MimeHsamMu 26S-poTeacoM TakKoX MOXKYTh OYyTH
nedexTHI OUIKH, 1110 YTBOPIOOTHCS MPHU MOCT-TPAHCALIMHUX YITKOKEHHSIX.

Tpu depmenTr moTpiOHI 1 3B'a3yBaHHs JaHIoriB Yb (Ha puc. 7 -UDb) 3
Oinkamu, mpusHaueHuMu misa aerpaganii. E1 (Vb -aktuBytounit gpepment) 1 E2

(Yb-Hociii a00 KOH'IOTyI0uHii 061J10K) roTy0Th ¥ b 710 KoH'toraii.
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Puc. 7. ®opmyBaHHs yOIKBITUH-3QJICKHOTO KOMITJIEKCY 3 OLITKOM, SIKAN

HaaX0auTh y 26S-miporeacomy ais aerpagaiii (Dahlmann B, 2005).

E1 BukopucroBye AT® mis renepaiii Tiojecrepa Yb, nyxke peakTHBHOL
dbopmu Yb. Ilicns aktuBamii Yb mnepeHocuThes Ha CyabPriipuiibHy TpyIy
depmenta E2. Ane ocHoBHMM depmeHToM y 1bomy mporieci € E3 (Yb-6imox
Jirasza), OCKIIbKM BiH BHU3Hauae crnenudiunuii OinkoBuii cyoctpar (Target) i
KaTaji3ye ImepeHeceHHs1 akTuBoBaHOro Yb 1o Hporo. B opranizmax ccasiiB OyB
BUSBJICHUN €nuHui, ¢GyHKIioHanbHUNA (epment El, Ha BiAMIHY BiJ BEIMKOI
kinbkocTi E2 1 E3 B ximituHax. Benuka kinbkicTh OUIKIB E2 moromMarae renepyBaTu
cneuudiky CcUCTeMH Yoikgimunea (TOOTO TMpolecy, SIKAW ONMUCAHWA BHIIE),
ockuibku crienudiuni E2 QyHKIIOHYIOTH TIpH Aerpajialiii pi3HUX TUITIB CyOCTpaTiB,
1 BOHM MOXKYTb 3'€JHyBatucs 3 pizaumu E3.

®epment E3a O6yB oguum 3 mepmmx 3 E3, ski Oynum  6i0XiMi4HO
igeHTudikoBaHi. Bin Bu3Hae Oi11K0oBI cyOcTpaTd Ha OCHOBI iX N-KIHIEBOI
aMIHOKHCJIOTH. BIJKH, fKI MOYMHAIOTHCA 3 BEJIIMKMX OCHOBHHX a00 TipodoOHHMX
aMIHOKHUCJIOTHUX 3aJIMIIKIB, OPIEHTOBaHI Ha YOIKBITMHAIIIO Ta JAErpajaliio 3a
noromoror E3a.

Vo6iksitun (YD) ckmagaetbess 3 76 aminokucnor. Moro C-kinnesa
aMIHOKHUCJIOTa — TJIUMH € JAY)K€ BaXJMBOWO g KoH'toramii Yb 3 iHmmmu
MoOJIeKylaMu Ta cyOcTtparamu. Buytpimmi  3amumku  JisuHy B Yb

BUKOPUCTOBYIOTBCA JIJII CTBOPEHHSA MOJiyOIKBITUHOBMX JIaHLIOTIB. Yb He
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CHUHTE3YEThCS Oe3mocepeHh0 SK BUTbHUNM Yb, a ckopime sk JiHIAHA
MOCIIIOBHICTh MEBHUX PUOOCOMHUX OUIKOBHX cyOomuHullb. L1 nyxe He3BUUaliHi
MONMEPEAHUKN IIBUJIKO OOpPOONSIOTHCS  JICYOIKBITUHIZYIOUMMHU  (epMEHTaMH,
YTBOPIOIOYM MOHOMEpHI MoJiekyiu Yb. BueHi miaKpecoTh, 10 1€ € OJUH 31
croco0iB, B sSkuUX Yb MBUAKO BHUPOOISETHCS B yacu il cTpec-hakTopy Ha
KIIITHHY.

Kon'torariist yOikBITHHY KOPEJIO€ 3 HACTYTHUMH KIITHHHUMU (QYHKIISIMU:

— Jerpajairis O1IKIB IPH CTPECOBUX CUTYAIIINX;

— JIerpajailis IeHaTypOBaHUX 1 MOIIKOKEHUX O1JIKiB;

— LUIbOBA JIETpajallisi peryisaTOpHUX OUIKIB: OHKOIPOTEiHW, OUIKH-
CYNpecopH, TpaHCMEMOpaHHI PEUENTOpH, MITOTHYHI LUKIIHM, OUIKH, IO
aKTUBYIOTh TPAHCKPHUIIIIIO;

— MOJYJIALS aKTUBHOCTI PELENTOPIB KJIITHHHOI IOBEPXHI;

— penapais JHK;

— TIPOIICCHHT Ta MPE3CHTAIlisl aHTUTCHIB,;

— acorriaris pudbocoM.

Kon'toramiss ¥Yb 3 ximiTuHHUME OilkaMu MoOke OyTH 3MiHEHa Oarartbma
NeyOIKBITUHI3YIOUMMHU (pepMEHTaMHU B KJIITHHAX. IMOBIpHO, BOHH ()YHKIIIOHYIOTbH
TSl IepepOoOKU MOHOMEPHUX Y b 111 BUKOPUCTAHHS B HOBUX PEaKIlisiX KOH'Foraifli
Ta JJis 3aro0iraHHs HAaKOMHMYEHHS MOJIyOIKBITUHOBUX JIAHITIOTIB, SIKI MOXYTb
KOHKYpPYBaTH 3a 3B'S3yBaHHs 3 CyOCTpaTaMu JAJisl IPOTEaCOMHUX KOMITJIEKCIB.

Yb mnoemnyerbcss 3 Oinkamu, Tpu3HAYeHUMHU Ui Aerpaparii, ATO-
3aJeXHUM TpouecoM. Jlanutor 3 m'stu mosekyn Yb, npueaHanux 1o OGLIKOBOroO
cyOcTpaTy, € ToCTaTHIM JIJIs TOTO, 00 el KoMIieke OyB ineHTudikoBanmii 26S-
npoteacomoro (puc. 8). llel ayxe BeIMKHA MyJbTHKATATITAYHUN MPOTEa3HUI
KOMIUIEKC 3abesneuye jAerpajaiito MoaudikoBaHuUX YOIKBITUHOM OUIKIB [0
KOPOTKHX TMETTHIIB.

Bussnennss Yb Ta BuBueHHs Oi0XIMIYHOTO MexaHI3My 3 eaHaHHsS Yb 3
OlkamMu-cyOcTpaTamMu 3aBepluuniiocss BpydeHHsM HoOeniBebkoi mpemii 3 xiMmii B

2004 pomi ABpamy Xepuiko, Aapony CeyanoBepy Ta IpBiny Poy3sy.
38



Ocobausocmi cknady ma mexauizmy 0ii
26S-npomeacomHux KOMNIEKCi8 8 KIiMmuHi
26S-poreacoMa MICTUTh JBa Belukux (¢parmenta: 20S-mporeacomy Ta
perynsaropHi komiuiekcu PA700 (19S kommuiekcn).

Kondopwmariis 20S-nporeacoMu Harajaye IWIIHAP TOBXKUHOW 15-17 HM 1
niametpoM 11-12 HM, 1O CKJIaJaeTbcsi 3 YOTHPHOX CKIAJIEHUX Yy CTOIKY
rernrtamepHux Kinens (puc. 8 ). LleHTpanapHa MOPOKHUHA - POTEOIIITHYHA Kamepa -
copMoBaHa JBOMa O€Ta-KIIBISAMH, OPIEHTOBAaHMMH 3a (hOPMOIO «Ir0JIOBa JO
rojgoBu». IIpoTeonmiTuHa kKamepa BiJJIUVIEHAa BiJl JBOX 3OBHIIIHIX MOPOYKHUH,
chOopMOBaHUX IHIIMMH CTOPOHAMHU OeTa-KiJIelb Ta anb(a-KUIbLSIMU, TaK 3BaHUMU
«BOPOTaMM» TOBIIMHOIO 3 HM. KaramiThuma mopokHHHA Mae 06'eM 84 HM® i
3matHa Bwmictutd 10 70 x/la ymakoBanoro Oinky. IIpoTeomiTuuHni caiftu
3HAXOMAThCA Ha N-KIHIX OeTa-CyOOJMHMIb, 10 TMPUCYTHI Yy BHYTPIIIHIX
MOPOKHUHAX IWIHIAPY. BXia cyOcTpaTy B MPOTEOJITUYHY KaMepy OOMEXYHOTh
«BopoTa» 3 nBox OokiB 20S-mpoTeacomm, siKi yTBOpeHi N-KIHIIMH aib(da-
CyOOIMHHUIIb.

Pezynamopni komnnexcu PA700 26S-iporeacoM eykapioT CKJIafaroThes 3 18
CyOOIMHHUIIL 1 MAIOTh 3/IaTHICTH:

1) BnizHaBatu Mo M (ikoBaH1 yOIKBITUHOM O1IKH;

2) mArOTOBIIOBAaTH iX JO0 Jerpajamii B NpoTeoJiTHuUHIA kamepi 20S-
nporeacoMu. [liroToBka BKJIIOYAE 3B'A3yBaHHS CyOCTpaTy, BUAAJICHHS MOJEKYII
yOIKBITUHY 1 pO3rOpPTaHHS MOJIMNENTUAHUX JIAHIIOTIB OUIKY, MEPEHECeHHs iX B
KaTaJITUYHI TIEHTPH.

PA700 (19S-komnnexc) moxcauso po3oinumu Ha 08i MyaIbMUCpPYKMYypPU.

o «0CHO8a», MO CKIIATAEThCs 3 6 ToMosoriyaux ATda3 1 Tppox HeATdazHux
cyoonunuie. «OCHOBa» BIAMOBIAA€ 3a PO3TOpTaHHS OiIKOBUX Mojekyn (il
GyHKLIS 32 MEXaHI3MOM 3BOPOTHAa 10 (YHKI[l IMIanepoHiB) Ta MPOBEIACHHS
JIAHITIOTIB O1IKY y mpoTeoniTuyHi caiitu 20S-iporeacomu. g dynkiis motpedye

eneprii AT®;
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. «KpUWKay peryasTOPHOTO KOMITIEKCY He MicTUTh ATd-a3Ho# aKTHBHOCTI,

ajie 3/1aTHa BII3HAaBaTU MOAU(]IKOBaH1 YOIKBITHHOM OLITKH.

205

ATdazn

Ocnona =

195 HeATdazn

Eprmea

Puc. 8. Ctpykrypa 26S-nmporeacomu eykapiotnusoi kiaituau. (Dahlmann, 2005)

Ha panwmit yac 3aBOSKM €KCIIEPUMEHTAIBHUM JOCTIIKCHHSIM BU3HAYEHO
I’STh TMENTHIA3HUX akTUBHOCTeW 26S-mporeacom. Ilepmi Tpu — 118
TPUIICHHONOIOHa (0OyMOBIIeHa akTWBHICTIO [2 Ta P21 CyOOIUHHUIIMHE),
xiMoTpuricuHonoaiona (obymomnena [5-, PSi- Ta Pli-cyOoaunuisamu) Ta
KacmasonojioHa (MoCT-riIyTaMiIriiponaa3Ha) akTuBHOCTI. OcTaHH1 JIB1 aKTUBHOCTI
3a0€3MeuyloTh  PO3MICTUICHHS  TMENTUIHMX 3B’S3KIB MK  HEWTpaIbHUMHU
aMIHOKHUCJIOTaMM Ta TMICIAs AaMIHOKHMCIOTHHUX 3aJMIIKIB 3  PO3rally’)KeHUM
paNKaIoM.

26S-mipoTeacoMa TMEpPETBOPIOE TMOMIMENTHAHI JAHITIOTH 01Ky Ha KOPOTKI
nentuau. [lentuau, siki BUBUIBHSIIOTHCS MPOTEACOMOIO, ICHYIOTh B KIIITHHI JIUIIIE
IPOTATOM CEKYH/I, TOMY III0 BOHHU IIBUIKO PO3MICTUTIOIOTHCS A0 aMiHOKHCIOT TpU

i1 IATO30JIbHUX €HIONENTHIA3 Ta aMIHOIIEIITH/IA3.
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Jlerpanaris OL7IKIB € HE3BOPOTHUM MpOIecOM. PyifHyBaHHSA MOJEKYIH OLIKY
MOK€ TPHU3BECTU JI0 MOBHOTO, MIBUIKOTO Ta CTIMKOTO MPUITMHEHHS TPOIECYy, B
SAKOMY MPUMMAaE ydacThb Iel 010K, a TaKOXK J0 3MIHM XIMIYHOTO CKJIaay KJIITHUHH.
MBunka perpanmamis OeAKUX cHenu(iuHUX OULIKIB € CKJIaJ0BOI0 YacCTHHOIO
MpoIIeCy aanTallii opraHiamy 10 HOBUX (h1310JIOTIYHUX YMOB.

Cnig 3a3HauYMTH, IO aKTUBHUN calT 26S-mpoTeacoMu He 3abe3nedye
IPOTEOJI3 MOCIIJOBHOCTEH MONIrIyTaMiHiB. TOMY, MOXJIHMBO, MOJITTyTaMiHU
MOTaHO JIETPAAyIOTh 1 HAKONMUYYKOTHCS SK TOKCHYHI, BHYTPIIIHbOKIITHHHI
BKIFOUeHHS. [leil BUHATOK, MaOyTh, Ma€ Ba)XJIMBE 3HAUCHHS B MATOTCHE31 MEBHHUX
HEHpOJIereHEPaTUBHUX 3aXBOPIOBaHb (HAMPUKIIAI, XBOpoOU ["aHTIHTTOHA).

AKTUBHI AUISHKM 26S-MpOT€acoOMH PO3IICIUIIOIOTh TENTHUIHI 3B'SI3KH 32
JIOTIOMOTOI0 YHIKAJIbHOTO MEXaHI3MYy, SIKHi BUBYAETHCA B €KCIIEPUMEHTI 3aBISKU
CHHTE30BaHUM BHCOKO CIIEIIM(pIYHUM 1HT101TOpaM.

i iari6itopu (manpukiaa, MG132, nakTanucTHH, €MOKCUMIIIMH) IIUPOKO
BUKOPUCTOBYIOTh SIK 1HCTPYMEHTH JOCIIPKCHHS, 11€ JIONMIOMOTa€ BYCHUM BHSIBUTH

0araTo KI0YOBHX (QYHKIIIH YOIKBITHH-3aJIeXKHOTO ITpoTeacoMuoro nuiaxy (YIIIL).

Yoixeimun-3anesrcnuti npomeacomMuuti WiisAx pe2ynioe mpancKpunyiro

Kon'torariist TpaHCKpUNIIHHUX (PaKTOpPIiB MOJIMENTUAHOI TPUPOAH 3
yOIKBITUHOM BIUIMBA€ Ha TPAHCKPHIILIIO 3a pI3HUMU MexaHi3Mamu. barato
TPaAHCKPUMNIIHHUX (aKTOPIB MOJIU(DIKYIOTHCS YOIKBITHHOM 1 IETPAAYIOTh MiJ] JT1€10
npoTeacoM. YOIKBITHHAIlSl Ta MPOTEOJ3 aKTHBATOPIB TPAHCKPHUMIIT TaKOX
MOXXYTh CTUMYJIIOBATH TPAHCKPUIIINAHY aKTHBHICTh INUISIXOM BHUJAJICHHS
"BUTpayeHuX" aKTUBATOPIB Ta BKIIOUEHHS MPOMOTOPHUX MOCHIJIOBHOCTEH [IJIst
noJajibIIuX payHAiB TpaHckpumiii. KpiM 11p0ro, GakTtopu TpaHCKpPHUIILII MOXKYTb
peryJroBaTucs 3MiHaMu B ix posrtamryBaHHi. Hampukian, NF-xB (mpo3amanbauit
aKTUBATOP TPAHCKPHUIIi) 30epiraeTbcsi 3a MeXamMHu sapa 3a JONOMOTroK HOTo
B3aemonii 3 Outkom IkB. Jlerpamamisi IkB cmpanboBye BHAcCHigoK HOTO
dbochopumoBanHs, 10 00yMOBIIOE HOro posmizHaBaHHS (pepmentoM E3, sxuii

BUKOPUCTOBYEThCS I [-TpaHcaynuH-aHanoreMmicHoro Oinky (B-TRCP). IkB
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MOAu(QiKy€eThCs YOIKBITMHHOM, IIBHAKO Jerpanaye, 1 3BimbHeHuid NF-xB
nepeMintyeTses 10 snapa. Llelt Kpok € KpUTUYHUM TMPU MPUCKOPEHHI 3amaibHOI

peakiii B KJIITHHI.

Mexanizm KOHMPOAIO AKOCMI CUHME308AHUX OLIKIB 31 3ACMOCYBAHHAM VOIKGIMUH-
3A/1€HCHO20 NPOMEACOMHO20 ULIAXY

VIIII BubipkoBO ycyBa€e HEHOpPMaJdbHO c(opMOBaHI abO MOIIKOMKEHI
O1KM, K1 YTBOPWJIMCS Yepe3 MyTallli IeHiB, CHHTCTUYHI TOMUJIKA abo mpu
MONIKO/DKEHHI paguKalaMi KHUCHIO YW JeHaTypaiii (0COOJMBO TIPH BHUCOKHX
TEMIIEpaTypax).

IIpyu mykoBicumMmo3i MyTaHTHa QopMa TpaHCMEMOpaHHOro  OUIKYy
perynstopa  TpancMeMOpaHHOi — mpoBigHocTi  (amrm.-  Cystic  Fibrosis
Transmembrane conductance Regulator, CFTR) ceiekTHBHO Ierpaay€eThes i TOMY
HE MOXE JO0CsAraTd TOBEpPXHI KIITHHHOI MeMOpaHu. OCKUIBKM MeEXaHi3MHU
KOH'foramii Ta JAecTpykuii 3 yOIKBITHHOM € UUTOIUIa3MATUYHUMH, PYyWHYBaHHS
CFTR nemonctpye, mo YIIII 3HMKy€e KOHIIEHTpAIIil0 HEPABUILHO CHOPMOBAHHUX

ab0 cekpeToBaHUX OLIKIB.

Cmumynvoganuil YOIKGIMUH-3ANeHCHUL NPOMEACOMHUL ULTISX
€ 0dicepenom BiNIbHUX AMIHOKUCIOM

IIpu cranax 3 HeaJeKBaTHUM MPUUOMOM OLIKIB, ab0 MpH CTaHaX, SKI
CYNPOBO/IKYIOTBCSI  3aTalIbHOI0 CTUMYJISIIEI0 KaTa0OMIYHUX MUISXIB  PO3Maj
KIITUHHUX OUIKIB (0COOMMBO B CKEJIETHUX M'si3ax) 30UIBIIYEThCA, 1100
3a0€3MeUYUTH OpraHi3M BUIBHUMHU aMIHOKHCIIOTaAMH, $IKI BUKOPUCTOBYIOTHCS Y
TJIFOKOHEOTEHEe31, B CHHTE31 HOBUX O1JIKIB 1 SIK JPKEpesa eHeprii.

AKTHUBAIliS ILOTO MPOIIECY MPHU TOJ0yBaHH1 a00 IIPHU 3aXBOPIOBAHHIX MOXKE
npu3BecTd A0 aTpodii M's31B. OCKUIBKM IIBHJKICTE OOMiIHY OLIKIB y KIITHHAaX
nyxke Bucoka (Bix 3,5 mo 4,5 r Oinka/kr Ha 700y), HaBITh HEBEIHKE 301IBIICHHS

MPOTEONI3y 3 YacOM NPHU3BOAUTH O TMOMITHOTO BHCHA)KEHHSI BMICTY OUIKY Yy
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TkaHuHi. Ciia 3a3HauYMTH, MO OLIbIIA YacTHHA O1IKIB M'S31B MPH MAaTOJOTIYHUX

CTaHax JIETPaIye 3a JOMOMOTOO IporpamoBanoi aktusaiii YIIII.

Yoixeimun-3anexcnuit npomeacomHull Wisnx i iMyHHA cucmema

[TocriifHe poO3IICTUICHHS  BHYTPIMIHBOKIITUHHUX  OUIKIB, SIKE MOXKE
BUHUKHYTHU TiJ] 4yac BIpycHOi a0o OakTepianbHOI 1H(EKIli ab0 y XBOpUX paKoMm,
J03BOJIIE IMYHHIA CHCTeM1 €KpaHyBaTH HENPHUPOAHI OIKM B KIITHHAX.
HesBaxaroun Ha Te, 110 OUIBINICTh MENTHUIB, IO MPOIYKYIOTHCS MPOTEACOMOIO
mijJ 9yac pyWHyBaHHS BHYTPIIIHBOKIITHHHUX OLJIKIB, IIBUJIKO MEPETBOPIOIOTHCS 10
BUTBHUX AaMIHOKHUCJIOT, JCSKI YHUKAIOTh M€l 0l 1 TPaHCHOPTYIOThCS B
enoruiazMatuuauil petukyiaym (EP). ¥V EP BoHM 3B'A3yl0TbCS 3 MOJIEKyJIaMu
kiacy | MHC 1 TpaHcnopTyroThCsi Ha MOBEPXHIO KIITUHHOI MeMOpaHW st
BUSBIICHHS! TUTOTOKCHYHMMH CD8+ -mimdonuramu. SIKIIO i TENTHINA TOXOAAThH

B1JI BIpYCIB, TaKa KJIITHHA € MIIICHHIO JJIS IIMTOTOKCUYHUX T-1iMOLIUTIB.

1.3.4. llpuxkaaau oOMeKeHOT0 MPOTE0J1i3y B OpraHizmMi J10auHU

OOMexeHul MPOTEOJIi3 TOJIATAE B CHIEIU(IYHOMY PO3IIETUICHHI OJJHOTO a00
JEKUTbKOX TMEeNTHIHUX 3B'SI3KIB B MOJIEKYJI1 OlJIKa, 10 MPU3BOJIUTH 10 YTBOPEHHSI
010JIOT1YHO aKTHMBHUX MPOJYKTIB a00 3MIHIOE BJIACTMBOCTI OCTaHHIX. Ha BiaMiHy
BiJl TIOBHOTO MPOTEOII3y, IPHU SKOMY TIAPOIII3 MOJEKYIH OlKa 0 aMiHOKHCIOT
3MIMCHIOETBCS 0€3/Muul0 MNpoTeiHa3 3 PI3HOK CHENU(IYHICTIO 0 OKPEeMHX
NENTUAHUX 3B'SI3KiB, OOMEXKEHUU TMPOTEOJI3 3a0e3MeUyeThCsl MaIUM YHCIOM
[IpoTEeIHa3.

OOMeXeHHI TIPOTEOJIi3 - OCHOBAa aKTHUBAIlll MPO(EepMEHTIB 1 YTBOPEHHS 3
HEAKTHUBHUX TOIMEPEIHUKIB O10JIOTIYHO AKTUBHUX OUIKIB Ta TMENTHUAIB, Y TOMY
qyucii, GepMeHTIB, TOPMOHIB, aKTOPIB POCTY 1 6ararboX 1HIIUX CIOIYK.

[le#i Tum mpoTEOi3y MPaKTUYHO KOHTPOJIOE XapakTep MeTabomiuHuX
nporeciB 1 Mmopdorenes kimiTuH. OOMEXKEHHIA TPOTEONI3 3aTydeHUN y TpOoIecH

IMyHHOI BIAMOBII, amoNTO3y, MIKKIITHHHOI B3a€EMOJII, B MIrpaio KIITHH 1
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MOJIEJIIOBAaHHS TKaHWH, y PETYJIIII0 apTepiaJbHOTO TUCKY 1 MOTOPUKHU IIUTYHKOBO-
KHIIIKOBOTO TPAKTY.

[Iponiecunr Oionoriuno aktuBHMX nentuaie B IIHC 3abe3meuye
HEHPOMOYIATOPHI (DYHKIT, B3a€MOMII0 3 HEUPOMETIATOPHUMHU CHCTEMaMH 1
BHU3HAauya€e OaraTo MOBEAIHKOBUX PEAKIlIA 1 CCHCOPHUX MPOIIECIB.

OOMeXeHHI MPOTEe0J3 BUKIMKAE HE TUIBKU YTBOPEHHS, a W 1HAKTUBAIIIIO,
Moaudikamito Oi0JOTIYHO AaKTUBHUX OUIKIB Ta TENTHIIB, 1, TaKUM YHHOM,
3M1MCHIOE KOHTPOJIb KOHIIEHTpAIlli OCHOBHHMX O10pETYJISTOPIB B OpraHi3mi.

VY pe3ynbTaTi OOMEXKEHOTO MPOTEOdI3y MOXKJIMBA 3MiHA aTOCTEPUUHUX
BiactuBocteit ¢pepmentiB. Hanpuknan. mia gpykroszo-1,6-6icocdarazu neuinku
npu oOMeXXeHOMY MPOTeodi3i kaTtericuHoM Bl Oyio BUSIBIEHO yTBOPEHHS HOBOI
dopmu depmeHty, sika Bipi3Hsuiaca Bin HaTHUBHOI popmu ontumymom pH Ta
Yy TIUBICTIO JI0 aJJOCTEPUYHOTO 1HT161TOpY AMD.

ITlin BmnuBoM karencuHy Bl BinOyBaeTbcsi 1HAKTHBAIlA TIIOKOKIHA3M,
albJI0J1a31 1 MipyBaTKiHA3M, 1HINI OLIKKU-(EPMEHTH MPH OMY HE 3MIHIOIOTH CBOET
akTUBHOCTI. JleWkomuTapHa enacra3a I1HAKTUBYE IIUPOKHM CIEKTp OUIKIB:
nakrataeriaporenasy (JIIAI'), kpearundocdoxinazy (KDOK), yci dakropu cucremu
3ropTaHHs KpoBi, (1OpHUHOIIZY, KOMIUIEMEHTY 1 KIHIHOT€HE3Y.

AHrioTeH3uH neperBoprorounii pepmeHnt (AIID) e npuknagoMm mporeiHasu,
sAKa OJIHOYAaCHO B IUIa3Mi KpOB1 Ja€ yTBOpEHHs ropMoHy anriotensuny Il Ta
iHakTUBYE OpanukiHiH. [{i 7Ba 0G10JIOTIYHO AKTUBHUX MENTHAM PI3HOCIPSIMOBAHO
BILUIMBAIOTh HA TOHYC KPOBOHOCHUX CY/IHH.

OcTaHHi POKH O3HAMEHYBAJHUCS BIAKPUTTAM HOBHX (PYHKIIH MpoTeiHa3.
BcTranoBneHo kir04oBYy (YHKIIIIO YPOKiHA3U (aKTUBATOP IJIa3MIHOTE€HY) B MIrpartii
KJIITUH, B TOMY YHCII1 1 CTOBOYpOBHUX, Ta B PEMOICIIOBAHHI TKAHUH.

Crnig 3a3HaYuTH, IO MPOTEIHA3U MAIOTh MOKJIHMBICTH KOHTPOJIOBATH Iit0
TOPMOHIB Ha KJIITUHY-MIIIIEHb Yepe3 iX BIUIMB Ha PELeNTOPU 10 TOPMOHIB.

Peneniropu, ski  akTuBYIOThCS TpoTeazamu (aHri.  Protease-activated
receptors, PARS) - kimac TpaHCMEMOpaHHUX PEILENTOPIB, IO BIJHOCHUTHCSA JI0

cimericTBa pernenTopiB, 3'enHannx 3 G-Oinkamu. BimMiHHOIO OCOONUBICTIO TaHOT
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TPyHH PELEnToOpiB € YHIKAJbHUN MEXaHI3M aKTHBAIlll, MpU SKOMY BiOyBaeTbCs
OOMEXEHHMI TMPOTEOJi3 TMO3AKIITUHHOTO KIHISA pEelenTopa 3 YTBOPEHHSIM
npuB'si3aHoro jgiragaa. Icaye 4 tunu penenrtopis: PAR-1, PAR-2, PAR-3 i PAR-4.
Bci BoHM mupoko mpencraBieHi B opraHismi. CHHTE3YIOThCS Il PeLenTopu
TPOMOOIIMTAMHU, KIITHHAMHU IMYHHOI CUCTEMH, KIIITHHAMHU CIITENiI0, CHIOTENII0,
Miouutamu, (idpobractamu, HeWpoHamu, acTpouutamu. Perenrtopu, 1110
aKTUBYIOTBCSl MpOTea3aMH, OEpyTh ydacTb B PETyJslli reMocTa3y Ta MHpOIECIB
3armaneHHsl.

[TokazaHo ydacTe Kacma3 1 KajblaiHy y amomTo31 1 Peryismii 1HIINX
IPOLECIB B KIITHHI. Y KIITHMHAX CCABI[B BUABIIEHI MPOTEIHA3M, 10 CTUMYJIIOIOThH
yTBOpeHHs (paKTOpiB POCTy OakTepiii 1 BIPYCiB, 1 TUM CaMUM CHPUSIOThH
nomupeHHo iHQekuil. Hanpuknag, eaunuii 61710k  Bipycy iMyHOAEIUTY
JIOAVHM, SKAW TpeAcTaBiisie COoO0K TMOMEpEeHUK acmapTaTHOI MpoTeiHasw,
aKTUBYETHCS CEPUHOBOIO MpOTeiHa30t0 T-1iMpONUTIB y MpOTEiHA3Y, 10 BUKOHYE
(GyHKIIiF0 pOoCcTOBOTO (haKTOPYy.

VY IUTYHKOBO-KHIIIKOBOMY TPakTi B pe3yJibTaTi OOMEXKEHOro MpOTEeoi3y 13
3UMOT€HIB: TENCUHOTEHIB, TPUICHHOIEHIB, XIMOTPUIICMHOTEHIB 1 IHIIMX
npodepMEHTIB  YTBOPIOIOTHCS ~ aKTHBHI  TIApOjia3u - TIETICHH, TPHUIICHH,
XIMOTPHIICHH 1 1HII. Y Takiid aKTHBAallli MatOTh MICIIE JIBa MPOIECH: ayTOKaTai3 i
reTeporeHHuil mpoteonis. IlpuknamoMm mepmoro mMoxke OyTH CaMOaKTHBAIlS B
ONTUMAJIbHUX YyMOBax TMENCHHOICHIB 1 TPHUIICHHOIEHIB, IPYroro - axKTUBaIlis
TPUIICUHOM XIMOTPHUIICHHOT€HIB, IpOEeJacTasH, docdominazu A2,
npokapookcurnentuaas A i B.

Daxmopu KOHMPOIIO 0OMEIHCEH020 NPOMEOTI3Y

B opranHiaMi iCHYIOTb MOTYXHI CHCTEMH IHTIOITOPIB MPOTEONITUYHUX
dbepMeHTIB, 10 3a0€3MeuyroTh AHTUIIPOTEONITUUHMM 3axuct opraHizmy. Cepen
HUX BIJIOMI TMOJiBaJIeHTHUHN 1HTIOITOp (anbda-2-MakporiaoOyiH), mnpoTeiHaza
anb(a-1-aHTUTPUIICHH 1 BHYTPIIIHBOKJIITUHHI 1HT101TOpU pOTETHA3.

Y  BumMX  oOpraHi3MiB  OUIbIlIa  YacTUHA  BHYTPIMIHHOKIITHHHHUX

IPOTEONITUYHUX (PEPMEHTIB 3HAXOAUTHCA y JI130cOMax, 1 TOMy BIAOKpEMJIEHA BiJ
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OCHOBHOI Macu O17KiB. BHYTpIITHBOKIITUHHUIN po3Mnaja OUTKIB MPOTIKAE TOJIOBHUM
YMHOM SIK B LWTOMJIA3Ml TpU [1i yOIKBITUH-3aJ€KHOTO MPOTEONi3y, TaK 1
BcepenuHi Ji3ocoM. Ilpum meBHUX (i310JIOTIYHUX 1 TATOJIOTIYHUX CTaHaX
MOJKJIMBUHM BHX1J J130COMaNbHUX ()EPMEHTIB y LUTOIIA3My 1 B MDKKJIITHHHI
npoctopu. I[lpukmamoM 1HOTO MOXKE CIYKATH BHUBUIBHEHHS KOJIar€Ha3W 1
KaTENCHHIB MpU 1HBOJIOIIT MaTku, mosia katencuHiB C, B1 1 B2, emacrasu B
UTOIJIa3Ml TIPU PO3BUTKY 3amajeHHi. MOXJIHMBICTh BUXOAY J130COMaJIbHHUX
(GbepMEeHTIB y IMTOIIa3MYy MOKE KOPEJIIOBATH 3 BMICTOM B KJIITHHI MEPOKCHUIB Ta
BITbHUX paJuKamiB, BiTamMiHiB A Ta E (posrismaerscs mpu ix npedimwmri), 3

KOHIIEHTPAIIEI0 UKIIYHUX HYKJICOTHUIIB, 3 BIUTUBOM Py TOPMOHIB Ha KIIITUHY.

1.3.5. 3na4yeHHsI NPOTEOJIi3y AJsl OPraHi3My JIIOJIMHH B WiJT0OMYy

1. Cucremu mpoTeonizy OepyTh y4acTh y MPOIECi OHOBIEHHS CTPYKTYPHHX
KIITUHHUX OUIKIB (O1IKM MeMOpaH opraHes, Iia3MoJjeMu, siaepHl OiIKu, OLIKH-
TyOyIliHN).

2. llpouec mnporeonizy akTUBHO Oepe ydyacTb B I1HAKTUBAIlli pI3HUX
Oionoriuno aktuBHHX cnoinyk (BAC): ropMmoniB, HelpomenTHAIB Ta IHIIMX
peryJsITOpHUX O1IKIB.

3. [IpoTteoniTnyni hepMEeHTH NMPUUMAIOTh Y4acTh 1 B 3BOPOTHOMY IMPOIIECi -
yrBOpeHH] feskux BAC nuisixom BiAILIEIUIEHHS BiJ HEAKTUBHOTO MOJIMENTHIHOTO
JIAHITFOTa HEBEJIMKOI TIISTHKY.

4. YV Xxoal mpoTeonidy PpyHHYIOTbCS YIIKOJDKEHI, MYTaHTHI OLIKH, IO
BUHUKJIU B pe3y/bTaTi MOMUJIOK TPAHCKpUIILIi, TpaHcsmii, perutikaiii JHK.

5. Tlporeomni3 Bifirpae aKTUBHY POJb y PETYJslii BHYTPITHBOKJIITUHHOTO
MeTaboJ1i3My 3a paxXyHOK KOHTPOJIIO TIPOIIECIB CUHTE3Y 1 PO3IIEIUICHHS KIIITHHHHUX
dhepMeHTIB.

6. IlporeomiTuHi (epMEeHTH TPUIAMAIOTh OE3MOCEepPEeHI0 YYacTh Y
paHeBOMY IMIPOIIeCi, BUIAJSAIOUN JCHATYpPOBaHI OUTKM 1 HEKPOTH30BaHI TKAHWHU

IUISIXOM reTepodarouTosy.
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2. BIOCUHTE3 BUIKIB

VY pe3ynbTaTi BUBUEHHS LILOTO PO3JALTYy MalOTh OyTH peani3oBaHl HACTYIIHI

UL

MOTJMONTH 3HAHHS TPO METa0OJII3M KIITUH MIISXOM peajizaimii CraakoBOi
iH(dopMalrii B miporieci 6iocuHTe3y OlIKa,

MPOJOBXHUTH (DOPMYBaHHS 3HAHb MPO 30epiraHHs iHGopMaIlii PO CTPYKTYPY
oinkiB B JIHK Ta ii peanizarmii,

O3HAOMHUTHUCH, 3 TIIOHSATTIM T€HETUYHUA KOO 1 OCHOBHUMHU HOrO
BJIACTUBOCTSIMU;

1HTEprpeTyBaTh (PyHKIII KOMIIOHEHTIB OULIOKCHHTE3YyI04YOi CHCTEMH 1 3MICT
eTariB 010CUHTE3y O1/IKa;

IHTEpIIpeTyBaTH 1HPOpMAIIit0 PO O10CHMHTE3 OUIKa AJIs MOSICHEHHS ajanTarii
OpraHi3mMy 10 yMOB HAaBKOJIUIIIHBOTO CEPEIOBHUIILIA,;

3aCTOCOBYBATH 3HAHHS PO MOJEKYJISAPHI MEXaHI3MH pPEeryJssiii CUHTe3y Ollka
Ha puOOCoMax i PO3yMIHHS MEXaHI3MY JIii TaKMX BOKJIUBUX B Teparii rpyn
PEYOBHH SIK aHTUO10THKH, THTEPPEPOHU Ta TOPMOHH.

biocunres Oinka — 11e 6araTocTamiifHUI TIPOIIEC YTBOPEHHS Ta JTO3PiBaHHS

OUIKIB $IK (PYHKIIOHAJIBHO CIPOMOXHHUX MOJEKyd. Ko KiIiTHHA MNOTpedye

IIEBHOTO OlIKa, SKOr0 HEMaE€ Ha JaHWMi MOMEHT B Hii, a00 HOro KIJbKICTb

HEJOCTaTHSI, TO, Y TI100aJIbHOMY CEHC1, BiIOYBaIOThCS Taki MOJIIi:

HAJXOOUTh 330BHI a00 TEHEPYETbCS BHYTPIIHBOKIITUHHO CHUTHAJ, SKUN
npsamye B sapo o JAHK, sika 30epirae iHdopmariito mpo CTpyKTypy daHOTO
HE0OX1THOTO O1JIKa, CTBOPIOIOTHCS YMOBH JIJISI 1HIIIAIT TPAHCKPHIIIIIT;

K pe3yabTaT - yTBoproeThcss MPHK, sika B momaneinomy Oyne BUKOpUCTaHA B
CHUHTE31 MOIIENTHIHOTO JIAHIOTa 3 OKPEMHUX aMiHOKHCIIOT;,

3MIMCHIOETBCS CKJIQJIaHHs, XiMiyHA MOAMQIKalis MOJIMENTHIHOTO JaHIIoTa,
CIIOJIYYCHHS 3 TPOCTETUYHUMH TpyHaMH, JOCTaBKa JI0 MICIS BUKOPUCTaHHS
TAaHOTO OLJIKA.

[ nmumie micng UMX MO MOKHA TOBOPUTH MPO T€, IO CUHTE3 OLIKA, SKOTO

notpedye KIIiTHHA, BIIOYBCS.
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Otxe, OiocuHTE3 OlIKa CKIIAHAETHCS 3 IBOX CTAIN:

- TPAHCKPHUIILIA - CUHTE3 MOJIHYKJICOTHIHOTo JaHirora Marpuunoi PHK
(MPHK) na matpumi JIHK 1 nmogansimmii mocTpaHCKpUIIIHHUN MPOIECUHT;

- TpaHCJSIIS - CHHTE3 MOoJinenTuaHoro jaHiora Ha matpumi MPHK Ha
pubocomax 1 MoJaJbIIUKM MOCTTPAHCIALIIMHUN MPOIECHHT.

Te, 110 CTOCY€EThCS TPAHCKPHIILIT - BC1 JIeTall I[bOTO MPOIECY € MPEAMETOM
po3rasiny Temu «bIOCHMHTE3 HYKJIETHOBUX KHUCIOT». PosrisHemMo MexaHi3m
TPaHCJIALII, SIK IPYTy CTajio 010CHHTE3Y O1IKa.

OmHuM 13 HaWOILIBIIMX JOCSITHEHHh O10JIOTIYHOI XiMiii Ta il HOBITHBOTO
poO3alTy, IO BIJOKPEMHBCS B OKpeMy HayKy - MOJIEKYJSIpHY O10JIOTiIO0, €
po3mu@poBKa MeXaHi3MIB CHHTE3y MOJIEKYJ O1JIKIB, IO MICTSTh COTHI, a 1HOI 1
TUCSYl 3QJIMIIKIB aMIHOKUCIOT. Byno 3po3ymino, 110 MeXaHI3M CHHTE3y Mae
MICTUTA BHUCOKOTOYHY KOAYIOUY CHCTEMY, SKa aBTOMATHUYHO Mporpamye
BKJTFOUEHHST KO’KHOTO aMiHOKHCJIOTHOTO 3JIMIIKY B TIEBHE MICII€ MOJIMENTHIHOTO
nanmiora.  Kopgyroua cuctema BH3HAua€ MEPBUHHY  CTPYKTYpy, TOOTO
MOCJIIJIOBHICTh aMIHOKHUCIOTHUX 3aJUIIKIB Y TOJINENTH/ I, @ BTOPUHHA 1 TPETUHHA
CTPYKTYpH O1JIKOBOT MOJIEKYJIM BU3HAYAIOTHCS (P13MKO-XIMIYHUMH BIACTUBOCTAMU
Ta XIMIYHOIO OYJIOBOIO IIMX aMIHOKHUCIIOTHUX 3aJIUIIIKIB.

[To4yaTkoB1 ysIBJI€HHS, 3T1JTHO 3 SIKUMHU CUHTE3 OLIKa MOXKYTh KaTalli3yBaTH Ti
K TIPOTEONITHYHI (PEPMEHTH, IO 3IHCHIOIOTH HOTO TIAPOJI3, ajie MUITXOM
3BOPOTHOI XIMIYHOI peakiiii, He miATBepauiaucsa. BusBunocs, mo s OUIIIOCTI
O10OMOJIEKYJT CHMHTETHUYHI 1 KaTaOoJuHI peaKilii MpOTIKAIOTh HE TIIBKU PI3HUMU
NUIIXaMH, ajie 1 B PI3HUX CYOKJITUHHUX CTpYKTypax. He miaTBepaumacs Tak camo
rinore3a Mmpo MonepeAHiil CUHTE3 KOPOTKUX MENTUAIB 3 HACTYIMHUM OO0'€ JHAHHSIM
iX y €IUHMA TONIMEeNTHIHUNA JAHIIOT. bBuTbIl TOpaBUIBHUM  BHUSIBUIIOCS
OPUMYILIEHHS, 110 y CHUHTEe31 OUIKa 3a/isHl KiJbKa BHJIIB HYKJIEIHOBUX KHUCJOT,
AKTUBOBaH1 aMiHOKUCIIOTH 1 JIXKEpeJia EHEeprii.

[Ticns toro, sk Oyno BcranoBieHno, mo JIHK € nHociem 1 30epiradem
cnaakoBoi iH(opmaiii, OyI0 MOCTaBICHO NHUTAHHA MPO TE€, SKUM YHUHOM IIs

reHeTH4Ha iHQopMarllis, 3anucada (3ammdpoBana) B ximiudiil ctpyktypi JHK,
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TpaHChOpMYeThCS B (DEHOTHUITIUHI O3HAKW 1 (YHKIIOHATBHI BJIACTUBOCTI >KHBHUX
OpraHi3MiB, 110 TEPeNarThcsl y cranaok. [li3Hime Oyau oTpuMaHi JOKa3H, IO B
CHHTE31 OlIKa, 10 MPOTIKAE B OCHOBHOMY B IIMTOILIA3Mi, BUpIIIAJIBHY POJIb
BIJITpalOTh HYKJETHOBI Kucinotd, 3okpema MPHK. V nanmii yac moxnHa natu
OJIHO3HAuHy BiAnoBiAb Ha 1e nuradHg: JIHK, ska wMictute reHeTuuny
iHbopMallito, MporpaMmye CHHTE3 crenudiuaux OuIKiB (10 BH3HAYAIOTh B CBOIO
yepry crneud@iuHicTh CTPYKTypu 1 (yHKUII KIITHH, OpraHiB 1 LLIICHOTO
opranizamy) Ta ycix BuaiB PHK, ski mpuiiMaroTh yd4acTh y 34YMTYBaHHI Ta
30epekeHHl LUTICHOCTI reHeTH4Hol iH(opmarii. L1 3aranbHi ySBIEHHS MOXYTb
OyTH BUpa)K€H1 HACTYITHOIO MOCIIIOBHICTIO MO1# (TMOTIK 1H(opMarii):

JNHK—PHK— binoxk—Knitnuna—Opranizm

biocunTe3 mominmentuxy 3 aMIHOKMCIOT Xoua Oe3lmocepenHbo 1
3MIMCHIOETHCS 3a 1HCTPYKIIi€El, y sKocTi sikoi cinyrye MPHK, omocepeakoBaHo
NMoB's;3aHU 3  KOHTpoJrorouyuM  BrumBoM  saepHoi  JJHK: MPHK  cnowatky
cuHTe3yeThesl B sApi Ha Martpuil JIHK, morim HagxoguTs B muTOmiasmy, ae
BUKOHYE pOJIb MaTpHIll B CHHTE31 MOJIMNENTUIHOTO JaHIora OLIka.
ExcniepuMenTanbHi JaH1 MATBEPAMIIN TIOTE3y MPO TE, MO0 OCHOBHOIO (PYHKITIEIO
HYKJICTHOBUX KHUCJIOT € HE TIIbKM 30epiraHHsi TeHeTHuYHOoi iHdopmarlii, a
peamizauis 1i€i iHGoOpMalil HUISIXOM MPOrPaMOBAHOIO CHUHTE3Y CHenupIYHUX
OinkiB. OTpuMaHO eKCIepuMeHTaNbHI Joka3u HasBHocTi JIHK Takox 1 B
MiTOXOHApisiX. BoHa He romosoriyHa 1 He KomruiemeHTapHa siaepHid JIHK.
Mitoxonnpianbia JIHK komye cuHTE3 YacTMHM CTPYKTYpPHHMX OUIKIB camHX
MITOXOH/IPIMH.

3HauHUI BHECOK y CyYacHl YSBJIEHHS Mpo Micle, GakTopu 1 MeXaHI3MH
cunTe3y Oinka BHecnu nociimkenHs T. Kacmepcona, I1. bepra, I1. 3ameunik, C.
Ouoa, A. A. baea, A. C. Cuipina Ta 1. Y 2009 poui HobemniBcbKy nmpemiro 3 Ximii
OyJI0 BPYU€HO 3a JIOCTIKEHHS OJHIET 3 HAMCKIIQHIIINX MOJICKYJSIPHUX MaIIuH -
pubocoMu, MO0 € KITHHHOK «(pabpukow» Oika, Ta MEXaHI3MIB BIUIMBY
aHTUOIOTUKIB Ha OIIOKCUHETE3yrouy cuctemy. Jlaypearamu mpemii ctamu Ana

Nomnat, Tomac Creiir; i Benkarpaman Pamakpiniaas.
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2.1. F'eneTnuHMii KO

Ha nmowatky 50-x pokiB XX cromitts I'. 'amoB 3poOuB mpumyuieHHs, 1o
TCHETUYHHUH KOJ € TPUIUICTHUM: TPH CYCITHIX HYKJICOTHIM B HYKJICTHOBIN KHCIIOTI
IPOrpaMyrOTh BKJIIOUEHHS OJHI€] aMIHOKUCIIOTH Y MOMINENTUIHUHN JaHIIOT OLIKA.
VY cepeauni 60-x pokiB aBamausaToro cropiuus @. Kpik, C. bpennep, I'. Bittman ta
1H. B cepli OpUTIHAJBHMX EKCIEPUMEHTIB MIATBEPAUIN, IO KOJA MJIHCHO €
TPUILUIETHUM Ta HENEPEepBHUM, TOOTO Yy MpOIECI CHHTE3Yy OUIKa MOCIIJOBHICTb
MPHK 3uutyeThcs TOCHIAOBHO TpymamMu 10 Tpu Hykieotuau. IloBHa
po3mmdpoBKa reHETHIHOTo Koxaa, npoeAeHa M. Hipenbeprom, C. Ovoa ta H.
Kopana 3 BHUKOpUCTaHHSIM OE3KIITUHHUX CHUCTEM, IO MICTUIM pUOOCOMH Ta
CreliaJibHI CHHTETUYHO CTBOPEH1 MaTpHuili, Oyia 3aBepiieHa y 1966 p. BianosiaHo
KOAY IpHU BUKOPUCTaHHI MOJIMEPY, CKJIAJECHOTO 3 YPUAMIOBUX Ta IUTHILIOBUX
nykireotuaie — momi(UC)N y sKocTi MaTpuili, y LIHUX CHCTEMaX YTBOPIOBABCS
HOJIINENTHA, MOOyIOoBaHWM 13 3anuinkiB cepuHa (Ser) Ta neiinuua (Leu), a
nomi(UG)n ciyryBaB MaTpHUIICIO JJISI CHHTE3Y MOJIMENTHAY, IO CKIaaBcs 3

nosroproBanux nucteina (Cys) Ta panina (Val). 3a Tabauiet0 TeHETUYHOTO KOIY:

UCU-CUC-UCU-CUC... UGU-GUG-UGU-GUG...
Ser-Leu-Ser-Leu... Cys-Val-Cys-Val...

i mocmimkeHHs Tokazanu, mo 61 3 64 MOXIMBHX KOMOIHAIId TPHOX
HYKJICOTH/IIB YOTUPHOX THUIMIB KOAYIOTh OJHY 3 20 MPOTETHOTEHHUX aMIHOKHUCIIOT.
Iamm tpu 3 64 xononiB - UAA, UGA ta UAG He KOAYIOTh KOJHO1 3 aMIHOKHUCJIOT.
[IpoTe 11 TpY KOJOHU CIYT'YIOTh CUTHAJIaAMHU 3YNMUHKHU (TepMiHaIlii) TpaHCAii 1, 3
i€l TPUYMHU, HA3UBAIOTHCA CTOM-KOJOHAMU a00 TEPMIHYIOUMMH KOJIOHAMHU.
TepMiHyO4i KOIOHM HE 3aBXKIM TapaHTOBAHO PO3MI3HAIOTHCS CHCTEMOIO
TpaHcnsauii 1 Tomy y crpykrypi MPHK Bonu 3a3Buuaii gyomiorotses. [leprmm
OCHOBHHUM CTOII-KOJIOHOM € 3ac0iapmoro UAA, a Ha HEBEIIMKIM BiJCTaHI 32 HUM
CHIye OAWH 3 1HIIUX TEPMIHYIOYUX KOJOHIB. IIpu CHHTE31 HEBEIMKOI KUIBKOCTI
OUTKiB (y JIIOAMHUA BHUSBICHO 25 CENEHONPOTEIHIB — 30€qUIbIIOoro (epMeHTH

AHTUOKCUJIAHTHOT CHCTEMHM, HAINpHUKIIAJ, TJIyTaTioHnepokcuaaza) koaoH UGA
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CUTHAJII3Y€E MPO BKJIIOUEHHSA Y MOMINENTUIHUHN JAHIIOT aMIHOKHCIOTHOTO 3aJIHMILIKY
ceJieHOIMCTe HA. SIKIIO KITHHH >KMBYTh B YMOBax Je(ilUTy CeleHy, TO
TpaHCIISIIS CeIeHONpOTeiHa 3aBepiyeTbesi Ha KoAoHI UGA, 110 npu3BOAUTH A0
YTBOpPEHHS «00pi3aHoro», HedynkuioHanbHoro ¢epmentry. Komon UGA konye
ceneHonucTeiH, skio B MPHK npucyTHs moCiiI0BHICTh BCTaBKH CEJICHOIIUCTEIHY.

TepMiH «TpaHCHSLIsA» A MO3HAYEHHS MPOLIECY YTBOPEHHS MOJINENTUAY 3
aMIHOKHCIIOT OOpaHO HE BHUIIAJKOBO, a BijoOpaxae ioro cytb. JificHo ams
30epiranHs 1HGopMallli BUKOPHUCTOBYETHCS OJHA MOBa - II€ MOBa HYKJIETHOBHX
kucior. 11 angasir cknageno yotupma ditepamu: A (afeHinaTauii Hykieotun), G
(ryaninatauii), C (mutuaiiatauii), T (tTumigunatauii). [pu nepenmncyBanni 8 PHK
BUKOPHUCTOBYETHCS 111€ 0JHa jJiTepa - U (ypuainatauil HykieoTun). OyHKIIOHY0Y1
OMHULI — OiNKHM. IX TIepBUHHA CTPYKTypa ABIse COO0I0 IPYry MOBY. AQaBit wiei
MOBH CKJajzieHo 20 JiTepaMu.

Ilin wac TpaHCHsImi 3MIMCHIOEThCS TEPEKIIa] TEKCTY, 3alucaHoro 3
BUKOPHUCTAHHSAM YOTHPBHOX JITEP Y TEKCT, Y IKOMY BUKOPHCTOBYIOThCS 20 JiTep.
Ou4eBUIHO, 110 BIAMOBIAHICT OJIUH 10 OJHOTO HEMOXKJIMBaA. SKio cpoOyBatu 3 4
JITEp CTBOPUTH BapiaHTH JBOJITEPHUX KOMOIHAIIN, TO KUIBKICTh TaKHX
KOMO1HaIi Oye 4% = 16, mo HemocTtaTtHbO it 20 cuMBOIIB MOBU OLIKIB. OHaK
TPHOXJIITEPHI KOMOIHAIIIT TaI0Th YXKe 4% = 64, 1mo OUIBII HIXK JocTaTHBO. KomoHOM
ab0 TPUIUIETOM HAa3MBAETHbCSI KOMOIHAIS 3 TPHOX IOCIIIOBHO PO3TAILIOBAHUX
HYKJICOTHIIB B MOJICKYJl HYKJIETHOBOI KHCIOTH. | MiMiCHO, eKCIepUMEHTAIbHO
OyJO MiATBEPAKEHO, 110 CaMe TaKa KUIbKICTh TPUILIETIB BUKOPUCTOBYETHCS IS
KOAYBaHHSA TEpPBUHHOI CTPYKTypu Oinka st 30epiraHHs 1 mepepadl M€l
1H(opMalIii BiJl MOKOJIHHS J0 MOKOJIIHHS.

Kox — e cucrema ymMoBHUX 3HaKIB [ 30epiranns it 00poOku iHdopmarii.
Cuctemy, 1mo BijoOpaxkae BIAMOBIIHICTh JITEP HYKJICTHOBUX KHCJIOT JiTepaM
MOJINENTUIHUX JIAHIIOT1B, HAa3UBaIOTh N€HETUYHUM KOJOM. Y IIMPOKOMY CEHCI
TeHeTUYHUI KOJ - 1€ cmoci0 3amucy TeHeTW4HOi 1HopMallii B MOCHTII0BHOCTI
nykieinoBux kuciot (JJHK a6o PHK) mpo crpykrypy nominentuaiB (OiIkiB). Y

KOHKPETHOMY CEHCl TE€HETHYHHH KOJ - II€ BIJAMOBIIHICTD MK TPUILUICTHUMU
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kogornamu marpuyHoi PHK (MPHK) 1 aminokucnoramu komoBaHoro Oinika, IO
3aJIA€THCS KOJIOBOIO TAOHIICIO (TA0IHUIIS 2).

JliBa BepTHKajgbHA JIiHIA TaOJMIN MMOKa3ye Mepiry OyKBY KOJIOHY, BEpXHS -
Ipyry 1 mpaBa - TpeTio. [lopyd 3 KOKHUM KOJOHOM BKa3aHa aMiHOKHCIIOTA, SKa
KOJIYEThCS JJAaHUM TPUILIETOM. Pi3HI aMiHOKHCIIOTH KOAYIOTHCS PI3HOIO KiJIBKICTIO
KoJIoOHIB. Hampukian, MeTioHiHy 1 TpuntodaHy BIJIMOBIJIAa€ TUIBKHA IO OJHOMY
KOZOHY; 9 amiHOKHCIIOTaM — MO [Ba; 130JICHIUMHY — TpH, ajaHiHy, BajiHy,
rJIyTaMary, TpoJIiHy Ta TPEOHIHY — [0 YOTHPH; a TaKl aMiHOKUCIIOTH, SIK JICHIIMH,
CEepUH 1 apTiHiH MOXYTb KOJyBaTUCA 6 PI3HUMH KOJJOHAMHU.

[Ipouepku B Tabmmili 03HA4YaIOTh, 10 TpH KomoHU - YAA, YAI' 1 YI'A B
HOpPMaJbHUX yMOBax HE KOAYIOTh OyAb-sKI aMIHOKMCIOTH. Taki KOJOHHU
HA3WBAIOTh HOHCEHC-KOJOHAMU  (aHTJI. NONSeNse -  HICEHITHUIlA), abo
TepMiHAJIBHUMHU, TOMY 1110 BOHM € "CUTHaJlaMH" 3yMIMHKU CUHTE3Y MOJINENTHIHOTO
naHiora. Takum 4yuHOM 61 TpHWIUIET KOAY€E aMIHOKHCIOTH 1 TPH KOIOHH
BUKOPUCTOBYIOTHCS JIJISl TIO3HAYEHHS 3aKIHYEHHS TEKCTY OJHOTO TMOJINENTHIHOTO
JIAHITIOTA.

Taoauuga 2 . ['eHeTHYHUN KO

: 2-A "
1-n y | u__| A - 3-n
| _Oeninananin |  Cepun | Tupo3uH Llucrein y
®euinanavin |~ Cepun | Tupo3aux Llucrein U
Y [t - L i .
Nledums | Cepun | Cron-koaoH Cron-kogoH' A
Neiun | Cepun | Cron-koaoH TpuntochaH r
fleiunn | Mponin | ricTuanK ApriHiH y
u Nlewumn | TponiH | McwanH ApriHiH u
Newuww | Mponik | MnyTamin ApriHiH A
Newumn | MponiH | MnyTamix ApriHiH r
l3oneiumH | TpeoHiH | Acnaparix Cepun y
laoneduMH | TpeoHiH AcnapariH CepuH U
A T il - -
IsoneiumH | Tpeoiw | Jiauu ApriHiH A
MerioHin ~ TpeoHiH | ~ Nisun ApriHiH r
Baniu | Anawiv |  AcnapariHoBa kucnora MMiumH Y
Banin Anavii | AcnapariHosa kucnora MniuuH u
r — ! . ! . :
Baniu | AnaHiH | mytamiHoea kucnora Mniuus A
Banin . Anadin | lnyramiHoBa kucnota MniumH r
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BractuBOCTI TEHETUYHOTO KOTY:

- TPUIUICTHICTh - 3HAUYYIIOK OJWHUIICI0 KOy € TO€IHAHHS TPhOX
HYKJICOTHIB (TPUILIET a00 K0J0H). OuH TPUHYKICOTH KOAYE OJAHY 3 ABAIIATU
IPOTETHOTEHHUX AaMIHOKHUCIOT. TepMiHanbHI TPUILIETH HE KOIYIOTh MKOJHOI 3
aMIHOKHUCIIOT, a CIYTYIOTh CUTHAJIaMU MPUITMHEHHS CUHTE3Y O11Ka;

- HEMEpPEepBHICTh - MDK TPUILUIETAMU HEMa€e PO3JLIOBUX 3HAaKIB, TOOTO
1H(pOpMaLlig 3UUTY€EThCS Oe3MEPEPBHO;

- BIH € TaKUM, 110 HE MEPEKPUBAETHCA - OJIUH 1 TOM K€ HYKJICOTH] HE MOXKE
BXOJIUTU OJTHOYACHO JO CKJIQTy JABOX a00 OUIBIINE TPUIUICTIB (BUHSITKOM € JCSKI
TeHH BIpYcCiB, OakTepidl 1 MITOXOHAPINA, SAKI MOXYTh KOJYBAaTHU JEKiJIbKa OLIKIB,
3UUTYBaHHS SIKUX 31HCHIOETHCS 13 3CYBOM PAMKH);

- cneun@iyHicTh (OJHO3HAYHICTH) - KOJOH BIJAMOBIZAE TIUIBKA OJHIH
aMIHOKHCJIOTI,

- BUPOJDKEHICTh (HAIMIPHICTb) - OJHIA 1 TIA >XK€ aMIHOKHCIOTI MOXKeE
BIJIMOBIaTH JIeKiJIbKa KOJOHIB. Tak sk 4yuciio Koayrouux TpuiuietiB (61) e Brpuui
OUTBIIMM YHMCJIa NPOTETHOrEHHMX aMiHOKHCIOT (21), reHeTHMUHUH KOO €
BUPO/DKEHUM, TaK IO OUIBIICTh aMIHOKHCIOT KOIYIOThCS JBOMa abo Oiibiie
komoHamu. Timeku nBi amiHokuciaotu MetioniH (Met) ta Tpunrtodan (Trp)
KOJYIOThCS OJUHUYHUMHU KOJIOHAMH, TOMY, OUYEBHJIHO, 3YCTpidarOThCs B OLTKax
piamie HiX 1HI1. BUpOoHKeHICTh TEHETUYHOTO KOAa MPOSBIISIETHCS Y TOMY, IO JJIS
KOKHOI aMiHOKUCIOTH icHye Oinbm HiX onHa TPHK, 1 omna TPHK moxe
B3a€EMOJIISTH OUTBII HIK 3 oqHUM KojoHOM MPHK. B komoHi HaiOiIbIIT BasKIUBI
nepii 2 JiTepu, TOl K TPETS JIiTepa yCciX KOAOHIB, IO BIAMOBIAAIOTh OJHIN 1 TIH
e aMIHOKHCIOTI, Bimpi3HseTbes. Tak, Hampukman, riainuH (Gly) komyerbces
yotupMma cuHoHiMiunumu KogoHamu: GGA, GGC, GGG ta GGU. VY 3B’s3ky 3
NEepeBaXXHUM 3HAYEHHSM nepimux JBox Jitep (3 5’-kiHug Ttpurmiera MPHK)
IF€HEeTUYHUN KOJ Ha3UBalOTh KBa3iAyrieTHUM. Ll ocoOnuBICTH KOJa J03BOJISE
BUKOPUCTOBYBaTH MeHIy Kiabkicth TPHK: nmnms B3aemonii 3 61 komoHOM

noctatibo 31 TPHK y nurozoni ta 22 TPHK y MiToX0HpiT €ykapioOTUYHOT KIITHHHU.
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- KOJIIHEAPHICTh - MOCIIiI0OBHICTh Ko/oHIB y TeHl JJHK (ex30Hm) abo 3pimiii
MPHK BinmoBizae mociiqoBHOCTI aMIHOKUCIIOT B KOJIOBAHOMY OLITKY;

- OJHOHANPAaBJEHICTh — KOJ € 1H(QOPMATHUBHUM TUIbKH y TOMY BHUIAJIKY,
kot MPHK 3untyetbest y HanpsaMky 5°-37;

- YHIBEPCAJbHICTh - TCHETUYHUN KOJI €TUHUM JJIA MEPEBAXKHOI OIIBIIOCTI
OiloJIOTYHUX cUCTEM (€ BUHSATKU: 1HGY30pii, MITOXOHAPIi - TOMY T€HETUYHUN KO/
IPaBUJIbHIIIE HA3UBATH KBa31yHIBEPCATIbHUM).

2.2. ETanu TpaHcasimii

OTxe, TpaHCTAIIA - 11 TIepeKiIaa iHpopMallii, 3aKIaeHol B TOCIIJOBHOCTI
nykieotuniiB MPHK B mociiioBHICT aMIHOKUCIOTHUX 3QJIMIIKIB MOTITETTHIHIX
JIQHIIIOT1B.

[lepmr HiXK o0oOroBoproBaTH IMOAli B TNPOLECI TpaHCIALIi, CIOYaTKy
OXapakTEepU3yEMO KOMIIOHEHTH CHUCTeMH, 110 3abe3neuye el mpoiec. Cucrema
JUIsL TpaHCAii BKIto4ae 01u3bko 200 TUITIB MaKpOMOJIEKYJI.

Po3pi3HsitoTh  TpOKapioTHYHI  Ta  €yKaploTWUyHi  OUIOKCHHTE3YHOUi
(TpaHcnsuiiHi) cucteMu. EykapioTWyHl, y CBOIO 4epry, HNOAUIAIOThCA Ha
[UTOIUTa3MAaTUYHI, MITOXOHJApiaJbHI 1 IJIacTUAHI (B POCAMHHHUX OpraHi3max)
OUIOKCHHTE3yI04l CHCTEeMH. BCl BOHM MalOTh CXOXY CTPYKTYPHO-010XIMIUHY
OpraHizailiro, Xo4ya i MiCTSTh BEJIUKY KIJIbKICTh MOU(DIKaIIiil.

beskmituHHI cuctemu cuHTE3y OLIKiB 3 pubocomamu E.coli 6ymm Bmepime
310pani y 1960 p. y CIIA, mo cTajgo He3anepeuHuM J0Ka30M BIPHOCTI MEBHUX 3
0e3:114i 110 ICHYBaJIM Ha TOM Yac MPUMYIIEHb PO MEeXaHi3M 010CUHTEe3y O1jIKa.
OTxe, HaWmpocTima pubOOCOMHa CHCTEMa JUIsl CHHTE3Y IMOJINENTUAy MOBHHHA
BKJIFOYATH HACTYITHI KOMIIOHEHTH: IUB. TaOJIHIIIO 3.

Tpancasiis npoTikae B TPU €Talu: 1HILIallis, eJIOHTallisl, TepMIHAaLIisl.
TpaHcasIii mepeaye erarn akTUBallii aMIHOKHCIIOT - PEKOTHIIlis (aHIII. recognition
— BITI3HABAHH)

AKTHBALIA aMIHOKHCJIOT
[lepenq moyaTKOM TpaHCHSLII CHUHTE30BaHI B pe3yJbTaTi PI3HOMAHITHUX

010XIMIYHUX peakIliii ab0 OTpUMaHi B pe3ybTaTi IEPETPABICHHS MPOTETHOTEHH1
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ITpoxapioTst EyvkapioTH
70 S puboconmr 80 S puboconz
MPHE
ToparimureTioEiT-TPHE meTioEiT-TPHE

Habip asmimcarmrrr-tPHE (arismiseyar 20 pisHOBTLIIE)

PTaxTopt igimiamii IF (Inditiation Factor):

IF-1, IF-2, IF-3 elF-1, eIF-2, elF-32, elF-4A, eIF-4E,
elF-4C, eIF-41), eIF-4E, =IF-4F, oIF-5,

PaxTopr exonramnii EF (Elongation Factor):

EF-Tu, EF-Ts. EF-G eEF-1a, eEF-1p, eEF-2
PaxTopr Teparimamnii RF (Release Factor):
RF-1, RF-2, RF-3 eRF

ITD, [Mg 2" ]=3-20 mM
Tabauusa 3. ITlopiBHsUIbHA XapaKTEpPUCTHKA KOMIIOHEHTIB €YKapiOTMYHOI Ta

IPOKAPIOTUYHOT O17TOKCUHTE3YIOUMX CUCTEM.

aMIHOKHUCJIOTH MalOTh IIPOUTH CTajil0 akTuBalii i 0ytu npuenHanumu 10 TPHK,
Kl JOCTaBIATH Ta 3a0e3nmeuyarh iX BOYJOBYBaHHS Yy aMIHOAIMJIBHUN CallT
pubocomu.

VY Bcix tumax kimiTMH Mictuthes HaOlp TPHK, sxi BukoHyoTh poiib
aJanTopiB P TPAHCIAIIT (TIEpeKIalanHl) HyKIeoTUIHUX nociigoBHocTer TPHK
y aMIHOKHCJIOTH1 MTOC1A0BHOCTI O11KiB. Y cTpykTypi TPHK po3pi3HsaoTh nekiabka
(GYHKIIOHATBFHO BAXJIMBUX IUISTHOK, OCHOBHUMHU 3 SIKUX TS aanTOPHOI (PYHKITI €

AHTHKOJIOH Ta aKIENTYOUni KiHeup (puc. 9).

npogoeEMe HHA
NoNiHY KNeoTHOHOT
nanuwra TPHK

\‘-.
O CI‘I; | F-KiHueBHA
aneHinarHHA
HY KNeoTHO
R O ﬂ:::LI,E!I'ITﬂpHﬂrﬂ

cTebna TPHK

AMIHOKMCNOTHMA TanMIloK

Puc. 9. Crpykrypa aminoammin-TPHK: 3’-kineus TPHK 3 npuegnanum 10 HbOTO

aMI1HOAI[AJIOM
55



AHTHKOJIOH CIyTy€ JUIsi B3a€EMOJIl 3 BIAMOBIIHUM KOMILJIEMEHTAPHUM
kogoHoM MPHK, a aknenrtyroumii kiHeup (posramoBaHa Ha 3’-KiHLI MOJEKYJIH
TPHK nocninoBuicts HykieoTuaiB 5’-CCA-3’) — mis npueaHaHHS aMiHOKHUCIIOTH.
HasiBHicTh aHTHKONOHY Ta akuentyioui BiaBcTuBocTi TPHK nosBosstiore M
BUKOHYBATH aJlaliTOpHy (QYHKIIIO 3a paxyHOK 3B’SI3yBaHHS Ta IE€PEHECEHHS
aMIHOKHUCJIOTHOTO 3aJUIIKY 1 NpueaHanHs aminoanwi-TPHK uepes anTukomon 10
BignosigHoro kogony MPHK. Takuii xapakrep B3aemoaii Mmixk aminoarui-TPHK ta
MPHK no3Bosisie aMiHOKMCIOTHUM 3aJIMIIKaM NPHETHYBATUCA O 3POCTAIOUOIO
HOJINENTUAY Y TOPAIKY, BU3HAUEHOMY IOCIIIOBHICTIO HYKJICOTUIIB Y MaTpUUHIN
PHK, 1, Takum 4uHOM, cIpusie TepeKiaay TMOCIIIOBHOCTI HYKJICOTUIIB Y
MOCJIJIOBHICTh ~ aMIHOKMCJIOTHUX  3QJMILIKIB Ol1Ka, 10 CHUHTE3YEThCS, Y
BIJIMOBITHOCTI 70 TipaBui reHeTuuHoro koay. Koxkna TPHK moke mepenocutn
TUIBKH OJIHY 3 aMIHOKHCJIOT JIJIsi BKJIFOUEHHS B OlocuHTe3 Ouka. [[js OiibInocTi
aMmiHokucaoT icHye paekuibka TPHK, ski Ha3uBarOTbCAd 130aKIENTOPHUMU 1
nosuavarotbest Bigmosizao TPHK,®Y | TPHK,®Y i .. IcHyBaHHS i30aKIENTOPHIX
TPHK noB’s13aHe 3 BUPOKEHHICTIO TEHETUYHOTO KOJTY.

B pesynbrari npueaHanHs amiHOKucIOT A0 3’-kiHI moiekynun TPHK Borun
(aMIHOKHMCJIOTH) aKTUBYIOTBCA — MIK KapOOKCHJIBHUM KIHIIEM MOJICKYJIH Ta
KIHIIEBUM aJIeHO3MHOM akuentyouoro kinis TPHK yTBoproeTscss Makpoepriunuii
3B’A30K, €HEprif SKOr0 BHUKOPHCTOBYETHCS Haall AJii YTBOPEHHS TMENTHUIHOTO
3B’SI3Ky 'y XoA1 OlocuHTe3y Ounka Ha pubocoMmax. Y pesynbTaTi B3aeMOJIii
cnerudiynoi TPHK 1 BiamoBigHOT aMiHOKKCIOTH yTBOPIOETHCs amiHoami-TPHK —
MOJIEKYJIa, 1110 MICTUTh aKTUBOBAaHY aMiHOKHMCIIOTY 1 BIJIOBIAHUN 1l aHTUKOMOH, 1
€ CIIpaBXKHIM CyOCTpaToM JIJIsl peakilii CHHTE3Y MOJINENTHIHOTO JIAaHI[Iora O1j1Ka.

AKTHBaIlISI aMIHOKHCIIOT Tioyisirae B mimbopi BignmosigHoi TPHK (Takoi, mo
MICTUTb AHTUKOJIOH, SIKUH € KOMIUIEMEHTapHUM KOJIOHY JTAHOT aMiHOKUCIIOTH) 1 B
MPUETHAHHI 3QJIMINKY I11€1 aMiHOKHCIIOTH MaKpOEPTiYHUM 3B'SI3KOM J10 3'-KiHIIA
nigiopanoi TPHK. Leit minbip Ta 3’€qHaHHs KaTami3yroTh (EpMEHTH aMiHOALWJI-

TPHK cuHTeTasu- BOHM yTBOPIOIOTh KOBAJIEHTHHH 3B'SI30K MK KapOOKCHIIBHOIO
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TPYHOI0 aMIHOKHUCIOTH 1 TIAPOKCHIBbHOIO rpymnoro pubo3u Ha 3'-kinmi TPHK 3a
yuacTio ATO.
AKTHUBAIlisS aMIHOKHUCJIOT TIPOXOJUTh y AB1 peakiii. KaranizyroTecs oOuaBi
peakii pepmentamu aminoanni-TPHK-cuaterazamu (APC-azamn) (puc. 10).
1. AkuenTopomM aMiHOKHCIIOTH Y TIEPIIiN peakiiii € Makpoepriuna moJiekyna ATO.
KapOokcunpHa Tpyna aMIHOKUCIOTH TMpUETHYEThC 10 o-pochaty ATO.

Otpumanuii HeCcTaOUTbHHUIM aMiHOAIMIAJCHITIAT CTaOUTI3Y€EThCA, 3B'SI3YIOUNCH 3

bepMeHTOM.
o
|
0-P=0 'NH,
| .
0 E-CH
| :
0=p=0 C=0
|
i APC !
I . azal
R /dw_af_}?:ﬂ H\/i’ﬂ: I:Ia;Fz
l 0 | ; | /
a-ai-cC 0 gl TN =P 0y
i "-"‘Qﬂ I W /l \
CH, o NOWAH CH, o
AMiHOKMCNOTA
ATD
O OH OH

Puc. 10. ITepmmii etan akTUBAIil aMIHOKHCIOTH

2. JIOHOpOM aMIHOAIMJIBHOTO 3aJIMIIKY Uit cuHTe3y aminoauwa-TPHK Buctymae

aminoanmiaaaeHiaaT (puc. 11).

A 2 0 Hf _

OH ©OH c'nz . .__I | %111 H_Eﬂu L
TPHEK L’.l A W AMD
’ 3

oH  oH AmiHoaumn-tTPHK

AmiHoaumn-ANMD

Puc. 11. [pyruii eranm akTuBaIllli aMiHOKHUCIOTH: IEPEHECEHHS

aMIHOALMJIBHOI TpynH amiHoauuiaaeHinaty Ha 2'- ab6o 3'-OH-rpyny pubosu

KiHIIeBOro ajieHiaTHOTO 3aymiky TPHK.
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Koxna ximituna mae 21 piznoun aminoanmin-TPHK cunTeTas (mo ogaomy
(GepMeHTY I KOKHOT aMIHOKUCIIOTH + OJUH - JJIS 1HIIIFOI0YOi aMiHOKHCIIOTH).
BoHu nmoainisroTecs Ha 2 KJIACH:

- xiac 1 - aimtroe 2'OH pu6o3u TPHK (10 pisHOBHIB)
- kiac 2 - aiutroe 3'OH pu6o3u TPHK (11 pisHOBHIIB)

VYci APC-a3u noxoasaTh BiJl ABOX MpeakoBux (popM 1 o0'eqHaHI HA OCHOBI
CTPYKTYpHOI moAiOHOCTI y ABa kinacu. @epmenTH | kimacy € B OUIBIIOCTI BUMAIKIB
MOHOMepamMH  (CKJIaaroThCsl 3 OJHOTO TOJIMENTUAHOTO JaHImpra). BoHwu
npueaHyoTh aminokucioty ao 2'-OH rpymu TPHK. ®epmentn II kmacy, sk
IpaBUIIO, € quMepaMu abo Terpamepamu. 3a BUHATKOM (eninananin-TPHK, Bci
BOHU NpuUeaHyoTh amiHokucinotu 1o 3'-OH rpynu TPHK. [lesxi aminoarmi-
TPHK-cunTeTasn ckimagaroTbes 3 JBOX a00 YOTUPHOX 1JICHTUYHHX JIAHITIOTIB, 1HIII
- TUMEPHI 1 TeTpamepHi (GepMEHTH - 3 CyOOMHUIIL IBOX THUITIB. YITKOT KOpesIii
MDK pPO3MIpOM MOJEKyJId (epMeHTy abo XapakTepoM HOro cyOOAMHUYHOI
CTPYKTYpPH 1 CIEHU(PIUHICTIO HE ICHYE.

Koxxna APC-a3a 3naTHa ymi3HaBaTH yci 130aKienTopHi (Ti, 110 MEePeHOCSThH
oaHy 1 Ty *k amiHokucnoty) T-PHK, onny neBHy amiHOKHCIOTY 1 3'€HYBaTH iX.
Tomy BianmoBigHICT, aHTUKOJMOHY T-PHK 1 amiHOkHMCIOTH BHU3HAYaeThCcs came
uuMu pepmentamu. Jlekoaye He pubocoma, a aminoauun-TPHK cunrerasa.

Awminoammn-TPHK  cunTeTaza  imeHTudikye  BIAMOBIIHICTH  TEBHIN
aMIHOKUCIIOTI, mepeBipstoun He usumie aHtukogoH TPHK, a 1 cneuudiuny
nociIoBHICTh (caiT) nuriapoypuauniaosoi netii TPHK. [eski pepmertn, MaOyTh,
HE 3JIaTHI pO3MI3HABATH AHTUKOJOHOBUW TPHUIUIET 1 KaTaJi3ylOTh PEaKIliio
aMIHOAI[WJIIOBAHHS HAaBITh TMpPU 3MIHEHOMY AaHTHKOJOHI, MPUHIMUIOBUM €
MOCJIJIOBHICTh CaWTy AUTIAPOYpUAMIOBOi meTm. OmHak OuTbmIicTh (epMEHTIB
NPOSIBIISIIOTh 3HWIKEHY aKTHUBHICTh MO BIJHOIIEHHIO O TaKUX MOAM(DIKOBAHUX
TPHK 1 npu 3aMiH1 aHTUKOJJOHY IPUEAHYIOTh HE TY AMIHOKHUCIIOTY.

[ToMunkyn neKomyBaHHS MalpTh MiCIle, ajle€ iX pIBEHb HE BHCOKHH.
[Ipetpancdepne peaaryBaHHs, K NPaBWIO, BIIOYBAETHCS B TOMY X aKTUBHOMY

HeHTpi, 1o 1 amiHoamwmoBaHHsA. [locTTpancdepHe penaryBaHHS BHMarae
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nonaganHs 3'-kinug aminoann-TPHK y apyruii aktuBamii nentp APC-asu -
penarytounii. llefi apyrumii akTUBHUN TIeHTp € He y Bcix aminoanuia-TPHK
CUHTETA3, a y TUX, Y AKUX €, 3HAXOAUTHCS B OKPEMOMY JIOMEH1 TTI00YIM epMEHTY.
3ycTpiualoThCsi TaKOX BUIBHO IIaBaiodl (epMeHTH, 1o OepyThb ydacTh B
nocTTpancepHoMy pefaryBaHHi. 3a paxyHOK ICHYBaHHSI B aKTUBHOMY IIEHTP1 IIMX
(GbepMeHTIB KOpPUTYIOUOTO MEXaHi3My, II0 3a0e3rnedye HeraiHe BHUAAJICHHS
MOMHJIKOBO TPHETHAHOTO aMIHOKHCIOTHOTO 3aJIMIIKY, JOCATAETbCA pasioue
BHUCOKa TOYHICTh poboTu: Ha 1300 nmoB's3anux 3 TPHK amiHOKHCIOT 3ycTpidaeThes

TUIBKHA OJTHA TIOMWJIKA.

Puc. 12. Aminoanmmn-TPHK cunreraza (APC-aza) | xnacy 3 yTBOpeHUM

IPOYKTOM

Ha mouaTtky 2000-X pokiB BU€Hi 3BepHYJIM YBary Ha BiAMIHHICTb TIEPBUHHOL
ctpyktypu amiHoaumn-TPHK cunTeTas y pisHux BuaiB opranismiB. byno
BUSIBJICHO, M0 Jeski OakrtepianpHi (mpokapiotuuni) APC-a3m dacto moCUTh
CUJIBHO BIIPI3HAIOTHCS BIJI €YKaplOTMYHHMX, 1, 30Kpema, JIFOACHKHX, AaHAJIOTIB.

Buenumu Oyno 3reHepoBaHO 1€I0 MPO MEPCIEKPUBHICTH IILOTO HAMPAMKY
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JOCITIIKEHb 1 3alPOHOBAHO HOBWM Kjac MimieHed ajisi OJOKyBaHHS O10CHHTE3Y
oinka - aminoanun-TPHK-cunaTeTasn.

KomaGopariis ykpaiHcekux (IHCTUTYT MoeKysipHOI 010JIOTii Ta T€HETUKHU
YAH) 1 xanancekux 6ioxiMikiB omyOsikyBana y 2016 p. aBi HaykoBi poOOTH, Yy
SKUX TPOIOHYIOThCS TPUHIIMIIOBO HOBI TOTEHIIMHI JIKA B TYOEpKYyJIbO3y,
CIIpSIMOBaHI Ha CEJIEKTUBHY JeakTuBarlito ¢gepmenty neinun-tPHK-cunterasu
TyOepKYIH03HOT TATHYKH.

He3Baxaroun Ha ycHixu Cy4aCHOI MEIUILIMHH, TyOEpKyIbhO3 3aIUIIAETHCS
OJTHUM 13 CMEPTOHOCHHUX 3axBopioBaHb. B 2014 porii y CBITI Big TyOEpKyIb0O3y
NOMEpJM MiBTOpa MUIbHOHA YOJOBIK. Y 3B'SI3KY 3 MOSBOIO OakTepii, CTIMKUX J0
BIJIOMUX aHTHOI10THKIB, 1€ 3HAUUTD, IO KTOHKY 030pOEHBY 3 MIKpOOaMH 3yIUHATH
HE MOXHa Hi B sikomy pasi. 11lo6 3HaxoauTu HOBI JIiKM BiJl OakTepiaabHHUX
3aXBOPIOBaHb, CIIIJI CIOYATKy 3HAWTHU BIAMOBIAHY MIIICHb - HANPUKIAMA, SIKUM-
HeOyIb HEOOXITHUN JUIsl )KUTTSI OUTOK-(hEePMEHT, SIKUid Oy/ie CUIIbHO BIAPIZHATUCS Y
MAaTOTCHHUX OaKTepii 1 y JIOJWHM, 1 SIKHA MOXKHa XIMIYHO 3a0nokyBatu. Tomi
MOXHa CIIOJIBAaTHCS, IO 3 BEIUMKOK MMOBIPHICTIO MOJEKya, IO OJIOKY€
OaxTepiajabHU O170K, HE OJIOKYyBaTHUME JIIOACHKUIN aHAJIOT.

3apa3 cuHTe30BaHi 1HTI0ITOpU TYyOepKysbo3HOi seinmi-TPHK cunterasu
MPOXOJATh ampoOailiro MmoJA0 €(HEeKTUBHOCTI, TOKCUYHOCTI 1 T.M. 1 MOXJIHUBO Y
HAaWOMIMKYl pPOKM BUYEHMMH OyIyTh 3allpOTNOHOBaHI HOBI BHCOKOE(HEKTHUBHI
IPOTUTYOEPKYIbO3HI JIKH.

[HIIMM TIpUKIIAIOM BUKOPHUCTAHHS MOXJIMBOCTI BUOIPKOBOTO OJIOKYBaHHS
CMHTE3y OllKka Ha CTaali aKTUBaIlli AaMIHOKMCIOT Y TIPOKapioTiB € Tpymna
aHTUOAKTEplabHUX MpEnapariB Cyab(haH1IaMiIiB.

CynbbaninaMiay (HampUKIaa, CTPENTONKI) € OJHUM 3 HalTaBHIIIMX KJIaciB
anTuOakTepianbHUX npenapariB. Edekt mmx npemapariB  0a3yeThcs  Ha
CTPYKTYpHIH CXOXOCTI 3 mapaamiHoOeH3oiHOI0 kuciororo (ITABK), sxa
HEOOXiMHA [JI1 JKHTTENISUIBHOCTI MIKpOOpPraHi3MiB SK CyOCTpaT CHHTE3Y

tetpariapodoiieBoi kucinotu (TI'DK) - kopepMeHTY TPhOX BAKIUBUX (PEPMEHTIB
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CHUHTE3y HYKJIEOTHAIB OyIb-IKOTO OpPTraHi3My, a TaKOX JIMILE MPOKAPIOTUYHOTO Ta
MITOXOHIPIATBHOTO €YKapIOTHIHOTO (PEpMEHTY TpaHCHOPMITIA3H.
Tpanchopminaza — € gpyrum micia  amiHoaunwi-TPHK  cunTerasm
bepMeHTOM, HEOOX1THUM JIJIsl 3aBEPIICHHS aKTHUBAIII] 1HILIF0I0Y01 aMIHOKUCIIOTH Y
MPOKapIOTIB 1 B MITOXOHJPIAX eykapioT. BoHa Qopmintoe MeETIOHIH y CKIaji

meTioni1-TPHK, yrBopenoi no misoro APC-a3oro (puc. 13).

Y nmpoxkapioTis
Ta B MiTOXOHOPpisAX eyKapioTiB:

Il CHs=S~CH CHo =8 =CH:
2 J BiTB . J
| N"CHOLTTOK ° Arok

?HQ U : {:HQ /
\H

GH=NH Tpasvcdopminaza CH=NH

| .--'"0 I HO
v G i‘) “d
N, ¢Mer : g C oMot
0= 1PHH Cynbdanimamigm:  “()—1PHH

Baxmpum, Cenmput,
Bbucenmao.t

MeTioHUT-TPHK N-dopmin-
MeTiIOHUI-TPHEK

Puc. 13. ®opmimoBanns MeTioHUT-TPHK

[Iporiec ¢opmintoBaHHS Ma€ BaXKIUBUN XIMIYHMN 1 O10JIOTIYHUN CEHC:
Osiokyroun ydactb NH,-rpynu MeTiOHIHY B yTBOPEHHI MENTHUIHOTO 3B'SI3KY, BiH
3a0e3neuye THM CaMHM CHUHTE3 Olika y mpaBuiibHoMY HanpsMky NH,-—-COOH.

Kpim Toro yrBopena ¢opminmerionu1-TPHK nepiioro 3B's13yeTbes 3 IEBHOIO
ninsako0 30S cybomuHuUIll pudOCOMH, 3 OJHOTO OOKY, 1 3 1HIIIIOIOYUM KOJOHOM
AUG wmPHK, 3 inmoro 6oky. OTxe, ¢GopmiibHa MiTKa MOJETLIY€E IPaBUIbHE
posramyBanHss MPHK Ha pubocomi. ¥V eykapioTiB 10 (YHKIIFO BHKOHYIOTH
cremiaibHi O1IKOB1 (PaKTOpH.

s peaxuist mpeacTaBisie 1IHTEpeC 3 HACTYNHUX MPUYUH: CyibdaHiIamiIHI

npenapaTy, Maloudd CTPYKTYPHY IMOJIOHICTh 3 TapaaMiHOOEH30HHOI0 KHCIIOTORO,
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MOKYTh KOHKYPEHTHO 3aMIIIyBaTH ii y (hepMEHTHHX CHUCTEMaX MIKpPOOPIaHi3MiB,
30kpemMa Ha cTanuli yTtBopeHHs (dopminMmeTionuT-TPHK, mnopymyroun y
MOJIAJIBIIIOMY 1X PICT Ta po3MHOKeHHs. KIIITUHYU JTFOICKKOTO OpTraHi3My HE MaloTh
dbepmeHTiB cuHTE3y (Oie€BOT KUCTOTH, $KIi O BUKOPUCTOBYBAIU Yy SIKOCTI
cyOcTpaty napaaMiHOOCH30MHY KMCJIOTY a0o0 i1i CTPYKTYpHHI aHAJIOT CTPENTOLIM/I.
doJtieBa KUCIOTA € BITAaMIHOM JJIS JIIOJICBKOTO OpraHizmy. Tomy cymnbdaHizamiau
HE BIUIMBAIOTh CYTTEBO Ha MPOIECH B KIITHHAX JIOJACHKOTO OpraHizMmy, IO

JT03BOJISIE BAKOPUCTOBYBATH X Y SIKOCTI MPOTUMIKPOOHUX Mpernaparis.

2.3. XapakTepucTUKA KOMIIOHEHTIB OLIIOKCHUHTE3YI040I CHCTEMH

Pudocomu

Pubocomu Bmepmie Oynu BusBieHi B cepeauHi 1950-x pokiB. Bonu €
HaNWBAKJIMBIIIMMU HEMEMOpPaHHUMU OPraHOiIaMHM >KHUBOI KIIITUHH.

¥ 2009 porii 3a Bu3HAYEHHS CTPYKTYPH 1 QYHKIIIH pubocoM Oyiia MpUCBOEHA
HoOGeniBchbka mpemiss 3 Xximii BueHoMmy 3 Benukoi bpurtanii Benkatpamany
Pamakpimnany, amepukannesi Tomacy Creiiny i ispainsrsnmi Ani Honar.

PubocoMu mnpenacTaBisitoTh CO00K HYKJIEOMPOTEiN, Yy CKIadi SKOTO
BinHomeHHss PHK/61inok cranoButs 1: 1 y BUlmx TBapuH 1 maitke 2: 1 y Oakrepii.
Pu6ocomna PHK cranoButs 65113bK0 80% ycix PHK kmiTiuHH.

Pubocoma mae takuii po3mip, 1o nokpusae 20-60 HyKJICOTUIHUX 3aJTUIIKIB
MPHK. Jlosxuna MPHK nabarato Oiunpria. OueBUAHO, IO JUIS 3YMTYBAaHHS BCIi€i
nociiioBHoCcTl, mo koxye MPHK, pubGocoma moBuHHA mepecyBaTHucs B3I0BXK
MaTpuIll abo MPOTIATHYTH ii yepe3 cede. [HmMMuU cnoBamu, pubocoma MpaLioe sIK
MEXaHI3M TPOTATyBaHHS CTpiuku. Bona 3matHa «mpobiratu» mpuommsHo 40-50
Hykiaeotuanux 3amumikie MPHK 3a cekynay. Takum 4YMHOM IIBHUAKICTH
MPOTEOCUHTE3Y MOXe csaratu 20 aMiHOKHUCIIOT / ¢ (y IpOKapioTiB).

PubGocomu mpokapioTiB Ta €yKapioTiB BIAPIZHSIOTHCS SIK 32 CTPYKTYPOIO

CKJIaJIOBHX 1X MOJICKYJI, TaK i 3a po3mipom (puc. 14).
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~15 e,/ KmiTHEY

(~10 v/ xriTHEY) 250A
" (280 AY

pPHEK - 80% PHEK xmiTumm

ITeMIEicTs TPOTEOCHHTEIY — +Mga+ T J, —Mg2+

70 (80) 5 prubocoma

20 AK/c
50 (60) S + 30 40) S
cybuacTHHa cybuacTriHa

+(egoBnHa / \+ CegoRImHA
120 1 2904/5025 = 1542/2000
5(5)55 PHK == « 23(28) SPHK~ = 16(18) S
' ' +h85 —
Bl >~ PHK
34 (50) bimxde 21(33) bitox
L1, L=Z.,..........,L34 51, 852, 33,..........., 521

Puc. 14. MounekynsspHuil CKJ1ag puOOCOM MPOKAPIOTIB (€yKapioTiB):

70(80)S — uncta oguHHIB cBeaAbOEpra MPOKAPIOTHYHUX (€YKapiOTHUHHX) PHOOCOM BiIIOBIIHO;
L1-L34 — mo3naueHHst pubOCcOMaNbHUX OLIKIB BeluKoi (aHr1. Large) cyooauHmIIi;

S1-S21 — no3naueHns pubocomanbHUX OUTKIB Mastoi (anria. Small) cy6oaunuiti.

Ceéobepe — nozacucmemHa oOOUHUYS BUMIPY Koe@iyicHma ceoumenmayii,
AKUU BUSHAYAEMBCS K BIOHOUEHHS WBUOKOCMI OCIOAHHA 4aCMOYOK Y PO3UUHI 00
YEHPOOINHCHO20 NPUCKOPEeHHA y Yyivmpayeumpugyeax. Bukopucmosyemuvca ona
sumipy uanoposmipuux (1-100 mm) uacmouwok: ipycis, opeanen ma opeanoioie
KAIMuH, OLIKI8, HYKIEiHOBUX KUCIOM.
— N2 13 :
S = D?(d-1)(107°)/18n, oe D - oiamemp uacmouku (cm), d— numoma saca

uacmouKu, — 8's13Kicmuv cepeoosuLya.

Maiixe Bcs pubocomanbaa PHK (pPHK) 3HaxonuTbest B BUTIISAI Marai€eBoi
COJIi, IO HEOOX1MHO Ui MIATPUMKHU CTPYKTYpH; NMPHU BHUJAAJICHHI 10HIB MAarHito

pubocoma JUCOITII0E Ha CyOYaCTUHH.
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PubGocomu 3a CKIAAHICTIO CTPYKTYpH Ta (DYHKII MOXXHA PO3IMIISANATUH SK
HAHOPOOOTH JIsl O10CHHTE3Y O1NIKa.

HanmomnekynsapHUME CKIaJOBUMHU KOXKHOI prUOOCOMH € JIBI CyOYacCTHHU:
Maja i Benuka. /[ Ko)KHOT MOKHA TTO3HAYUTH celupiuHy QYyHKITIIO:

Majia cy0yaThHa — 3a0e3MeYeHHS KOJIOH-aHTHMKOJOHOBHUX B3a€EMOJIN MIX
MPHK 1 aminoanun-TPHK;

BeJMKa CyOuacTHMHA — KaTalll3 peakilii YTBOPEHHsI MEeNTHUIHOTO 3B'SA3Ky 3a
yuactio aABox amiHoammin-TPHK. Ils peakmis karamizyetscs 23S pPHK 'y
npokapiotiB 1 28S pPHK eykapioriB. 3Bakatoun Ha HAsSBHICTh KaTaJTITHYHHX
BJIACTUBOCTEN i MOJIEKYJIN Ha3MBaIOTHCS oJ116HO bepmenTam
nentuauiITpancepazamu, oJHaK icHye crieriaabHa Ha3Ba a1 PHK-karamizaropis
— pubO3uMH, TOMY HA3WBaTH MENTUIWITpaHCcPepasy (HEepMEHTOM HENPaBUIILHO,

BOHA € pUOO3MMOM.

ITenTmomn-

TpaHcdepasa
23S pPHK

Puc. 15. 3o06paxkenns Benukoi S0S cy04acTHHU MPOKAPiOTUIHOT pHOOCOMH,
CTBOpEHE 3a pe3ylbTaTaMH pPEHTTeHOCTPYKTypHOro anamzy. L1, L7 -

prubocoManbHI O1IKH.
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Po3mipu pudocom

VY eykapioris: 80S, 22x32 um, M ~ 4,5 maH. Jla.

- Benuka cyoomuuuipg. 60S, M = 3,0 mun. Jla, [1 pPHK 5S (~ 120
nykineorunis), 1 pPHK 5,8 S (~ 160 nmyxmeorunis), 1 pPHK 28S (~ 5 tucsu

HYKJICOTHU/IIB), ~ 45 OUIKIB];

- mana cybooaununsg: 40S, M = 1,5 mun. [la,. [1 pPHK 18S (~ 2 Tucsau
HYKJICOTHIIB), ~ 33 Oinkal].

Y muroruiasmi 3HaXOAWTHCS y cepeaHbomMy Onms3bko 10 MiH. prbocom
€yKapiOTIYHOTO THUITY.

VY mpokapioti: 70S, 21x29 um, M ~ 2.8 mun. [la,

- Benuka cyoommuuns: 50S, M = 1,8 mun. [la, [1 pPHK 23S (~ 3200

nykireotuai), 1 pPHK 5S (~ 120 nykneorunui), ~34 Oinkal;

- mana cybomuuuig: 30S, M = 1,0 man. Jla, [1 pPHK 16S (~ 1600
HYKJICOTHIiB), ~21 OLI0K] |

VY xiituni E.coli HamiuyeTrbest 6mu3bko 15Tucs4 pubocoM, BOHH CKIIAAIOTh
1/4 cyxoi Macu KJIITHHHU.

Pubocomu mpokapioTHUHOTO TUITy IPUCYTHOCTI HE JIMIIE y IPOKAapioTiB, a 1
B MITOXOHJIPISX Ta IJIACTUAAX €YKAPIOTUYHUX KJIITHH.

YTBopeHHs1 pudocoM

YTBOpeHHsT puOOCOM TOYMHAETHCS 3 TPAHCKPHWIILII TeHIB, sIKI KOAYIOTb
pubocomansui PHK. VY mnpokapioTiB TpaHckpumiis 3aiicHioeTbesi PHK-
nojiMepa3or0, y eykapiotiB € Tpu  pizHoBuau PHK-momimepas, cuntes
pubocomansaux PHK karanmizye PHK-nomimepaza | Ta Ill. Came cunte3 pPHK
BU3Hauae 3M10HICTh KIITHHU J0 Tmposmideparii 1 pocTy, 1 BeIuKa KUIbKICTb
CUTHAJIbHUX MOJIEKYJ, 110 PETYJIOIOTh IIi MPOIeCH, Oe3MOCePeHBO PETYIIOI0Th
cunte3 pPHK. V ccaBuiB kmactrepu renie pPHK e moBroproBani oauHuIIl
MDKI€HHHX CTiecepiB TOBKUHOK 0sn3bko 30 k6 (kimo6a3a = 1000 HykI€OoTHAIB) 1
IUISIHOK, 1m0 KoxytoTh npe-pPHK, nomxunoro Omm3pko 14 k6. I'en pPHK koaye
TPAHCKPHUIIT-TIONIEPETHUK, SIKUW TMOCTTPAHCKPUTIIIIHHO MOIU(DIKYETHCS 32 y4acTIO

manux saeprieBux PHK ta pubonykieas.
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Mauni saepuesi PHK (msPHK, anrn. small nucleolar RNAS - snoRNAS) -
kiac Manux PHK, oo 6epyTh y4acTh B XiMiYHUX Mou(IKaIisaX (METUIIOBAaHHI Ta
ncesaoypuamnoBanni) pPHK, a takox TPHK i mamux smepuumx PHK. Mami
anepuesl PHK BBaxaroTses miarpynoro manux saepuux PHK. Binbmicts ManPHK
KaTami3yoTh Moaudikalili HyKJI€OTH 1B, MPOTEe JAesKi OEPYTh y4acTh B pO3pi3aHHI
Tpanckpunta-nonepeanuka npe-pPHK. mauPHK y kommiekci 3 Oinkamwu
JOCTaBIISIOTHCA B SJEPLSA CHIEHiaTbHUMHU IaTlepOHaMH.

MeTwitoBaHHS - MPUEIHAHHS METUJIBHUX TPYII 0 Pi3HUX cyOcTpatiB. 3pina
pPHK moguam wmictate npubnauzHo 115 MeTUIbOBaHHUX — HYKJICOTHIHUX
moaudikamiii, 3ae6umbmoro mo 2'O-atomy puboszu. llceBmoypuamiroBaHHS -
13omepu3aniist ypuauny B nceBgoypunauH (V). 3pimi pPHK mronuam micTsaTh

OJU3bKO 95 3aNMUIIKIB ICEBAOYPUIUHIB.

O
i M
| NH HN NH
HO N )%O HO NN
0 0
OH OH OH OH
Ypunux IIceBnoypunux

Kosxna monekyna MssuPHK nos'si3ana moHaiiMeH1e 3 4otTupmMa MoJeKyjlaMu
Oinka, yrtBoptoroun PHK-OinkoBuit  komIiekC —  Maluil  siieplieBUA
pubonykonporein (anri. SnoRNP). Te, siki OUIKK BXOASTH 0 CKIIATy KOMIUIEKCY,
sanexuTh Bl Tuny MIKPHK. Monekyna msauPHK mictuts nocnigoBHicts 3 10-20
HYKJICOTHIIB, KOMIIJIEMEHTAPHUX MOCIJOBHOCTI, JO CKJaJy SIKOi BXOJIUTH TOMU
HYKJICOTH, skuil Tpeba MoaudikysaTtu, mo go3Boisie MAUPHK cnenudiuno
3B's3yBaTHCS 3 HeoOxigHow nuisHkoto pPHK, ska mnpomecyersesa. Ilicns
3'sizyBanHs MAUPHK 3 pPHK Oinku, mo BXoasaTh 10 cKiIagy KOMILIEKCY,
3MIMCHIOIOTH KaTaji3 XIMI4HOI Mojaudikaiii a30THCTOi OCHOBU. Moaudikarrii
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pPHK nokpamyrots ckinaganns uiei PHK y npaBunbHy koHdopmariito, mo crpuse
B3aeMoAii 3 pubocomHumu Ounkamu. IlceBmoypuaun (V) y mnopiBHSHHI 3
YPUJIUHOM Ma€ JO0JaTKOBY MOXJIMBICTH [IJI1 YTBOPEHHS BOJHEBUX 3B'SA3KIB.
CunpHo MetunoBana PHK 3a3Buuaii kpaiie 3axuiiena Bij ripoiizy HyKjIea3amH.

Benuka yactuna reniB MsaniPHK xpeGeTHux posraiioBaHa B IHTpOHAX I'eHiB,
AK1 KOJYIOTh OLJIKH, IO MPUMUMAaIOTh y4acTh y 30upaHHi puOb0ocoM ab0 TpaHCIIAIIII.
I'enn msauPHK TtpanckpuGyrorsess PHK-momimepasoro II tumy, ane mMoxyTh 1
TpaHckpuOyBaTucs 3 BiacHux nmpomotopiB PHK-nomimepasoro II a6o 111 Tumy.

VYTBOpeHu#l y pe3yabTaTi TPaHCKPUIILIi moyaTkoBuii Tpanckpunt npe-pPHK
po3pizaetbess Ha okpemi pPHK (18S, 5.8S i1 28S), mo cTaHOBIATH OCHOBY
pubocomu, a 5S pPHK tpanckpubyerncst okpemo PHK-nomimepasoro Il1.

VY eykapioTiB Miclisi 30CEpeKEeHHs TeHiB, mo koayioTh pPHK, 3a3Buuaii
n00pe MOMITHI B SIAp1 KJIITHHU, 3aBISKU CKYITUEHHIO HABKOJO HUX CYOOIMHUIIb
pubocom, camMo30upaHHS SKMX BiIOyBaeTbcs TYT ke. Lli ckymueHHs mo0pe
¢$apOyroThCsl LMUTONOTTYHUMU OAapBHUKAMH 1 YTBOPIOIOTH T€, IIO HA3HUBAETHCS
anepueM. BiamoBiHO, HAsABHICTH sJEpellb XapakTepHa He I Bcix ¢a3
KJIITUHHOTO IUKITY: TIPH MOAUTI KIITHHU B mpodasi saepiie JUCOIIIOE, OCKUTHKU
cunte3 pPHK npusynuHseTbcs, 1 3HOBY YTBOPIOETHhCS B KiHI Teloda3u Mpu
BiIHOBJIEHH1 cuHTe3y pPHK.

VY wmipy Toro, sk mnepma monekyna PHK-monmimepasu mpoxoauTs onHy
TpaHckpuniiiny oxunuiiro reHiB pPHK, Ha Hei cimae nactynna PHK-nomimepasa i
cunte3dye HoBy mnpe-PHK. Kinnesum npoaykrom € mpe-pPHK 45S. Ilo xoxy
cuntesy npe-pPHK oropraerscs pubocomHuMu OiIKaMu, siKi HAIXOIATh B SIPO 3
nurornasmu. Ilicns Bigginenus 45S pPHK Bin JIHK 1 depmenty BoHa
PO3IICTUTIOETHCS HAa OUIBIN JIpiOHI MOJEKYJH, SIKI JAf0Th MOYaTOK PUOOCOMHUM
cyoonunuisiM 40S 1 60S. Mami cyOOauHUINI CHHTE3YIOTHCS B IOJIICOMax
npuOan3Ho 3a 30 XBUJMH, a CHUHTE3 BEJIUKUX CYOOJMHMIL 3aiiMae OJIM3bKO
ronguau. HoBocTBOpeHi cyOOAMHUIN PpUOOCOMHU BHXOASTH 3 sipa B ITUTOILIA3MY

yepe3 saepHi nopu. [loBHa pubocoma 80S yTBOPIOETHCS MiCHS TOro, K Maia
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cyoonunuis 3B'sxethes 3 MPHK Ta 3 inimirorouoro metionin-TPHK 1 nmme motim 3
BEITUKOIO0 CYOOIMHUTICIO.

YTBOpeHHs puOOCOM - OJIMH 3 HAWOLIBII €HEProBUTPATHUX IPOLIECIB, IO
IPOTIKAIOTh B €yKapiOTUYHIM KJIITHHI, 1 BIH MOB'I3aHUN 3 KIITUHHUM IIMKJIOM Ta
KJIITUHHOIO Tipodiipepaniero. [lokazano, 1m0 akTHBalisg YTBOPEHHS pPUOOCOM
OB’ s13aHa 31 MIBUIKUM POCTOM KJIITHHU Ta il MO1JIOM.

3ibpana 3 pPHK Ta pubocomanpHMX OLIKIB eykapioTMuHa pubdocoma
YTBOPIOE 3 OCHOBHMX (PYHKIIIOHAIBHUX CAWTH: aMiHOAIIWIBLHUM, Y SKOMY 3HOBY 1
3HOBY Oyzae posmimtyBatucs amiHoauuna-TPHK; mentuaunenuii, y sikomy Oyne
3HAXOAMTHUCA Mmicas TpaHciokamii nentuauia-TPHK; exit-caiit, 3 skoro Oyrie

BuBlIbHsATHCA TPHK (puc. 16).

3pocTarwdni HoJlimenTHx

-9
MentmgunbHun T

cafT gkt

AMiHOALMNbHWIA
' cant

Benuka cy6oauHuua

AmiHOoKuUcnoTa

tRNA

Puc. 16. OcHoBHI (pyHKIIIOHAIBbHI CalWTH €yKaploTWU4YHOi pubocomu: A —

aMiHoanwiIbHUH, P — nentuaunsuuii, E — caiit Buxoay 3 pubocomu TPHK

MatpuyuHi puoonykJeinoBi kuciaoru (MPHK)
Marpuuni pubonykieinoBoi kucioru (MPHK, indopmariitni PHK, iPHK) -

monekynmu PHK, mo mpencraBnsitoTe co0010 KOMILIEMEHTapHI KOMIl 3HAUYIIMX
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nocnigoBHocteil JJHK - renis, B sikux 3akogoBaHa iH(opmallist mpo aMiHOKUCIOTHI
MOCIIZOBHOCTI  MOJIMENTHAHUX JIAHLIOTIB OUIKIB. BOHM yTBOpIOIOTBCS B
pesynbrari Tpanckpunuii (cuHte3 PHK na JIHK-matpumi 3a mgomomororo
depmenty JAHK-3anexxnoi PHK-momimepasun) 1 mpolecuHry MEepBUHHOTO
TpaHCKpHUNTy (BUAAJICHHS HaUTMINKOBMX Hekoayrounx PHK-mocmigoBHOCTEH 3
000X KIHIIIB Ta BCEPEAMHI MOJIEKYJIH, a TAaKOXK 3IIMBaHHS Koayrounx nuisHok PHK
onuH 3 onuuM. MPHK nepenocsts renetnyny iHpopMaIiio BijJ TeHiB 10 pudOCoM,
ne BigOyBaerbes TpaHcwsis. Ilpu 1mpomy oaun ndanior MPHK  MoxyTh
TPAHCIIOBATH OJHOYAacHO Jekiibka pubocom. MPHK 3amxnu cknmamaerscs 3
OJIHOTO TOJIIHYKJIEOTHAHOTO JaHItora. Bropunna crpykrypa MPHK npencrasnena
0araToOYMCeIbHUMU  JBYXCHIPAaJbHUMHM  JUITHKAMHU "mmuapkamMu'), 110
YTBOPIOIOTBCA B Pe3yJbTaTi KOMILJIEMEHTApHOI B3aeMOMli MIDK a30THCTUMU
ocHoBamu (A 3 U 1 G 3 C) ogHOTO 1 TOTO K JAHIIOTA; IIMWIbKUA 3'€HAHI MIXK
c000I0 KOPOTKMMHM OJHOTSDKEBUMH AUIsTHKaMu. [lpu 3B'si3yBaHHI 3 puOOCOMOIO
MakpoMoJiekysspHa cTpyktypa MPHK cyTTeBO 3MiHIOETBCSA, a nBOCHipaibHI ii
JUJISTHKH B pailoHl Oe3MmocepeaHbhOro KOHTAKTy 3 PHOOCOMOIO MEpeXOAsiTh B
OJHOTSKEBUM CTaH.

MPHK crtanoBisTh He3HauHy yacTky (3-5%) Bing cymapHoi kiaituHHOT PHK.
VY kmituni 6aktepii MPHK nocuth HecTaOUIbHI 1 MIBUAKO PYHHYIOTBCS: 4ac iX
HaIBXUTTS ckiaagae 2-3 xBunuH. Ha Bigminy Bim #Hux, MPHK B xmitumHax
€yKaplioTiB, K MPaBUJIO, 30€pIraloThCsi MPOTITOM JCKUIBKOX TOJAWH. 3HAYHOIO
MIpOIO 1€ TIOB's13aHO 3 TUM, 1110 B KIiTHHI MPHK 3aBxam 3HaX0a4ThCS B KOMITIEKCI
3 OIKaMU, YTBOPIOIOUH PHOOHYKIIEONpOTeiHH, a00 iH(opMocomu. binkoBuit ckian
1H(hOpMOCOM B MEPioJ, IO MepeAy€e TPaHCIHIIl, 1 B MOMEHT TpaHCAlli (ToOTo B
ckiaal moijicoM) pizHui. Monekynu MPHK MicTaTh 1Ba TUMM HYKICOTHUIHHX
MOCIIJOBHOCTEHN - TPAHCIBOBAHI 1 HETPAHCIbOBaHI. TpaHCIbOBaHa MOCIIIOBHICTh
MPHK ckiagena mociigoBHICTIO KOJIOHIB. BoHa mOYMHAETHLCS 3 1HIIIIOIOYOIO
konony AUG 1 3akiHuyeThes 10 TepMminyrouoro (omun 3 UAG, UAA a6o UGA).
Onna monekyna MPHK mpoxkapioTiB (0akTepii 1 CMHBO-3€JI€HI BOJIOPOCTI) 4acTO

KoJy€e n1Ba a00 OibIne pi3HUX modinentuaHux janiord (taki MPHK HaszuBaroThecs
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HOJIIIUCTPOHHUMH) 1 MICTUTh BIAMOBITHO KUIbKAa KOAYIOUUX IOCHIITOBHOCTEH. Y
nommuctporHin MPHK mocnigoBHOCTI, MO KOAYIOTH MOJINMENTHAHI JIAHIIOTH,
pPO3JIJIEHI MDKIIMCTPOHHUMU HETPAHCIBOBAaHUMM JIUISHKaMH - CIIecepamu,
JOBXKMHA SKUX Bapilo€ B IIUPOKUX Mekax. MDK IHIIIIOIOYUM KOJOHOM
HaiOmmxkyoi o S'-kinng MPHK TpaHcnboBaHOi MOCHITOBHOCTI 1 UM KiHIEM
3a3Bu4ail 3HaxoauThcs 50-200 HykneotwaHux 3anuimikiB. 3'-kiHenb MPHK,
BIJUIUIGHUH BiJ TEPMIHYIOUOTO KOJOHY 3HAYHO JIOBIIOIO HETPAHCIHOBAHOIO
JUISTHKOIO (10 JEKUIBKOX THCSAY HYKJICOTHUIAHUX 3ainuiikiB). LI HeTpaHcaboBaHi
JTUISTHKA HEOOX1/IHI JIJIsl CTBOPEHHS crienu(piyHOI MaKpOMOJIEKYJISIPHOT CTPYKTYpHU
MPHK, a Takox MicTaTh Tak 3BaHI CHUTHaIM IHIimamii TpaHcsmii. Haiikparie
JOCIIIJIKEHO TaKy cUrHaibHy mnociigoBHicTe B MPHK mpoxkapioTtiB (Bigkpura JIx.
aitnom Ta JI. JlanmerapHo 1 HOCUTH iXHE iM'st — nocniioBHICTh [laiina-/{anrapHo,
y eyKapioTiB TMOAiOHa IOCHIOBHICTP Ma€ Ha3By MOCHiI0BHICT Ko3ak).
[TocnmigoBuicte IllaitHa-JlanbrapHo MICTUTh 3-7 HYKICOTHUIHUX 3aJIMIIKIB,
PO3TAIIOBAaHMX TIEpe] I1HIMIIOIOYUM KOAOHOM. BoHa € kommiemeHTapHoio 3'-
kiHnesii nocaigosHocTi pPHK manoi cyboauuuii pubocoMu 1 yTBOPIOE 3 HEIO Y
mpolieci 1HImiamii TpaHCHSIIT JBOCHIpaTbHUN KOMIUIEKC. BTopuHHaA CTpyKTypa
MPHK B paifoHi cUrHajgbHOI MOCIIIOBHOCTI Ta 1HIIIIOIOYOTO KOJOHY BILJIMBAE Ha
edeKkTUBHICTh 1HIIanli TpaHchsauii. HasBHiCTh ab0 BIACYTHICTH BUIBHOI 5'-
kiH1eBoi nmociioBHOCcTi B MPHK mpoxkapioTiB HecyTTeBa 11t TOYATKY TPAHCIIAIII.
B oxpemux Bumaakax puOocoMa 37aTHa MOYMHATH TPAHCISIII0 BHYTPIIIHIX
konyrounx mociigoBHocten. [eski MPHK mpoxkapioriB (Haitwacrtime Ti, siKi
KOAYIOTh (hepMEHTH O010CMHTE3y aMIHOKHCIIOT) OKPIM OCHOBHUX TPAaHCIbOBAHHMX
MOCJIIJIOBHOCTEN OJIMAKYE 10 1X S5'-KIHIS MICTATh PEryiasTOPHY MOCIIIOBHICTh, B
SKIA 3aKOJOBAaHO KOPOTKW TOJIMENTH, 110 Ma€ Ha3By «areHratop»). CuHTe3
IBOT0 MoJInenTuay Bia0yBaeThes mig yac yrBopeHHss MPHK 1 moxe npusBoautu
70 TepeAYyacHOro 3aKiHUeHHS CHHTE3y OCTaHHbOI, TOOTO MepeayacHo
3akiHuyeTbcst TpuHCKpumilisa. Y geskux PHK-BipyciB eykapiotiB B PHK

3aKOJIOBAHO BEJIMKA KUIBKICTh OUIKIB, SIKI B MPOIECI TPAHCISLIT CUHTE3YIOThCS Y
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BUTJISIII TITAaHTCHKOTO TIOJITMENTHIHOTO JIAHIora (MOJMINPOTEiHy), SIKUA TMOTIM
PO3MICTUTIOETHCS CHEIUBIYHUMHU TTPOTEea3aMu Ha OKpeMi OLTKOB1 MOJIEKYITH.

VY eykapiotiB MPHK, sk mpaBuno, € MoHOIMCTpOHHOW. S'-KiHelpb Takux
MPHK Mictuth ken (aHTi. cap - mIamka, KOBIAakK), sIKuil mpuennyerses 10 MPHK
MICJIA 3aBEpPIICHHS TPAHCKPHUIMI 3a JOMOMOrow crenudiuHoi ¢GepMeHTHOI
cuctemu. T1 HYKJICOTH IHI 3aJIMIITKH, SIK1 CIAYIOTh 3a KEMOM, TaKOX MOAU(IKOBaHI
- MICTATH 3QJIMIIKA MeTWIbOBaHOT pubo3u. HasBuicTtes kema B MPHK migBumrye
edexTuBHICTD ii TpaHcuamii. [IpunyckaroTs, 0 y €yKapioTiB Majia CyOO UHUILS
pruOOCOMHU CITOYATKY 3B'A3y€ThCSl 3 S'-KIHIIEM MOJEKYJHd, a MOTIM "KOB3ae€" 1o
naniory MPHK axx 10 1HIIIIOIOYOTO KOJOHY TPaHCIHOBAHOI MOCIITOBHOCTI, JI€
3YMUHSETHCS 1 MOYMHAETHCS 30MpaHHs anapary A 3untyBanHs MPHK.

binpmricts moniekyn MPHK B eykapioTuuHiil KJIITHHI MICTUTh Ha CBOEMY 3'-
KiHI[l TOMOTMOJIIMEPHY TMOCHIIOBHICTh (momazaeHinat) 3 20-200 3anuiikis
aJ€HLJIOBO1 KHACJIOTH. [TomanenuTroBaHHsA 3IIACHIOETHCS dhepMeHTOM
MOJIIaJICHIIATIIONIMEPa30t0 MICHA 3aKIHYEHHS TPAHCKPUIILII SK OCTaHHIN ertan
nporecunry 3'-kidmeBoi auistHkui MPHK. ®@yHkiioHansHa posb MoJiaeH1IaTHOl
nociigoBHocti B MPHK €, iMOBipHO, 3B'3yBaHHS 31 CHEIlaIbHUMU OUIKaMH B
iHpopmocomi. [leski MPHK, nampukian, ricronoBi MPHK, nomianeHinowThes

JIUIIC 9aCTKOBO.

ITpokapioTH EyvkapioTH

«5' KeIl» (3ax7ICT Bil HyKIeas)

5' HeTpaHCIROBaHa JUIIHKA BETIOYAE MOCTLIIOBHOCTIL:

MMarmma-/TanrapHo Kozax

TpaHcIbOBaHa IUTAHKa — HodMHacThed 3 AUG

3' HeTpaHC/TEOBaHA IiT9HEA — IIOYMHACTHCH 31
CTOIT-KOOOHIB (HoHCceHC-KomoHIB): UAG, UGA, TUAA

3' momiameHITaTHII «XBiCT»
(TpaHCcIIOpPT, 3axX1ICT Bid HYE/Ieas)

Ta6auus 4. [lopiBHSHHS CTPYKTYpHUX 1 QyHKIIOHaIbHUX ocoOiuBocteir MPHK

MIPOKApPIOTIB Ta €yKapioTiB
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TpancnoprtHi pudonykeinoBi kuciaoru (TPHK)

T-PHK BukonytoTh QyHKuii amantepiB (cnenu]iuHuX MOCEPEIHUKIB) MIX
kogoHamu M-PHK 1 aminokucinoramu. Ha 3'-KiHIII MOJIEKYJIM 3aBXKIU 3HAXOSITHCS
YOTUPH HECTIAPEHUX HYKJICOTUAM, IPUIOMY TPH 3 HUX - 11e 000B'sa3k0B0 CCA. 5'- 1
3'-xinmi nanirora TPHK yTBOproroTs akientopHe credso. JlaHIorn yrpuMmyrOTh-
Csl pa3oM 3aBJISKU KOMIUJIEMEHTAPHOMY CIIapOBYBAHHIO CEMU Nap HYKJICOTHIIB.

Yci TPHK MicTath mnceBIoypuauiaoBy IINWIbKY. BoHa MICTUTH [Ba
HeXapaKTepHUX Il PUOOHYKJIETHOBUX KHUCJIOT 3anuiuku: pudborumumiiaat (T) 1
ncegoypugmwiar (V). Illnunbka ckiaamaeTscss 3 JBOJIAHLIOTOBOro  cTeda,
YTBOPEHOTO M'ATbMAa CIAPEHUMH a30THCTUMHU OCHOBAaMH 1 METJI JOBXHHOIO CIM
HykieotuaiB. Tpumier TYC 3apxau po3TamioBaHU B OJHOMY 1 TOMY 3K MiCIIl
HEeTITI.

Y aHTUKOAOHOBIN MIMUJBII CTEOJIO 3aBXKAU YTBOPEHE CIMOMa CHapeHUMU
OCHOBaMH. TpuIuieT, KOMIIEMEHTapHUN cMHUCIOBOMY KonoHy MPHK, - anTnkonon
- 3HAXOJIUTHCS BCEPE/IMHI NETII1, YTBOPEHOI CIMOMa HYKJICOTUIAMH.

[Ile oaHa mmMUiIbKa — IUT1IPOYPUJIIIOBA - CKIIAIAETHCS 3 CTeOJIa JOBXKUHOIO
TPU-UYOTHUPH TAPW HYKJICOTHMIB 1 TETI pPI3HOTO pO3Mipy, IO MICTUTh
JTUT1pOypaIu.

Pons oxpemux numsHok TPHK: mnceBmoypuaisioBa metiis 3a0e3mnedye
3B'si3yBanHs  amiHoamwi-TPHK 3 pubocomoro, gurimpoypuamioBa meTIs,
HaliMOBIpHIIIEe, HEOOXiAHA $K CaWT I TMi3HABaHHSA (PEepPMEHTOM aMiHOAIlWII-
TPHK-cunTeTaszom (puc. 17).

Koxxna amiHOKkHCIIOTa Mae Jekiabka BigmoBimHux ik pizHOBUAIB TPHK.
Uucno rewiB, mo koaywTh TPHK myist omgHiei 1 Ti€i )X aMiHOKHMCIIOTH, MOXE
BIJIPI3HATHCS y PI3HUX OpraHi3MiB. 3araibHa KibkicTh reHiB TPHK B y mogunu
outbmie 1 tHcsui. B remax TPHK eykapioTiB ¢yHKIIOHAIBbHO BaXJIUBHH 3’-
KiHIeBuil TpuruieT He koayeThes JJHK, BiH q100yn0BYyEThCS MOCTTPAHCKPUIILIIMHO

3a monomoroto ¢hepmenty TPHK-nykneorununtpancdepasu.
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Crpyktypa TPHK

TPHK- 15% PHK xriTrmmr 10-25% HyKIeOoTHIIiE — MiHOpPHI
Hoexoma: /4-95 HyKTeOTHIE Bygpreno 60 pizamx TPHK
A A
L
Ty

AKHEHTDI;%_H {..: Ilcesmovprmi-
cTedIo o

mosa meTaa (I
3aDeanmedye
BIACMOIIRD
amiHoamr-TPHE 3
pudocoMoR

durinpoypr- |
OiTOBA IIeT Ia
 (T1)- -
canrT
VIIi3HaABAHHA

APCazomo

>
I—ITFIKD,II;D—
AHTUKOQOH s HOoBa meT/IaA(A)

Puc. 17. Crpykrypa TPHK y Buriszai gitepu L Ta 1ucTka JrolepHHA

Kpim aknentopHo-agantopHoi ¢yHKIii B 611koBoMy cuHTe3i, 6arato TPHK
MOKYTh BUKOHYBATH POJIb 3aTPaBKH MpH 3BOPOTHIN TpaHckpunii (cuate3 JHK
Ha PHK-marpumi) 3aBnskum komruiementapHocti  3-kinug TPHK  (17-20
HykJeoTua1B) 1 nuisHKU PHK petpoBipyciB, a TakoX peTpOTpaHCIIO30HIB.

DvyHKNIT hakTopiB 1HIMIANIT TPOKAPIOTIB:

- IF 3 - nmoB'si3anuii 3 30S-cyboauHuIIet0, 3ano0irae nepeayacHii acoriaii 3
Benukoo S50S cybommnmiero pubocomu, 30epiraroud il BIJOKPEMIICHOIO 0
3B'si3yBaHHs 3 MaTpuyHoo PHK. Kommneke IF 3 3 30S cy6uactunoro pubocomu
ymi3Hae cremianbhi mociigoBHocti MPHK: 1) inimiaropuuii komon AUG, 2)
nocmiioBHicTh [llaiina-JlanrapHo 3 KO KOMIUIEMEHTAapHO 3B'sA3yeTbes 16S
pPHK. Takum uynnoMm ikcyerbest MPHK Ha pubocomi.

- IF2 - B3aemogie 3 aminoaruia-TPHK, posmertoe ['TD.

[Ticns toro, sk 30S-cybuactuna - IF3 xommiekc 3B'si3aBcs 3 MPHK no nei
3aimy4aroThes 1HiiatopHa aminoanui-TPHK 3 IF2. ExciepumenTansHO AOBEACHO,
0 CUHTE3 Ollka y eykapioTiB mouuHaeTrbes 3 MeTioHUI-TPHK. ¥V mpoxkapioris
nepmoto amiHoauuna-TPHK e ¢opminmerionin-TPHK. Inimiatopna aminoanusi-

TPHK ¢ikcyerbes y P (menTuaniibHii) JUISHI Majoi CyO4acTUHH pUOOCOMMU.
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[Torim npuemnyerbest 50S-cyOuactmHa, BimOyBaethes Tiapomiz [T i
dakTopu iHImMiaIii AMCOIIOIOTh. 3i0paHa pubOOCOMa TOYHMHAE CHHTE3yBaTH
MOJIIMEeNTHIHUNA JTAHITIOT.

- IF1 - e 00oB'si3k0BHIl (akTop (y AESIKUX BUAIB BIACYTHIN), MIABHUIILYE
criopigHeHicTh Masoi cyouactunu 1o 1F2 1 IF3.

AHasoriydi  O171koB1 ¢akTopu 1HIIIALNT BHUSIBIEHI 1 B €YKaplOTHYHHUX
kiiTuHax. Bigkpuro 6mm3bko 10 eykapioTHyHHX OUIKOBUX (pakTopiB iHimiamii. Bei
BOHU BXJIMBI JJI 1HIIIAI], OJHAK TUIBKK TpU 3 HUX aOCOJIOTHO HEOOXIJIHI 1
CyTTeBI AJis Ou1koBoro cuntesy: elF-2, elF-3 1 elF-5.

®OyHK1i1 PaKTOPiB €IOHTALll] TPOKAPIOTIB:

- EF-Tu (ananor y eykapior eEFla) - 3B's3yBanHs aminoammi-TPHK 3 A
(aMiHOAIMJIBHUM )-CcaliTOM prOoCcOMU 3a paxyHOK riapoinizy ['T®;

- EF-Ts (ananor y eykapiot eEF1p) - BuBibaenns I'/I® 3 EF-Tu-I'1®;

- EF-G (ananor y eykapior eEF2) - Tpancnokaritis (nepemimieHHs: puOocoMu
no BigHomeHHto 10 MPHK na 1 Tpumier) 3a paxyHok riapomizy ['TO.

[Tporiec enonranii mominentuaHoro janmiora y E. coli moumnaetscs 3
YTBOPEHHSI  MEpIIOr0 MEeNTHIHOTO 3B'SI3Ky 1  Oe3mocepeHbo, TOYHIIIE
TonorpadiyHo, TOB'S3aHUM 3 BeNHMKOI cybuacTuHoro (50S) pubocomu, 10
MICTUTh fABa TieHTpu s 3B's3yBaHHs TPHK: omuH 3 HuUX Ha3uBaeThcs
aMiHOoAIWIBbHUM (A), 1HIIUH - nentuauiabHuM (P).

[Tponec enmonrariii npuiHATO AUTMTH Ha 3 cTajli: 1) ymi3HaBaHHS KOJOHY 1
3B'si3yBanHs  amiHoauwia-TPHK, 2) yrBopenns mnentumHoro 3B'si3ky 1 3)
TpaHCIIOKAIlisl.

VY mpoueci Tpanciokauii pubocoma mnepemimryeTbesi B3goBx MPHK y
HAmpsAMKY 10 ii 3'-KiHI]1 Ha BiJCTaHb B OJIMH KOJOH, TOOTO TOYHO Ha OJUH
TpurieT. TakuM dYWMHOM, Ha CTajli eJoHramii BIJOYBA€ThCA TOCIIIOBHE
HapOIIyBaHHS MOJINENTHIHOTO JIAHIIOTa 0 OAHIA aMIHOKHUCIIOT1 y BIAMOBITHOCTI
3 MOCHIOBHICTIO TPUILIETIB (KOI0HIB) y Mojekymi MPHK.

Oyukuii ¢akropiB TepMminaiii npokapioriB: RF1 1 RF2 ymi3znatots cron-

kononn; RF3 3miiicaroe rimpomi3z nentuawi-TPHK, sk pesynbpTaT - BUBUIbHEHHS
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cuHTe30BaHoro nentuay. /xeperaom eneprii ans 3aBepiieHHsa Tpancusuii € ['TO.
daxTop TepmiHalii y eykapioTiB oauH — RF.

[cToTHUM € 3'sACyBaHHsS TUTaHHS TPO KUIBKICTh €HEeprii, HeoOXiMHOI s
CHUHTE3Y OJHOTO NENTHUJHOTO 3B'A3KYy MiJ 4ac TpaHcisuii. Sk Oyno Big3HaYeHO,
MPU aKTUBAIlll aMIHOKHCIOTH e 10 CTajli iHimiamii, To0To npu (GopmyBaHHI
aminoanii-TPHK, Butpauaerscs enepris posnagy AT® va AM® 1 nipodocdar,
10 MpHUOJIU3HO EKBIBAJEHTHO Tiapoiizy 2 mojekynl AT® no 2 monekyn AJlD,
OCKUIbKK Tipodocdar MiaTaeThecs po3Maay Ha 2 MOJICKYJIM HEOPraHIYHOTO
dochary. s BraodeHHs amiHoamwui-TPHK B aminoamunpHUIT  1IEHTP
BUKOPHUCTOBYETbCA €Hepris riapodizy mosiekynu ['T® na I'/I® 1 HeopraHiuHuit
dbocdar. Hapemrri, TpaHciokaiiis pu00COMHU TaKoXX MOTpeOye eHeprii TApoi3y 1e
onuiel Monekynu ['T®. TakuMm YUHOM, €HEPreTHYHI MOTPEOU CHUHTE3Yy KOKHOTO
MENTHIHOTO 3B'A3KY €KBIBAJIGHTHI €Heprii riaponizy 2 mosekyn AT® 1 2 monekyn
['T® (ToOTO TiAPOAI3 YOTUPHOX MAKpPOEPriyHUX QocPaTHUX 3B'SA3KIB) 0
BINMOBIMHUX  Hykieosuwmaudocdari. Jlerko  ysSBUTH, HACKUIBKH  BEJHKI
€HEProBUTPATH KOXKHO1 KIITUHH MPU CUHTE31 HE TIJILKU OJIHIET MOJIEKYyn Ollika, a
BEJTUKOI KUIBKOCT1 MOJIEKYJI HAMPI3HOMAHITHIIIHMX O1IKIB 32 OJIMHUIIIO Yacy.

MPHK TtpancmoeTscs oHOYacHO AekuibkoMa pudbocomamu. CTpyKTypa, B
skii MPHK acowiiioBana 3 6ararbMa TpaHCIIOIOYUMH pUOOCOMaMU, Ha3UBAETHCA
noJiipubocomoro abo mogicomoro. Koxkna pudocoma 3aiimae Ha MPHK minsuky
JTOBXUHOIO 01M3bK0 80 HYKJIEOTHIIB, TOMY pOOCOMU po3TaiioByroThest Ha MPHK
3 iHTepBaioM npubauszHo B 100 mykineotuaiB. Kigpkicth pubocom, 1o CKIagatoTh
noJiicomy, 3aiexxuth Bin gosxkuHu MPHK: 3a3Buuaii 3-20 pubocom, a Ha nmyxe

nosrux MPHK moxyTh nepedyBatu ogHouacHo 50-100 pubocom.

2.4. MexaHi3M TpaHcJsLii
SK 1 1HII MAaTPUYHI CUHTE3W TPAHCIALIS MOAUISIIOTh HA TPU CTali (€Tamu):
1HIITIaIlis, eJTOHTAIlls, TePMIHAITiS.

[HiIgas Tpadciami y mpoKapioTiB
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Jnst  imimiamii  TpaHchAmii  HEoOXigHI Maya 1 BeJdMKa JIMCOIIHOBaHi
cybonunuui pubocomu; MPHK; I'T®; dopminmerionin-TPHK; Tpu O6inkoBux
daxropa inimamii: 1F1, IF2, IF3.

Ha nouatky wi€i ctaaii popmyroTbes 1Ba NOTPIHHUX KOMIUIEKCH:

- mepumii komruiekc: MPHK + mana cyoonuamms + 1F3,
- apyrui komiuiekc: popmiametioHu-TPHK + IF2+ I'T.

[Ticass ¢gopmyBaHHS TMOTPiHI KOMILJIEKCH OO'€IHYIOTBCS 3 BEIUKOIO
cybonuHuIeio pubocoMu. Y I1bOMYy Mpolieci OepyTh aKTHBHY y4acTh OUIKOBI
dakropu imimiamii, mxepernom eHeprii ciayxkuth [T®. Ilicna cknananzs
KoMIUIeKCy iHimitoroya MeTioHun-TPHK 3B's3yeThcst 3 mepmmm komonom AUG
matpuunoi PHK i posramoByeThcsi B NMENTHIWIBHOMY caiiti - P-caiiti (aHri.
Peptidyl-tRNA binding site) Benukoi cyboauHwuI. AMIHOAIIMIBHUN CaliT — A-calT
(arr. Aminoacyl-tRNA binding site) 3amuiaerscs BUIBHUM, BiH OyJe 3aaisHUIN
Ha cTajii esoHTaIli 1y 3B's13yBanHs aminoanuia-TPHK.

Ininianis Tpancasuii y eykapiortis

VY eykapioTHYHUX KJIITHHAX OCHOBHOIO JIIMITYHOYOK CTI€I0 CUHTE3Yy O11Ka
€ 1HINiamig TpaHcysmil. SIK mpaBuio, peryndilis TpaHCHALili cIpsMOBaHA Ha
MOJICTIICHHS a00, HaBMAaKW, rajJbMyBaHHS came 1HImiamii TpaHcysmii. [Himaris
TpaHcsmii  mepeBaxkHoi  Outbinocti  (moHanm 97%) eykapiotmununx MPHK
BiJIOYBAETHCS 3a TaK 3BAHUM KEM-3aJIC)KHIM MEXaH13MOM.

Ken-3aneoxcna iniyiayin mpanciayii. Cxanyoua mooens.

binpuricts eykapiotnunux MPHK Maroth cxoxxy OynoBy: BOHH MICTSATh Ha
5'-KiHIII Ken CTPYKTYpY - «nepeBepHyTHi» Ta MeTriboBanuit GTP (puc. 18).

BianoBigHO 10 «CKaHyOUOi MOJAENTI», 3alMpoloHOBaHOI y KiHIl 80-X pokiB
MUHYJIOTO CTOMITTS, Maja 40S cyboauHHIS pruOOCOMH 3a JOTOMOTOK OLTKOBHX
daxropis inimamii Tpancisii (elF, eukaryotic initiation factor) - npueaayeThes 10
ken ctpyktypi Ha 5 'kinmi MPHK. Ilicis nporo 40S cyGoauHuisi B KOMIUIEKCI 3
pizauMu ¢pakropamu pyxaerbess no MPHK B 3 'Hampsimky, ckanyioouu 5'
HETPaHCIbOBaHI MOCIOBHOCTI y molrykax ctaptoBoro kojgoHy AUG. Ak Tinbku

TaKUil KOJOH 3HAWJEHO, J0 MaJioi CYOOIWHHUIN TPHETHYEThCS Belnmka 60S
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cyOomunauIt, T00TO 30MpaeThes 1ima 80S pubOocoma, 1 MOYMHAETHCS CUHTE3

[IOJIIIENITUIHOTO JIAHI[IOTA.

0 CHE
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Puc. 18. Ctpykrypa 5’-kinus eykapiotnanoi MPHK

KiroyoBy posnp B iHiiamii TpaHchsauii rpae iHimiroroda MeTioHUT-TPHK
(Met-TPHK™®"). Came 3a ii momomorom, 3a PaxXyHOK KOJIOH-aHTHUKOJIOHOBOI
B3a€EMO/Iii, CKaHYIOUMM KOMIUIEKC 3HaxoauTh ctapToBuii AUG koj0H. YyacTb
Met-TPHK™®' B inimiarii Tpancmsmii 3a6esmedye ¢akrop imimiarii elF2, skwuii
CKJIQJIAEThCS 3 TPHOX PIZHUX CYOONMHHMIIL - anbda, O6era Ta ramma. Yepe3 ramma
CYBOAMHUIIO 3iiicHIOeThCs 3B's13yBanHs 3 Met-TPHK™® i mosekynoro GTP, uepes
Oeta cyObomuHHIIO BinOyBaeThesa B3aemonis 3 ¢akropamu elF2B 1 elF5, ambpda
cybonunuisl Oepe ywacTb B perymamii aktuBHocTi elF2 (3a gomomororo
dbocdoprmoanns cepura 51 B ii cxrani). Met-TPHK™® ta eIF2 6epyTsb y4uacTs B
1HIIAI1 TPaHCTAIIT B CKJIall MMOTPIHHOTO KOMIUIEKCY:- Met-TPHK™! -eIF2-GTP.
B3aemonist miporo komriekey, 40S cyboaunuii pudbocomu 1 ¢aktopiB elF1, elF3,
elF1A npu3BOIUTH 10 YTBOPEHHS puOOCOMAIBHOTO MPEIHIIIATOPHOTO KOMIUIEKCY

(puc. 19).
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Puc. 19. Inimiaris TpaHcsiii y eykapioTi (Images from publication: Jackson R. J. The
mechanism of eukaryotic translation initiation and principles of its regulation / R. J. Jackson ,C. U. Hellen ,T. V.
Pestova // Nat. Rev. Mol. Cell Biol., 2010 Feb. - Ne 11(2). — P.113).
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AxtuBanigas MPHK

B eykapiotnunux kimitunax MPHK, sk npasuio, € acouiioBanoro 3 MPHK-
3B'A3yIOYMMH OUTKaMM 1 TOMY 3HaXOAUThLCA y cTaHi pubonykieonpoteiny (PHII).
Jlnst iHimiamii TpaHCsii HeoOximHO ouuctuTh S'-kiHUeBy autstaKy PHIIT Bin
MOJIEKYJ OlJIKa, a TaKOX «pO3IJIECTH» NPHUCYTHI B HIA €JIEMEHTH BTOPHUHHOI
ctpykTypu. s ¢pyHkiis BukoHyeTbest pakropom 4F - omHUM 3 HaBaXKIUBIIIMX
€JIEMEHTIB TPAHCIILIMHOTO amapaTy KIITHHHU, SIKAH CKIIAJA€TbCA 3 TPhOX PIZHHUX
oinkoBux cyoomunuib: elF4E, elF4G 1 elF4A. Hesemukuii 6110k elF4E wmae
BUCOKY CIIOP1THEHICTh 10 Ken-cTpykTypu Ha 5'-kxinmi MPHK 1 3a paxyHok HBOTO
3aifcHioeThesl puennanns elF4Fno MPHK. ®aktop elF4G rpae naiiBaxiauBimry
poJb B iHIMIAINT TpaHCII, 3a0€3MeUy0UM 3B'I30K MK PI3HUMU OUIKaMH, SKi
o6epyTh yuacth y mpomy mporeci. elF4A e PHK-3amexnoro xemikasor, ska,
BUKOPUCTOBYIOUH eHepriio ATP, «po3kpydye» eeMeHTH BTOPUHHOI CTPYKTYpH 5'-
ninssaku MPHK. Leit npouec crumyntoeTsest paktopamu elF4B 1 elF4H.

Ipuennannsa akruBoBanoi MPHK 1o npeiniatopHoro kommiexcy

AKTHBOBaHa 3a Jomnomoror OinkoBux (QakropiB 4-i rpynu MPHK
NPUENHYETBCS 10 pUOOCOMAIBHOTO  TPEMIHIIIaTOPHOTO  KoMmIuiekcy. Lle
npueaHanHs 3abesneuye elF4G 3a paxynok B3aemopiinii 3 elF3 B ckiani
MpeiHII[aTOPHOrO KOMIUIEKCY i, TakuM 4nHOM, 40S cybomuamms i Met-TPHK™®!
BusBisitoThes Ha S'-kiHmi MPHK. Ilpore antuxonon TPHK mie He mos'szanuii 3
iHimioryuM  kogoHoM AUG. HactymHuM eTanoM Kem-3ajeKHOI0  iHimiari
TpaHCISIIT € momyk 1poro tpurery B ckmami MPHK. 40S cyGomunwms B
KOMIUIeKCl 3 (akTopamu iHimiamii pyxaerbcsi B3noBxk MPHK B 3'-Hampsamky,
TepeBipsIoYH KOXKEH TPUILIET Ha KOMIUIEMEHTApHICTh aHTHKoa0Hy Met-TPHK™®,
EdexTuBHICTh yIi3HABaHHS IHIIIIOIOYOTO KOJOHY 3aJIEKWTh BiJ TOTrO, SKi
HYKJICOTU]IM 3HAXOASATHCS HABKOJO HBOTO, BiJ Tak 3BaHOro koHTekcty AUG
KOJIOHY. 3a JIOOMOTO0 Cy4acHUX METOJIB BJIajiOCsi BCTAHOBHUTH, 11O JIOAaBaHHS
nekernoBanoi 0era-rmo6inoBoi MPHK, ATP, GTP, 6inkoBux dakropis 2, 3, 4A,4B,
4F i Met-TPHKM OpU3BOAWIO a0 yTBOpeHHs Ha S'-kinmi MPHK 43S-

NPEiHIIaTOPHOTO KOMIUIEKCY, aje BIH 3ajuilaBcs HepyxoMuM. OJHaK, SKIIO
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pa3oM 3 IHIIMMU KOMIIOHEHTaMH BiJpa3y A0 L€l CyMilll oaaBanu me i paxropul
1 1A, To xomruiekc BusBisBcs Bke Ha AUG komoni. Takoxx Oyno moka3aHo, 110
elF1 HeoOximHui 1y nmpaBwiabHOTO ymizHaBaHHA AUG kogoHy - 0€3 HBOTO
CKaHYIOUMN KOMILJIEKC «HE pO3pPI3HIE€» KOHTEKCT CTapTOBOTO TPHILIETA.
OueBuaHo, mo npucyTHicTh elFlnepeBoauts pudbocomMy B 1HIIMKM CTaH, Y SIKOMY
B3aemozis 3 AUG crae 61bm crienudgiuHoro. TakoX oTpuMaHO J1aHi, 10 CBII4aTh
mpo Te, IO y CKaHyBaHHI 3ajisHuii oOMiH MK BimbHUM elF4A 1 4A B ckiami
elF4F, mo cynpoBomkyeThes riapoiizom ATP.

Acouianis 80S pudocomu

[Ticnst mpaBUIBLHOTO MPHUETHAHHS AaHTUKOJIOHY 1HIIIF0r040i amiHoanuia-TPHK
(Met-tPHK™®) o AUG 40S cy6oauHumst pubocoMu MOBUHHA GYTH 3BIIbHEHA Bif
¢akropis iHimiamii. Lei npouec 3abe3neuyerbes dakropamu elF5i elFSB. Kogon-
AHTUKOJOHOBA B3a€MO/II MPU3BOAUTH 0 3MiHU KOoHopmaiii elF2, mo, B cBoto
yepry, Beqe Ao rigponizy GTP y ckimani notpiiHoro komruiekey. ['igpomiz GTP
3MIACHIOETRCS 3a monomoroto elF5, skwuit 3B's13yeThes 3 Oera-cybomunuieto elF2.
Hns npuennanns 60S cyOoaunuil 1 yrBopeHHs 80S pubocoMu HEOOXITHMM
rigponi3 me omniei monekynu GTP, mos's3anuii 3 dakropom elF5B. 3'emnanns
40S 1 60S 3abe3neneuye komiuiekc elF5B 1 GTP, a rigponiz HeoOXigHUN HJIs
nucormarii elF5B.

IleperBopenns elF2-GDP B elF2-GTP

INaponiz GTP B ckiaai moTpifHOTO KOMIUIEKCY Bejle A0 BUBLIbHEHHS elF2-
GDP. Sk 1 Oumpmiicte Tak 3BaHux G-OuikiB, elF2 3B'szye GDP y 100 pasis
cunbHime, HiX GTP. OmHak Ha mMoYaTKOBHMX CTaisx iHimiamii Tpancisamii elF2
HeoOxiaHui y komruiekcei 3 GTP. [lnsa uporocneniansuuii 6110k elF2B 3abe3neuye
saminy GDP B xommexci 3 elF2 na GTP.

Yuactp 3'-kinusg MPHK y ininianii Tpancasimii

Onucanuil BUIE MEXaHI3M iHilaIii OITKOBOTO CHUHTE3y MOB'S3aHUM 3 5'-
kiarem MPHK, 1 romoBHUMHU [if04nMH €IEMEHTaMH I[LOTO TPOIeCy € Kem 1 5'-
HETpaHCIbOBaHa MOCHIOBHICTh. OIHAK B 1HIMIAIT TPAHCIISIIT 3aITHUIM 111€ OJIUH

ctpyktypuuii enement MPHK - 3'-HeTpaHcnboBaHa MOCHITOBHICTh, a caMme
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[OJIIaIEHUIATHUN «XBICT». BUSBHUIOCS, 110 I MOJiaJeHIaTHA ITOCIIZOBHICTh HE
mumie 3axumae MPHK Bin 3'—5' merpanaiii, a i 6epe HallaKTUBHIINIY y4acTh B
KeM-3aJieXKHIM 1HIIlalii TpaHCHAIii, sSka BiAOYBA€ThCS Ha MPOTHUICKHOMY KIHIII
MPHK. Byno igentudikoBano 010K, sikuii 3a0e3neuye y4acTb MOJiaJeHLIaTHOTO
XBOCTA B 1HIINAIIT TpaHCIALIT — MoIiA-3B '3ytounii 6110k a6o PABP (anri. PolyA-
binding protein). Kinbka Moyiekysn 1p0ro OilKka KOOIEPATHBHO ITOKPHBAIOTH 3'-
kigerrb MPHK 1 B3aemonirots 3 eIFAG abo neskumu iHImmMY (hakTopaMu iHITHAIT].
PABP i elF4G € cnoyiydHUMHU JJaHKaMU HACTYITHOTO JIAHITIOTA:

5'-kinents MPHK-xen-elF4E-elFAG-PABP-3'- xinens MPHK.

Takum uwmHoM, B mpoueci iHimiamii Ttpancmauii MPHK  BusBnserscs
3aMKHYTOI Y KUIBIIEBY CTPYKTYpY 3a paxyHok PHK-GinkoBux Ta G1710K-017TKOBUX
B3aemonid. Taka «IWKmi3amis» KemoBaHoi 1 momiaaenutoBanoi MPHK B
npucytHocTi elF4E, elF4G 1 PABP cra6inizye MPHK. Kpim Toro PABP B3aemoie
11e 3 JekibkoMa Oinkamu. Bysu inentudikoBani 6iaku Paipl i Paip2 (anrn. PABP
interacting proteins). Paipl e romosioriunum yactui elF4G, Moxe B3aeMOIIATH K
3 PABP, tak 1 3 elF4A 1 ctumymtoe ken-3ajexHy TpaHcisiio. Paip2, HaBnmaku,
3'sizytounck 3 PABP, mepemkomkae #oro B3aeMofii 3 TOJiaICHUIATHUM
«XBOoCTOM» 1 y Takui cmnoci06 1Hr10ye Ttpancmamiro MPHK. Paipl 1 Paip2
KOHKYpPYIOTh M co000r0 3a 3B'sizyBaHHS 3 PABP i, Takum uymHOM, HaIarwoTh
KJTIITHHI 1€ OJTHY MOKJIUBICTb JJISl PETYJIAIIT TPAHCIISAIIII.

Enonraunist Tpancasuii

Jlnis i€l cranii mae 6ytu Habip y AOCTaTHIN KUTbKOCTI ycix 21 amiHOAIMII-
TPHK, 6inxoBi ¢gakropu enonrauii, ['T®. [TogosxeHHs naHiora Big0yBaeThCs 31
MIBUJIKICTIO TpHOJIM3HO 20 aMIHOKHUCIIOT 3a CEKYHTY.

Enonranis € mukmaiuauM npouecoM. [lepmuit mukn (1 HACTYIHI IMKIIH)
eJIOHTallii BKJIFOYA€E TPU ETaIH:

1. Ilpuennanns amidoami-TPHK 11 aHTHKOI0HOBOIO CTOPOHOIO 10 KOJOHY
MPHK (HactymHoro 3a iHimitorounm), aminoanui-TPHK npu 1ibomy BOymOByeThCS
B A-caiit pubocomu. JIxepernom eHeprii ciayxuth ['T®. 3niicHIOOTs dakTopu

eJIOHTAIl].
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2. Pubosum mentummntpancdepasa (€ CKIAJOBOI BETUKOI CyOOIWHUII
pubocoMu) 3AIMCHIOE TEPEHECEHHS 3aJUIIKy METIOHIHY (a y HOJalblIoMy
nentuay) 3 MetioHuI-TPHK (y mopanemomy nentuami-TPHK), sika 3HaxoauTees y
P-caiiti, Ha npyry amiHoaumi-TPHK, sika 3Haxomuthcsi y A-caiiTi 3 yTBOPEHHSIM
MENTUIHOTO 3B'SI3KY MK 3aJIMIIKaMU METIOHIHY (y TMOJajbIIOMYy MENTUAY) 1
npyroi amiHokucnotd. Ilpu 1bOMY BXKE€ aKTMBOBaHa KapOOKCWJIbHA TIpyIlia
METIOHIHY 3B'SI3y€THCS 3 BUIBHOIO aMIHOTPYIIOIO JIPYroi aMiHOKHCIOTH. [[xkepernom
CHEprii CIYXXUTh MAaKpPOEPTIUHMM 3B'S3KOK MDK 3aJHMIIKaMH METIOHIHY (Y
nojaibiioMy HacTynHoi amiHokucnotu) Ta TPHK, yrBopenuit panime Ha cranii
AKTHUBAII] aMIHOKHUCJIOTH.

3. ®depment TpaHciokaza mnepeminrye MPHK BigHOocHO pubGocomu Takum
yiHOM, 110 nepiuii kogoH AUG BusBisieTscs nmo3a P-caiftom pubocomu, npyruii
KOJIOH mepemimnyeTbest 3 A-caiity B P-caiit. Pazom 3 MPHK mnepeminitoroTses
npuegHaH1 KoMIieMeHTapHo: 1) go i iHimirorouoro AUG koony (y mogaiabIiomy
HactymHoro koaony) TPHK 3 sikoi Oynio BUKOpHCTaHO METIOHUTHHHI 3aiUIIOK (Y
nopaneioMy nentuauiabHui) ta 2) nentuauin-tTPHK. Takum umHoM y A-caiit
MOTpAIIsie HACTYITHUN TPEeTid 1 T.J. KOJoH. PubocomanrHa Hima A-cailTy BijbHA 1
roroBa mnpuiiHiaTH HacTynHy amiHoauun-TPHK. Jlns nepemimenns MPHK 3
npuegHanumu 10 Hei TPHK ta mentunun-tPHK BimHOocHO pubGocomu motpiOHa
CHepris, BoHa 3a0e3neuyeThes riapoiizom I'TD (puc. 20).

Jlpyre MOBTOPEHHS UKy MOYHMHAETHCS 3 MPUETHAHHS TPEThOI aMiHOAIWII-
TPHK 1o tperboro komony MPHK ta BOymoByBamus ii y A-caiit. Ham
TpaHc(epazHa peakilis MOBTOPIOETHCS 1 YTBOPIOETHCS TPUIIENITUA Y A-CalTi, MICHs
4yOoro BiH 3MIILY€EThCS B P-callT 3aBAsSikM TpaHCIOKa3HIN peakiii. Y MOpoxHINA A-
caiit BxoauTh yetBepra amiHoaunia-TPHK 1 mounHaeTbest TpeTii UK enoHrari:

[ukn enoHramii MOBTOPIOETHCS CTIIBKM pa3, CKIUIBKH aMIHOKHCIIOT

HEOOX1THO BKJIFOUMTH B MOMINENTHIHUN JaHIOT 32 IHCTpyKIiieo MPHK.
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Puc. 20. EnoHrartist TpaHCIISIIIII: TTOCITITIOBHICTD MO
Tepminanis Tpancasiii

Cunre3 Oinka TpHUBa€e 10 TUX Mip, MOKU pubocoMa He nocsirne Ha MPHK
0COONMMBUX TEpMiHYIOUMX KOJOHIB - crom-komoHiB UAA, UGA, UAG. ani
TPUIUIETH HE KOIYIOTH KOJIHOT 3 aMIHOKHCIIOT, iX TaK0X Ha3WBAlOTh HOHCEHC-
KojoHaMu. [Ipu BXOMKEHHI HMX KOJOHIB B A-caliT puOOCOMHU BiAOYBAETHCS
aKTUBaIlls OUIKOBHUX (PaKTOPIB TepMiHAIIll, K1 TOCTITOBHO KaTali3yIOTh:

1) rigpomiTHYHE BiAIIEIICHHS CHHTE30BaHOTo nojinentuay Big TPHK;

2) BiIOKpeMJICHHS 3 prubocoMHU 3BibHEHOT Bij nentuaniay TPHK;

3) mucorriaiito pudOCOMU Ha CYOOTUHHIII.

JI>xkepenom eHeprii a1 3aBepiieHHs TpaHcisiii € GTP.
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2.5. Bniaus ¢i3ioJIorivH0 aKTHUBHHUX CIOJIYK Ha 0iocuHTe3 OiIKIB

Tax sk nepeOir TpaHCALIT 3aJIeKUTh BiJ] IHIINX MaTPUUYHUX CHHTE31B uepe3
y4acTh y 1boMy mporeci pizaux BuaiB PHK, ¢i3ionoriyno akTuBHI CHOJYKH, SKi
MAalOTh Ji}0 Ha MaTPUUHI CUHTE3U (PETUIiKalliio, TPAHCKPHIILIIO) BIUBAIOTh TAKOXK 1
Ha TPaHCJIALIO.

[IpurniueHHss MaTpUYHUX O10CUHTE31B MOXKE 3/[1HCHIOBATHUCS ITUISIXOM:

- CTPYKTypHO1 Moaudikailii maTpuili abo pudocom;

- iHaKTUBAIlll (PEPMEHTIB,;

- 3HIKeHHs cuHTe3y cyocTpariB (HT®, tHT®, aminoarmi-TPHK).

VYnoBinbHEeHHs a00 HaBITh 3yNMUHKAa OyJb-SKOr0 3 MaTPUYHHUX O10CHHTE31B
HeOe3mneyHa Ui KJIITHH 1 MOXKe BUKIMKATH iX 3aruoenb. Came 3 1€l NMpUYUHU
1HT101TOPY MATPUYHUX CUHTE31B 3/1€0LIBIIOTO € OTPYTaMHU JIJISl )KUBOTO OPIraHI3MYy.
[IpoTe nesaxi 1HTIOITOpU MATPUYHUX OIOCHHTE31B 3HAWIUIM 3aCTOCYBaHHS B
MeauiuHi. Tak, aHTUO10THKH, 1110 TPUTHIYYIOTh MPOLIEC TPAHCKPUIILIT 1 TPAHCIAIIT
Ta € crnenu@iYHUMU BITHOCHO OUIOK-CHHTE3YIOUOi CHCTEMH JIUIIE MPOKapiOTiB,
MO>XXYTh BUKOPUCTOBYBATHCS SIK aHTUOAKTEpiaidbHI MpenapaT; a aHTUOI0TUKH, SIK1
nopyuyioTh Matpuuny ¢ynkuiro JIHK, 3Haiiinum 3actocyBaHHS MHpU JIIKYBaHHI
37OSIKICHUX HOBOYTBOPEHb 1 € IPOTHITYXJIMHHUMU TIperapaTaMu.

BruiuB ¢i3i0/10rivHO0 AKTUBHHUX CIOJIYK HA PiBHI TPAHCKPHIIIIT

Tax sx mpoxyktu tpanckpuniii — pPHK, TPHK ta MPHK, npuiimators
Oe3MocepeIHI0 y4acTh Yy TPaHCIALl, ICHYE MpsiMa 3ajJeXHICTh TPaHCHAII BiJl
BIUIMBY  (aKTOpiB, Kl 34aTHI 3MIHIOBAaTHM Iepedir TpPaHCKPHUMII Ta
HOCTTPAHCKPHUIILIHHOTO MPOIIECUHTY.

1. BinkoBUIl CHUHTE3 MOXE€ TalbMyBaTUCA TAKUMH TE€TEPOLMKIIYHUMU
CHOJIyKaMH, SIK aKTUHOMIIMH D, mokcopyOinuH Ta gayHoOMinuH. BoHu MaroThb
3aTHICTh 1HTEepKaIOBaTH (BOYyAOBYBaTHCS MiX JaHIoramu mosiekyimu JIHK) mixk
JBOMa cyciaHiMH nmapamu ocHOB I'-11. V pe3ynbTari BUHMKAE NepemKoia i pyxy
PHK-nonimepasu (edexr "3ainanus 6auckaBku') 1 3ynuHKa TpaHCKpUMIii. Takum
YUHOM TrajbMyeThcsl cuHTe3 ycix TumiB kiaiTuHHOi PHK, oco6mmBo MPHK. Otxe

TeTePOLMKIIYHI CIOMYKH-IHTEPKAJISATOPH € IHT10ITOpaMH TPAHCKPHUITLII.
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TokcuuHicTs akTHHOMILMHY D y TOpIBHAHHI 3 MOr0 aHTHOAKTepiallbHUM
e(eKTOM MepemIKoKae HOr0 BUKOPUCTAHHIO B IKOCTI aHTUOI0TUKY ISl JIIKYBaHHS
1H(DEeKIIMHUX 3aXBOpIOBaHb. Y TOW K€ Yac BiH Ma€ MPOTUNYXJWHHY i1, IO
JI03BOJISIE BUKOPUCTOBYBATH HOTO B SKOCTI MAMIaTMBHOI Teparii JESKAX THUIIIB
paky. Ilpore yHacnmigok BHCOKOI TOKCHYHOCTI 3aCTOCOBYETHCS  PIIKO.
BubipkoBicTh TPOTUMYXJIWHHUX MPEMapaTiB TaKUX K JOKCOPYOILMH, JayHOMIIIUH
Ta IHIIUX JIKiB, sKi B3aemofaioTh 3 JJHK TpanchopmoBaHux KIITHH MyXJIUHH,
HeBenvKka. BoHa 3abes3rneuyeThecs, SK MPaBUiIO, OUIBII BHCOKOK IIBUIKICTIO
cuntedy [IHK ta PHK y nux xmiThHax, a TakoX MiJABHILEHOK MPOHUKHICTIO
IUIa3MaTUYHUX MeMOpaH KIITHH MyXJMH Ui METa0oJITiB Yy TMOpPIBHSAHHI
HOpPMaJIbHUMM KJITUHAMHU, y SKUX IIBUIKICTh METa0O0J13My 3HAYHO HIDKYA.
Crionyku, $Ki 1HTIOIPYIOTh PpEIUTIKALil0 Ta TPAHCKPHUIILIIO, € TOKCHYHUMH,
HacamImepea, s HOpMaJdbHUX KIITHH OpPraHi3My, sIKi IIBUJKO AUISATHCS - TaKUX,
K CTOBOYpPOBI KIIITHHM KpPOBOTBOPHOI CHUCTEMH, KJIITMHHM CIM30BOi HUIyHKA 1
KHAIIEYHUKa, (OIiKymiB Bojoccs TOmO. B ocTaHHI pPOKHM  TPOBOASTHCS
JOCJTIKEHHS TOIIYKY Ta CTBOPEHHsI IpernapartiB, ki 0 3a0e3nedyBaiv JOCTaBKY
1Hri0iTopa TUIPKM B MyXJWHHI KIITUHU. lle jgocsraerbes  3B'i3yBaHHSAM
[IUTOTOKCUYHUX aHTUOIOTHKIB 3 O1JIKaMU, PEeLENTOPH A0 SKUX € TOJOBHUM YHHOM
JWIIe y TyXJIUHHUX KITITHH.

2. Pudamvminma 3B's3yetbcst 3 P-cyOoamnmiero PHK-momimepasu
IPOKapIOTIB Ta NPUTHIUYeE 1i. 3aBASKM Takid BHUOIPKOBOCTI Jii pu(aMIILUH Ji€
TIIBKY Ha OakTepii 1 € mpernapaToM JUis JIKyBaHHS TYOepKYIbO3Yy.

AHTHOIOTUK pudamilliH, YTBOpeHHI Oaktepismu Streptomyces, 1 HOTo
HAIIBCUHTETUYHE TMOXiAHEe pudaMminud crequdiyHo 1HTOyI0Th  1HILIAIIIo
tpanckpumniii. 11 antuGioTnky He 3amoliratroTh 3B's3yBanHi0 PHK-momiMepasu 3
JAHK-maTpurero. Pudammninux MEPEIIKOKAE YTBOPEHHIO MEPILIOro
dbochoaiediproro 38'sa3ky B naHio31 PHK. IIpu nboMy aHTHO10THK NPaKTUYHO HE
BIUIMBA€ Ha eJIoHTaIio JjaHmrora. Ciijg 3a3HA4YATH, IO HEJABHO BIAKpHTA
NpOTUBIpYyCHA Jisg pudamilHa, J03BOJISIE BUKOPUCTOBYBAaTH HOTrO Y JIiKyBaHHI

Tpaxomu, sika BukimkaeTbcsi JJHK-BMicHuM Bipycom. Sk aHTHBIpyCcHMiA 3aci0
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mpenapaT akKTUBHO MPUTHIUYE PEIUTIKAIliio BipyciB Bicnu, capkoMu Payca, neskux
HITaMiB aJICHOBIPYCIB, BIpyCY IPOCTOTO Tepmecy, a TaKoX BIpyCy CKaszy.
OdyeBuHO, IIeH aHTUOIOTUK MOJKE YBIMTH Yy TPAKTUKY JIIKYBAaHHS IyXJIHUH, IO
BUKJIMKAIOTHCSI BIpyCamH.

[Toni6Hy m0 1ux aHTUOIOTHKIB JiF0 HAa KJITUHM €yKapioTiB Mae ajb(da-
aMaHITUH — TOKCHH 0111101 moranku. [IpuunHO0 3aruGerni Jirojed mpu OTpyeHHI
o010 morankor Amanita phalloides € o-amaHiITHH, SIKHiIf MICTUTBCS B TUTI rpuda
1 BUKJIMKA€ HEOOOPOTHY AUCPYHKIIIIO MEYIHKU 1 HUPOK. BUCOKa TOKCUYHICTH ITI€T
CIOJIYKH JUIA JIFOJIMHU TOB'SI3aHa 3 TUM, IO BiH 1HT10ipye BUOIPKOBO €yKapiOTHYHI
PHK-nonimepasu. Haitbunpiry uymiuBicts 10 otpytu Bussisie PHK-momimepasa
II, mo xaramizye cunte3 MPHK. /Ins a-amanitina LD50 (mo3a per os, npu skii
ruHe 50% oci0, siKi OTpUMa TOKCHMH) cTaHOBUTH 0,1 M / KT Macu Tina.

BruiuB ¢i3i0/10rYHO AKTMBHHUX CIOJIYK HA PiBHI TPaHCJIALil

1. Inakmusayis paxmopis iniyiayii:

[aTepdeponn aKTHBYIOTH BHYTPIIIHHOKIITHHHI TPOTEIHKIHA3H, K1, B CBOIO
yepry, dochopuntorors OinkoBui (akTop iHimiauii elF-2 1 npurHidyooTh HOro
aAKTUBHICTb.

bararo BipyciB, Hampukiaa BIpyCHM BICIH, TpUIly, [OJIOMIENITY,
MOTPAIUIAIOYM B €YKapiOTUYHI KIITHHH, NMPUMHHIIOTH B HUX CHHTE3 HYKJIETHOBHX
KHUCIIOT 1 OUTKIB, XapaKTEPHUX /I JTAaHOTO OpPraHi3My, MepeMuKarodn (pepMeHTHI
CUCTEMU Ta €HEPreTUYH1 peCypCcH Ha BIATBOPEHHS BIPYCHUX YaCTOYOK.

VY BiAMoOBib Ha BIPYyCHY IH(EKIIO B KIITHHAX €YKapiOTiB CHHTE3YIOTHCS
iHTepheponn. BoHn iHAYKYIOTh B 3apa)K€HUX KIIITUHAX YTBOPEHHS MPOTETHKIHA3M,
dka 3aiiicHioe (ochopumoBanng ¢akropy iHimiauii Tpancnsauii elF2 1, Takum
YUHOM, IPUMHHSIE POOOTY OUIOKCHHTE3yr04oro anapaty. KpiM toro, inTepdeponu
CTUMYJIIOIOTh CHUHTE3 (PEPMEHTY OJIITOHYKJICOTUNONIMEpPa3t, WII0 KaTali3ye
YTBOPEHHSI HEBEJIMKUX KUJIBKOCTEM KOPOTKHUX ouiroaiexinaris: 2', 5'-omiro (A). L1
OJIITOHYKJICOTUN € aKTUBATOpaMHU PUOOHYKJIEa3 - (ePMEHTIB, 0 PO3MICTUIIOIOThH
matpuudi Ta pudbocomHi PHK. IlinBumennss axtuBHocti PHKa3z, o

posmerunotorh MPHK, y Tomy wuwmcmi BipycHI, NpU3BOAWTH 10 TNPUITUHECHHS
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cuHTe3y Oinka 1 3arubeni iH¢piKoBaHUX KIITHH. Lle mepemkomkae po3MHOKEHHIO
Ta PO3MOBCIOKEHHIO BIPYCIB Y OpraHi3mi JoAuHHU. Takum yuHOM iHTEepdhepoHu
3a0€3MeuyI0Th 3aXUCT OPTraHi3My BiJl BIpyCHUX 1H(EKITIH.

2. Ilopyuwienns K0OOH-GHMUKOOOHOBUX B3AEMOOIIL:

CrpentoMilnud - 1CTOpUYHO Tiepmuii (OyB BIAKPUTUH JPYyTrUM TICIs
MEHIWIIHY) aHTHUOIOTHK TPYNU aMIHOTJIKO3U/IIB 1 TMEpIIUHA, SKUWA BHUSIBUBCS
aKTUBHUM MPOTH TyOepKyJb03y 1 uyMu. BiH npuennyerbcst 1o Manoi cyOoIMHUII
pubocomMu MPOKApiOTIB Ta MEpeIKopkae 3B's3yBaHHIO (popmiimMeTioHUI-TPHK 3
pubOCOMOI0 1 MOPYIIye TaKUM YUHOM MpaBWIbHY iHimiamito TpaHcsmii. Kpim
TOTO, CTPENTOMIIMH MPHU3BOAUTH A0 HempaBuibHOro 3uutyBanHa MPHK. Bin
cnpusie yrpuMmanHio Ha pubocomi aminoauun-TPHK, sika He € BiamoBigHOI0O A0
TOTO KOJIOHY, SIKMM 3HaXOJIUThCS Yy A-calfTi. Y pe3yibTaTi TaKOro MOMHUIKOBOIO
JIEKOJIyBaHHSI CHUHTE3YIOThCS HEMPABWIIbHI MOJIMENTHIN, 3 BEJIHUKOI KIJIBKICTIO
NOMWIOK Y TEpPBUHHIA CTPYKTypl, IO 1 OOYMOBIIOE OAKTEPULMAHUA €QEKT.
CrpenTominua Jni€e BuOIpkoBO Ha Oaktepiasbai 70 S pubocomm, a Taki
aHTUOIOTUKH SIK KaHAMIIMH Ta HEOMIIIMH 1HAYKYIOTh MTOMUJIKOBE JIEKOAYBaHHS Ha
eykapiotnunux 80S pubocomax.

Micue aii crpenTominuHy B puOocomi OyliO0 BU3HAUYEHO B pE3yJbTarTi
JOCHIAIB 3 PEKOHCTPYKII KOMIOHEHTIB pUOOCOM YYTIMBUX 1 CTIHKHX [0
CTpenToMiMHY Oakrtepiii. Taki mTamMu OakTepiil pPO3PIZHSIIOTHCS MYTAIIEI0 B
eIMHOMY TeHi. EkcnepuMeHT T1okas3aB, IO JAETEPMIHAHT YYTIMBOCTI O
CTpenTOMIIMHY JokamizoBanuil y 30S-cyOuacTuHi puOOCOMU - HUM BHUSIBUBCA
ook S12.

3. Ilowkooacennss cmpykmypu pPHK

Ham3BuuaiiHO TOKCHYHUN OUIOK PHUIIMH, BUIIJICHUH 3 PHUIIMHU 3BHYAMHOI,
aBiige cobor N-TIiKo3miazy, sika BUAANAE OJMH 3amuiiok ajaeHiny 3 28S pPHK
BEJUKOI CYOOJAMHMIII PUOOCOMH 1 TaKMM YUHOM IMPUTHIUYy€E CHUHTE3 OlIKa Yy
eyKapioTiB. PurmuH - OUIKOBHMM  KOMIIOHEHT KacTOpOBOi  OJii, 1HOII
BUKOPUCTOBYEThCSI SIK MPOHOCHHWI 3aci0. Yepe3 BHUCOKY TOKCHUYHICTh PHUILIMHY

JIKyBaHHSI KACTOPOBOIO OJIIE€I0 TIPOBOJSATH KOPOTKUMHU KypCaMH, TOMY 110 TPUBAJIC
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BKUBAaHHS MOXE BHKJIMKAaTH O€3MepepBHUN MPOHOC, MOPYLIEHHS poOoTH
KHIIIEYHUKA 1 HaBITh 3arH0EIIb XBOPOTO.

4. Brnokyeanns cmaoii enoHeayiii:

4. 1. Terpauukiaiau OJOKYyIOTh A-LIEHTp pubocoMH 1 MO30aBIAIOTH i
3maTHOCTI 3B'si3yBatucs 3 amiHoamiI-TPHK. Mexanism npotumikpoOHOi il
TETPALUKIIIHIB OB’ A3aHUM 3 MIPUTHIYEHHSIM CHHTE3Y Oljika pubocomMaMu OakTepiit
Ta 3IIUCHIOETHCS HACTYMHUM YWHOM: TETPALMKIIHA MOPYIIYIOTh 3B’S3yBaHHS
aminoanmiI-TPHK 3 aknentopaum caiftom kommuiekcy MPHK-puGocoma. Ile
OJIOKye BKJIIOUEHHS HACTYNMHHUX aMIHOKHCIOT Yy TMOJINENTUIHUN JIaHIIOT, IO
npurHigyye cuHre3 Oinka Ha 30 S cyOGuactuni pubocomu. TakuM YHHOM
3MIIACHIOEThCS OakTepiocTaTuyHui edekt. KpiM 11boro, TeTpanukiIiHd 3B’ A3yI0Th
ionn nBoBanenTHHX Meramis Ca®* Ta MQ®, w0 mpU3BOAMTH 10 iHriGipyBaHH:
MeTa3aIe)KHUX (PEPMEHTHUX CUCTEM OpPraHi3MiB.

4. 2. Icnye it mepesik 1Hri01TopiB, sAki npurHiuyroTh EF-Tu- a6o eEF-
la-3anexxne 3B’s3yBaHHA amiHoauuwia-TPHK 3 pubGocomoro mnuisixom 610KyBaHHS
daxTop3B’sa3yrouoi auistHku S0S ab6o 60S cyOuactun pubGocom. Takuii MexaHi3M
Ii1 MarOTh aHTHOIOTHKHU TIOCTPENTOH Ta CloMilMH. Benuki 3a po3Mipom MoJiekynu
aHTUOIOTUKIB MIIIHO 3B’s3yHOThCa 3 S50S cybuacTuHOO puOOCOMHM Yy MicCIIl
nokamzaiii 611ky L11 Ta mepemkomxkaroTe B3aemoxii EF-Tu a takox EF-G 3
(dakTop3B’sA3yI0U0I0 NIISHKOIO. [1inTBEpIKEHHSIM IIbOTO € TOM (DaKT, 110 MyTaHTHI
OakTepii, y akux pubocoManmbhuii Oumok L11 BiacyTHiii abo #oro cTpykTypa
3MiHEHA, € HEUYTJIMBUMHU JI0 Ai1 ITUX aHTUO10THKIB.

4. 3. AHTUOIOTHK (y3H]I0Ba KHUCJIOTa TaKOX € 1HT1OITOpOM 3B’SI3yBaHHS
aminoanm-TPHK, ane BiH He mgie Ha pubocomy, a 3B’si3yerbcs 3 EF-G Takum
YUHOM, I1I0 Y IIbOT0 (hpakTOpa 301JIbLIYETHCS CHOPILAHEHICTh A0 (aKTOP3B’ A3yH04Oi
ninssaka 50S  cybuacTuHH puOOCOMHM 1 BIH 3allMINAETHCS TaM HaBITh IMICIIS
TpaHcnokaiii Ta rigponizy I'T®. IIpuennanuit 1o pubocomu kommiekc EF-G —
I'’I® - ¢y3umgoBa kucioTa 6JIOKY€e TaKUM YHHOM B3aemojiro EF-TU Ta aminoanui-

TPHK 3 50S cy6uactuno0 prbocomu.
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4. 4. Aatubiotuk kippominuH aie Ha cam EF-Tu, me mepemkomkaroun
3B’s3yBaHHIO amiHoauua-TPHK, a Onokyroun HacTymHy crajito npouecy. Bin gie
noAioHo 10 ¢y3uI0BOi KHCIOTH, sKa BIiMuBae Ha EF-G: BiH 30unbmIye
cnopigHenictb EF-Tu 3 aminoauun-tTPHK no puGocomu HacTinbku, 1mo ¢aktop
nicaa Tiaponizy I'T® He Big’€IHYeTbCS 1 TakKUM YHUHOM OJIOKY€ ydYacTh
aMIHOAIWJIHLHOTO 3JIUIIIKY Y TPaHCIIEeTHIAII].

4. 5. Ilonibuy gito Mae xjopaM(eHIKOA (JEBOMILETHH) — BiH MOPYIIYE
NpUETHAHHA aMIHOKHMCJIOTHOTO 3anuiiky amiHoanuia-TPHK no posramoBanoi Ha
50S-cybuactuHi pubocomMu menTUIMITpaHCcepa3Hoi IUITHKU. B3aemomis
antukonony TPHK 3 po3mimenum na 30S-cybuactuni kogonom MPHK npu npomy
HE TMOPYIIyeEThCs. Y pe3ynbTaTl MenTUAITpaHcdepasa HE B3a€EMOJIE 31 CBOIM
cyOCTpaToM - aMiHOKHMCIOTOIO, 1 MENTHAHUNA 3B'I30K HE YTBOPIOETHCA. Takum
YUHOM 3HUXKY€EThCS aKTUBHICTh MENTUAUIATPAHCHEPA3H.

4. 6. Enrteporokcun 30ymuuka audtepii Corynebacterium diphteriae
1HT101py€e cHHTE3 OUTKIB B KJIITHHAX CIM30BOI OOOJIOHKH 3iBa 1 ropradi. Jleski
HITaMU I[bOTO TMATOTEHHOTO MIKPOOPTaHi3My OTPUMYIOTh T€H TOKCHHY BiJ
OaKkTepiaIbHOTO BIpYCy, IO Ha3UBAETHhCSO P-harom, skuil iH(DiKye OakTepiro 1
IHIYKy€ CHUHTE€3 TOKCHYHOTO i1 JIFOAWHU OJIHOJAHIIOTOBOro Ollka 3
MosekysipHoto Macoro 60 kJI. ¥V muromiasmi KIITHH TOCHojapsl MiJ BILTUBOM
MPOTEONITHYHUX (PEPMEHTIB TOKCUH PO3IICIUTIOEThCS Ha 2 (parMeHTH, OJUH 3
akux € depmentom AJID-pudosmnrpancdepazoro. lleit depmeHT karamizye
nepenecenns samuiky AJl®-pu6osu 3 NAD" ma OH-rpyny 3anuinKy cepuHy B
Mosekyni (aktopa enonraiii eEF2. InaktuBanis ¢akropa mpurHidye npocyBaHHs
pubocomu B3noBxk MPHK Ha craaii Ttpanciokarii. Y pe3yiabTaTi 3pOCTarOuMid
MOJIMENTHIHAN JIAHIIOT 3aJUIIAE€ThCSI B aMIHOAIMIIBHOMY IIEHTPI PUOOCOMHU.
Takum yrHOM OloCHMHTE3 OUIKIB B 1H(IKOBAHMX KJIITHHAX CJIM30BOI 31BY 1 TOpTaHi
NPUIUHSAETHCSL.

4. 7. EputpoMituH 3B's3yeThes 3 50S-cyObuacTHOIO puOOCOMU Ta 1HT10Ipye

TPaHCIIOKA3y.
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4. 8. IlypominuH 3a cTpykTyporo cxoxuil 3 Tupo3wi-TPHK, Bxoauts B A-
HEHTp pudbocomu 1 Oepe ydacTb y MenTuAuITpanchepasHiid peakiii, yTBOPIOOYU
3B'SI30K 3 HasABHUM nenTtuaoM. Ilicas 1poro KOMIUIEKC MypOMIIMH-TIEITU
BIIUIAETHCS BiJ pUOOCOMHM, IIO MEpepUBa€ CUHTE3 MOJIMENTUIHOTO JAHIIOTA.

[TypomuiiuH raabMye CUHTE3 O1JIKa SIK Y MIPOKAPIOTIB TaK 1y €yKapioTiB.

3. METABOJII3M AMIHOKHUCJIOT

Jlns  cuHTe3y OUIKIB y OpraHi3mi  J0pociioi  370pOBOi  JIFOJUHU
BUKOPHUCTOBYIOThCS B cepeAHboMY 80% aMiHOKHCIIOT, SIK1 HAJAXOATh B OPTaHi3M 3
IUTyHKOBO-KUIIKOBOTO TpakTy. Pemra 20% BcTynmailoTh B pi3HOMaHITHI
MeTaboI14H1 Tiporiecu. Bei 1l mpoiiecu MoXkHa pO3AUIUTH Ha 2 TPYTIH.

1) 3aranpHi HUISXHA KaTabo1i3My aMiHOKUCIOT (I O1IBIIOCTI aMiHOKHCIIOT
BOHHU OJIHAKOBI). Y HUX O€pyTh y4acTbh T1 (YHKIIIOHAIbHI TPYIH aMIHOKUCIIOT, SIKI
€ OJTHAKOBUMH Y BCiX MPOTETHOT€HHUX aMIHOKUCIIOT: ajib(a-amMiHOrpymna Ta anbda-
KapOOKCWJIbHA Tpyna. 3araJbHUMU INUIIXaMd  (peakiisiMu)  KaTaboJi3my
aAMIHOKHCIIOT €:
1) TpaHCaMiHYBaHHS;
2) ne3aMiHyBaHHS
3) nekapOOKCHITFOBAHHS.

2) Crneumbiyai HLISAXH METa0O0Mi3My ISl KOKHOI OKpeMOi aMiHOKHCJIOTH
(p13H1 AJ PI3HUX aMIHOKUCIIOT) — Y HUX 3aJ(Is1H1 paJUKaId aMIHOKUCIIOT.

JlxepenomM BUIBHMX aMIHOKHCJIOT B OpraHi3Mi € €K30TeHHI1 OlIKH, o
HAJXOJATh 3 TKEr; OUIKM BIACHUX TKAHWH, aMIHOKHUCIIOTH, SIKI CHHTE3YIOThCS B
peakiisiX MpoOMiXKHOTO OOMIHY (3aMiHH1). JIeNOHYBaHHS aMiHOKMCIIOT B TKaHUHAX
Oprasi3My He BiJJOyBa€ThCsl.

3aranbpHUIA BMICT BiITBHHX aMIHOKHCIIOT y KPOBI KOJMBAETHCS B Mexkax 4-6
Mr%, OJHAK NPOLEHTHUW BMICT OKPEMHUX AaMIHOKMCIOT HEOJHaKoBUil. Bwmict
riiyTamaTy, TIyTaMiHy, ajJlaHiHy 1 CepuHY B KpOB1 Ha0araTo BWINMMA, HIK 1HIINX
aMiHOKUCIOT. lle TOsACHIOETbCS  OCOOMMBOCTSAMHM ~ BUKOPUCTAaHHS — JaHHUX

aMIHOKHCIIOT y TKaHWHAX TOJOBHOTO MO3KYy, M's3iB, MEYIHKH, HHUPOK. M's3u 1
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NeYiHKa TPAIOTh TOJOBHY pPOJb y MIATPUMAHHI HA TMOCTIHOMY piBHI BUIBHHX
aMIHOKHCIIOT, IO IUPKYJIIOIOTH B KPOBI.

ANaHIH € OCHOBHOK TJIIOKOT€HHOIO aMIHOKHCJIOTOK. binbmia 4vacTtuHa
rIIyTamMary 1 IIyTaMiHy B HUPKOBIM Ta M'A30Biil TKaHWHAX MEPETBOPIOETHCS Ha
anaHid. [IIBUaKICTS CUHTE3Y TJIFOKO3M B MEUIHI JIOJIMHU 3 aJlaHIHY € HAUBUIIOIO Y
MOPIBHSHHI 3 BUKOPUCTAHHSAM Yy IIbOMY TIPOIIECl IHIIUX TJIFOKOT€HHUX
aMIHOKHCIIOT.

['myTaMiH € TOJJOBHUM MPOAYKTOM YTHIIi3allli amiaky B HEPBOBIM TKaHUHI, 3
1HIIOTO OOKY TJIyTaMiH CIY>KUTh JOHOPOM aMIHOTPYNH B CHHTETUYHHMX IpoIecax
IHIIMX TKaHUH OpPraHi3My JIOAWMHU. AJaHIH 1 TIyTaMiH CEKPETYIOThCS B KPOB,
rOJJOBHUM UYMHOM, M'si3amMu. HUpKH NpOAYKYIOTh y BEJMKINH KIJIBKOCTI CEpUH.
AMIHOKHUCIIOTH 3 pO3Trally/UKEHUM OIYHUM paJvKalioM, a TaKOX YacTKOBO BajiH,
CEKPETYIOThCS M'SI3aMU 1 aKTUBHO BHUKOPHUCTOBYIOTHCS TIEYIHKOIO 1 TOJIOBHUM
MO3KOM.

Ha puc.21 npencraBieHi BCi MOKJIMBI IUISIXA YTBOPEHHSI Ta BUKOPUCTAHHS

aMIHOKHCJIOT, 1110 BU3HAYAIOTh 1X MYJ Y KPOBI:

KeToHoBI Ting Mioko3a
/V
. Ketokucnotu
MNpoTeonis e
(po3napg 6inkiB y TKaHUHaX) KataGoniyHi ¢
> lunaxu N Byrnekucnuii ras
MOKTYBaHHA aMiHOKMUCIIOT YOBMH
Bcmo a aMiHOKUCIO Ceuo a

Y TOHKOMY KMLLUEYHUKY > I'Iyn aMinKl:1CJ10T y Boga
CuHTe3 Ginkis KPOBI

CUHTe3 T~ ¢ "

nopaipukie ‘7 IHLLI LUNSXM (Acn, Tk, i, MeT)
(Tni) \

CuWHTe3 HykreoTuais

CHHTEe3 ropMoHIB Ta \ CHHTE3 KapHO3UHY
HeMpoTpaHCMiTepiB CHHTe3 Ta aHCEepUHY
CuHTes KpeaTuHy

CuHTe3 noniamiHiB
(Ni3, Met, ['ni)  (cnepMmiH, cnepmianH)

(PeH, Tup, Tpn, lc) KAPHITHHY

(Ni3)

Puc. 21. OcHOBHI IIJISXHW 0OMIHY aMIHOKHUCJIOT B OpraHi3Mi JIIOJIUHU
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3.1. 3arajbHi mJIsIXU 00MiHY aMiHOKHCJIOT

He3Baxatoun Ha Te, 1m0 IJs KOXKHOI aMiHOKHCIIOTH ICHYIOTh CIICIiaJIbHi

HUIIXW OOMIHY, BOHM MOXKYTb IMIJUJISITATH MEPETBOPEHHSAM, XapaKTEepHUM JIJIsi BCIX

AMIHOKMCJIOT.
TpaHCaMiHyBaHHS, TpaHCAC3aMiHyBaHHS,

JeKapOOKCHIIOBaHHs (puc. 22).

npsime

Jlo momiOHWX 3araJbHUX TUIAXIB KaTa0oi3My BiHOCSATHCS

Jie3aMIHyBaHHS 1

KaTtaboniyHi wnaxu o6MiHy amiHokucnot

Mpame gesamiHyBaHHSA l
y NIOAVNHN: TpaHcaMiHyBaHHSA

\
OekapbokcunioBaHHS

CneuianbHi WNaAxm

TpaHcae3aMiHyBaHHSA

OkucnioBanbHe Fiaponitnixe

(HenpsiMe ge3aMiHyBaHHSA)

Puc. 22. KataGoniyHi misxy oOMiHy aMiHOKHUCIIOT B OpraHi3Mi JIFOJAUHU

Je3aminyeannsa aminokuciom

JlezaminyBaHHS

- 1€ IOpoLeC BHJAJIECHHS aMIHOTPYNHU 31 CTPYKTypH

aMIHOKHCIIOTH 3 YTBOPEHHSM BUIBHOTO amiaky. Y >KMBHX OpraHi3Max ICHY€ KiJbKa

BU/IIB JIe3aMiHyBaHHS:

1.0OkucioBaibHe (JI0KaTi30BaHEe B MITOXOH/IPISX)

Eusum

'\

/O

R H,C CTZ <OHT> R

NH, NH;
En3um - gerigporenasa abo okcuaasa

2. BinHoBmoBasibHE (peMyKiris):

CH, c—
AN
0

H

o—0O

o 2H"
R—H,C - c/ '/ » R
| oH \,
NH, NH;
3. I'ipponituyne: 2H.0
@) 2
R——H,C g C/ '/ » R

o

NH,
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Jl5is oprasi3my JIIOJIMHU XapaKTepHUM € OKHCIIOBaJIbHE Jle3aMiHnyBaHHsA. Ha
NEepIIOMY €Talll OKHCIIOBAJLHOTO Je3aMiHyBaHHS 3a Y4acTio (epMeHTy
B1IOYBa€ThCS JIETIIPYBAHHS aMIHOKHCIOTH 3 YTBOPEHHSAM IMIHOKUCIIOTH, SsIKa
Iy’Ke€ HeCTilika 1 B MPUCYTHOCTI BOAMU CIOHTaHHO (0e3 ydwacTi (epMeHTy)
PO3KIIaJIa€ThCS HA alb(a-KETOKUCIOTY Ta amiak.

Y nmediHIi Ta HUPKax BHSABICHO ¢epMeHTH - okcugasu L- Tta D-
aMIHOKHCIIOT, SIKI KaTalli3yl0Th OKHCIIOBajdbHE nae3aminyBaHHsA. Oxcumazm L-
aMIHOKHUCJIOT Yy SIKOCT1 mpocTeTuyHoi rpynu Mictate ®MH, a okcunazu D-
amiHOkHCIIOT - DPAJ[. CxemMaTuyHO MNpoIeC OKHUCIIOBAIBHOTO [€3aMiHyBaHHS

MO’Ke OYTH MpPEJCTaBICHUN B HACTYITHOMY BUTJISAIL:

COOH SALL OANH, COOH COOH

_ =NH H20 =0

CHs D-AnaHiH- CH3 CHa
D-Ananin ~ OKCWAA3a |miHonipysaT MNipyBaT

Oxkcunasu L-aMiHOKHMCIIOT MajIOaKTHBHI MpU (Pi310J0TTUHMX 3HAYEHHSIX PH,
(onrtumymM pH ix mii gopiBaioe 10), a B TKaHWHAX TBAPUH 1 JIFOJAWHU CEPEIOBHUIIE 3
TaKUMU TTapaMeTpaMH BiJICYTHE.

binpury akTuBHICTP MaloTh oOkcupasu D-aminokucnoT. Ilpore Oinku
OpraHi3My JIFOJUHU 1 TBapuH MICTATh L-ami"Hokucinotu. D-amiHokucioTu
3HAWJIEHO y CKJIaJl KJITHH POCIMH Ta MIKPOOPTraHi3MiB, TOMY BOHHU PETYJISIPHO
HAJXOJATh JI0 OpraHi3My JIIOJIMHU 3 MPOAyKTaMu xapuyBaHHs. [lin giero okcunas
D-amMiHOKHCIIOT 111 aMIHOKUCIIOTH TIEPETBOPIOIOTHCS Y BIAMOBIIHI O-KETOKHUCIOTH.
OTpuMmaHi TakKUM YMHOM O-KETOKHCIOTH MOXKYThb IEPETBOPIOBATUCS 3aBJISIKU
TpaHCaMiHyBaHHIO Yy BIiAMOBiAHI L-aMiHOKMCIOTH, a0O OKHCIIOBaTHCS 3
BUBIJILHCHHSIM €HEPTii.

Haii6inpm  akTUBHUM (PEPMEHTOM OKHCIIOBAJIBHOTO JI€3aMIHYBaHHS B
TKaHWHAX JIIOJMHU € TIyTamaTAeTiAporeHasa, sika IMPOSBIIAE OCOOIMBO BHUCOKY
aKTUBHICTh B TOJIOBHOMY MO3KY 1 mediHIll. ['Jryramataeriaporenasa npejacTaBieHa

nBoMa i3odepMenTamu B KiiTHHI: HAJI-3anexHUM  MITOXOHApiabHUM (Y
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MaTpukci MitoxoHapi) Ta HAJID-3amexxnuM 1uTomia3MaTuaHuM. Peakiris

ne3aMiHyBaHHsS L-TiyTaMiHOBOI KHUCJIOTH IPOTIKae B ABI CTajli 1 € 000POTHOIO:

aAx .
COOH N COOH | COOH |
S |
HC c=" 2 L e=="0, )

(CHo), , (CHa)y ) ! (CH)

HAJI® HAI[(DH+H+ / H,0 K CuHTe3

HOOC I'myramarseriporenasza H0.0C HOOC ! CEeYOBMHMU

L-rnytamat o-IminorTyTapar a—Kerormyapar

LTK
VY HepBOBI# TKaHWHI 3BOPOTHA peakiiis (BIAHOBHE aMiHYBaHHS O-KETOTJIyTapara B

L-rmyTamaT) Mae BHHSITKOBE 3HAUEHHS, TaK SK II€ OCHOBHUN NUISIX yTHIII3AIli
TOKCUYHOTO aMmiaKky B TOJOBHOMY MO3Ky. Peakiiisi mpoxoauTh B IMTO30J 32
ydacTio nuToruiazMatuaaoi HA JI®-3a1exH0r0 TiIyTaMaTIeriporeHasm.

['myramataeriiporeHaza € aJOCTEpUYHUM (EPMEHTOM. AKTHBHICTH ii
CTUMYJIIOEThCS BUCOKMMM KoHIeHTparisMu AJI® ta ['ZID, a 1HriOyerscs npu
HakonmieHH1 B KimituHl AT®, I'TD Ta HAJIH.

Jlis  1mucTeiHy, TpPEOHIHY Ta CEepuHYy MOXKIMBE HEOKHCIIOBAIBHE
ne3aminyBaHHs. DepMeHTH, AKI KaTali3ylTh Il peakiiii, y SIKOCTI KOQEpMEHTY

MICTATH MipuoKcaIbhocdar:

-OH CH
(|:I_|2 HZOHZOCHg | 3 OH H>O H,O /CHS
CH—NH; _o ¢H™ (2 HeC
| CH—NH T =0

COOH ) dfoon \ 2 \N,H C
CepvH /NH3z  [iovear COOH 3 COOH

_ 4 TpeoHiH a-KeTobyTupar
cepuHaerigpartasa

TpeoHiHAaeriaparasa

CH—NH < clzfo + NH3

COOH. COOH

LincreiH MipyBaT

uncreiHgecynbdrigpasa
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Peakuii ne3amiHyBaHHS JO3BOJISIIOTH YTBOPUTH 3 aMIHOKHCIIOT KETOKHCIIOTH,
AKl BKJIOYAIOTBCS JI0 3arajlbHUX NUIAXIB KaraboiizMy, abo MOXyThb OyTu
BUKOPHUCTAHI B TJIFOKOHEOTCHE3.
TpancaminyBaHHS
Ls peakiis OyB Brepie Oyna BuB4YeHa Oioximikamu O. €. bpayHiTeitHOM 1
M. T'. KpinqmanoMm. Hamnpukiian, peakiisi TpaHCaMiHYBaHHS ajlaHIHY KaTalli3yeThCs

ananiHamiHoTpancdepazoro (AnAT):

COOH C|:OOH COOH (|300H
0: B A
fmmeea - C,;:Q'I ® (l:/"o ; HC ‘——~___E.N H '
HC—NH, ! | ] * |2
(|3H P2 (Hzc\;)z AnAT  CH, (H2C|;)2
3 -
0
AnaHit COOH IpyBart COOH
a-Ketornyrapat Mmyramar

Y mpoueci  TpaHcaMmiHYBaHHsS  BiIOYBa€TbCs  MEPEHECEHHS  aMIHOTPYIH
AMIHOKHCIIOTH Ha KETOKHCIOTY 3 YTBOPEHHSM HOBOi aMIHOKUCJIOTH 1
KETOKUCIIOTH. Peakiii TpaHcaMiHYBaHHS XapaKTEepHI JJI BCiX aMIHOKHCIIOT, 3a
BUHATKOM JI3UHY 1 TpeoHIHy. DEpMEHTH, SIKI KaTadi3ylOTh JaHWWA THUI PEaKIii,
HA3WBaIOTh amiHoTpaHc(epazamu abo TpaHcaMiHazamMu. BoOHU TPOSBISIOTH
rpynoBy crenudiunicts. Kopepmentamu aminorpancdepas € nipujgokcanbhocdar
(ITAJI®) Ta mipunokcamiadocdar ([TAM®D) - moxigHi Bitaminy Bg. Y mexanizmi
peakiiii TpaHcaMiHyBaHHS BiJI0YBA€TbCS B3aEMOTIEPETBOPEHHS JaHUX KOPEPMEHTIB

yepes MPOMDKHI CTail yTBOpeHHS MUudPOBUX OCHOB:

/ CH2 + [NoHop H>C—NH»
o aMmiHorpynm //O
H =0 HO
A N\ f—P—oH
+AKuenTop CH>
amMiHorpynum N
Anoensum 3C H AMoeH3nm
nlpvmoxcanbcpoccpaT NMipnookcamiHdocdoar
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Peakuii TpaHcaMiHyBaHHS BIJITPalOTh BAXJIMBY pOJb Yy MeTabomi3Mi
aMIHOKHCIIOT, TaK SIK BOHU BUKOPHCTOBYIOThCSI:

* 17151 yYTBOPEHHS 3aMIHHUX aMIHOKHUCIIOT 3 BIAMOBIAHUX alb(})a-KEeTOKUCIIOT;

* y SKOCTI MEpHIOi cTajii Mpolecy TpaHCAEe3aMiHyBaHHS (HEMIPSMOTO
7ie3aMiHyBaHHS) aMiHOKHUCIIOT, JJIsl SIKUX HEMOJXKJIMBE MpsMe J1€3aMiHYyBaHHS; MPH
IIbOMY aKIIETITOPOM aMiHOTPYIH BUCTYIA€E MEPEBAXKHO allb(ha-KeTorryTapar.

* SK LUISIX YTBOPEHHS KETOKHUCIOT, HEOOXITHHMX ISl TIIOKOHEOTEHE3y,
nukiny Kpebcea;

* K IIJISIX PO3Maay aMiHOKHCIOT 3 METOK0 OTPUMAaHHS €HEPTii Il KIIITUHU.

Hanpuxman, HuK4Ye MNPEACTaBICHO PIBHSAHHSA JIBOX CTajlid Mpolecy

TpaHCAe3aMIHyBaHHsI acapariHoBO1 KUCIOTH:

COOH COOH COOH COOH
| 5 | |
CH 6
1) | ——NH, CQC HC\NH2 + T%O
+
CH, (CHp), AcnapTtaTtamiHO- (CH,), CH,
TpaHcdepasa
HOOC HOOC HOOC HOOC
Acnaptar a-Ketornyrtapart Mmytamart OkcanoaueTtaTt
COOH HAD" COCH
o L M e
HC\NH2 . = CQO + NHg
| [‘myTamataerigporeHasa |
(CH2)2 (CHZ)Z
HOOC HOOC

a-Ketornyrapart
MmyTtamar yrap

BusHnaueHHss aKkTHBHOCTEW anaHIH- Ta acmapraramiHoTpaHcdepas B
CHUPOBATIIl KPOBI CIYXXWUTh BaKJIWBUM IHCTPYMEHTOM Yy JIarHOCTHIIl Ta OIlIHIII
pe3ynbTaTiB JiKyBaHHS 1H(ApPKTy MioKapja, TeMaTUTIB, y TOMY YUCIl TOKCHYHUX
ypaxeHb TEeUIHKH MPOMHUCIOBUMH OTPYTaMH: XJIOPO(POPMOM, YOTUPHUXIOPHUCTUM
BYTJIEIIEM TOIIO.

[Tpu 1H(papKTi MiOKapaa B 95% BUIIAJIKIB aKTUBHICTh
acniapratamiHoTpancdepasu (AcAT) y kpoBi 3pocTae Bxke uepe3 4 TOIUHM TICIs

BUHUKHEHHS rOCTPOro 00ip0Boro Hanaay. AKTuBHICTh ACAT nocsirae MakcuMymy
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00 24-25 roguHu 1 jume Ha 3-7 [€Hb 3HUXKYETHCS 10 HOPMAJIbHOTO PIBHS.
[TinBumenus aktuBHOCTI ACAT cmocrepiraerbcss HaBiTh TPH Takux ¢Gopmax
1H(DapKTy MiOKap/a, Kl He J1arHOCTYIOTh 3a €JIEKTPOKAPAI0TPaMOI0.

[Tpu XBOpoO1 Bbotkina BUHHKAE rinepdepmeHTeMist
ananinamiHoTpancdepasu (AnAT). Bucoka aktuBHiCTE AJTAT TpOSIBASETHCS I111€
JIO TIOSIBU YKOBTSIHMII 1 TPUMAETHCA Ha BUCOKOMY PiBHI IpoTsaroMm nepmux 10-15
JTHIB 3aXBOPIOBAHHS, MICJIS YOTO MOYMHAE TOCTYIIOBO 3HUKYBATHUCH.

VY niarHOCTUYHUX IJISAX JOLUUIBHO BU3HAYAaTH Koe(ilieHT ae Pitica:

[ACAT]
KoedimienT ne Pirica = ----------- =1,33+0,14
[AnAT]

[Ipu 3axBOpIOBAaHHAX TICYIHKA HOTO 3HAYCHHS MEHINEC OAMHUIL; TIpH
1H(DapKTI Miokapaa KoeIiEHT 3pOCTa€e B TPH 1 OLIBIIE pa3iB.

Ha akrtuBHICTh amiHOTpaHc(depas BIUIMBAIOTh TOPMOHHU: 1HCYJIH M1JIBUIILYE
iX aKTHBHICTb, a KOPTHKOCTEPOIAM 1 TJIIOKAaroH — 3MEHIIyloTh. HopampeHamiH
3HM)KY€E AKTHBHICTh aMiHOTpaHc(epa3 HaBiTh Ha TJI BUCOKHMX KOHIIEHTpAIlIi
BiTaMiny B - monepennuka kopepmMeHTIB X (EPMEHTIB.

Hlnsixu MeTa00/1i3My 0€3HITPOTeHHUX 3AJUIIKIB AMIHOKUCJIOT
B OPraHi3Mi JIIOIUHU

[Ticns BigIICTUICHHST aMiHOTPYNU ©O€3a30THUCTI 3aJUIIKK YCIX JBAAISTH
aMIHOKUCIIOT HaJalll MOXYTh MEPETBOPIOBATHCS JMINE HA M'STh MPOIYKTIB:
anetun-KoA, a-kerormyrapat, cykiuHin-KoA, ¢gymapar, okcanoanerar, sSiki HOTIM
BCTYNAIOTh B IMKJ JIAMOHHOI KUCJOTH 1 MiJJISITAIOTh aepOOHOMY OKHCIICHHIO 3
yTBopeHHsAM CO,, H,0 1 BuaineHHsIM eHeprii.

[Tpu ubomy ByruIenieBi ckenetu 10 aMiHOKHCIIOT, pO3Malalouuch YTBOPIOIOTh
anetun-KoA: m'ste 3 Hux (Amna, I'mi, Cep, Tpe, Lluc) po3iieritooTbcs 10 aeTuI-
KoA uepe3 nipyBar, a inmi n'ste (Pen, Tup, Tpmn, Jli3, Jleit) - yepes aneroareTui-

KoA.
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[T'are aminokucnotr (Apr, Tic, Ilpo, I'mu, I'my) yTBOprooTh anbda-
kerornytapar, Tpu (lme, Bam, Mert) - cyknunin-KoA; asi (Acm, AcH) —
okcasoarierar; i iHmI (Pen, Tup) — hpymapar.

[T'aTh aMIHOKHCIIOT, SIK1 PO3MICTUTIOIOTHCS 3 YTBOPEHHSIM areToanetuia-KoA,
HA3MBaIOTh KETOTCHHUMU. Y TEUIHI[I BOHU MOXYTh OyTH BHUKOPHMCTaHI B SIKOCTI
MONEpPEAHUKIB KETOHOBUX TuUL [HImN 15 aMIHOKHCIOT, SIKI PO3MAJalThCA 3
YTBOPEHHSM TipyBary, CYKHUHUI-KOA, okcanoanerary, anbda-KeToriyrapaTy
BITHOCATBCS N0 TIIOKOTeHHUX. OaHakK, 4YITKOI MeXl MK KETOIeHHHMH 1
TJIFOKOTEHHUMHU aMIHOKHUCJIOTaMU HE ICHY€, OCKUIBKM THUPO3MH, (eHlIanaHiH,
JeiuH, TpunTodaH, JI3UH HAJIEKaTh OJHOYACHO SK A0 OJHOI TaK 1 A0 1HMION
rpynu. ICTHHHO KETOT€HHOIO aMiHOKHCIIOTOO SIBIISIETHCS TUTBKH JICHITIH.

Jdexap0oKCHJIIOBAHHS AMIHOKHMCJIOT

JlekapOOKCHITIOBaHHSL - 1€ PEeaKilisl BUAAJCHHS KapOOKCHUJIBHOI Tpymnu 31
CTPYKTYpH aMIHOKHUCJIOTH y BUIIIAAL Hiokeuay Byriaeio CO,. a-/lekapOokcunazu
MICTATh KOPEpMEHT mipuaokcanbochar. MexaHi3M peakxiili BKIIOYAE YTBOPEHHS
mudPoBUX OCHOB TIpU B3aeMojii mipinokcanbhocdary 1 amMiHOKHCIOTH 3
HACTYITHUM BIIIICTUICHHSIM KapOOKCibHOI rpynu y Burisiai CO; Ta yTBOpeHHSIM

opraHiyHoro 6ioreHHoro aminy. PiBHOBara peaxiiii CUJIbHO 3MillleHa BIIPaBO:

NH->
R\((ZIH a-Jekapbokcunasza o
ro---- do-on-- ' - R—CHQ’—NH2 + C02
HEO/C‘:"‘“O Mipynaokcanb
AMiHOKMCHOTAa dpocar AMiH

ITpu neKapOOKCUITIOBaHH1 TICTUUHY YTBOPIOETHCS riCTamiH:

| | C\I_I2 /NH2 (COZ o | | C\I_IZ /NH2
CH )
HN.__>N '"(_lj_C_)_dH McTuanH HN._ _~>N CH>
NMctmovH ~~ "1 AeKapbokMCnasa [icramin

[NictamiH Mae CyIMHOPO3MIMPIOBAILHUM €(EKT Ha KPOBOHOCHI CYJIUHH,
CTHUMYJIIOE IIUTYHKOBY CEKpEIIii0, IPUITMAE y4acTh y PO3BUTKY 3aMajibHUX MPOIECIB
1 aJIepTriuyHUX peakiiid opraHizmy.
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3 TIyTaMiHOBOI KHCIOTH TpPU 0-JeKapOOKCHUIIOBAHHI YTBOPIOETHCSA Y-

aminomacisiHa kuciorta (TAMK), sika € meaiatopom ransmyBanus B [THC:

CH, | COQH

HOOC TR O2 Hooc CH2 NH»
™~ Be R /
CH>  CH ~ CH, CHJ
[ nyTamart nyramart ]
HoN a-pekapbokcunasa Y -“@MIHOMAachsHa
KMucriota
rMAMK
" i ' [ NYTaMaTHHK
[AME HeWpoH MmiansHa KniiHa HENPOH
) TnyTamid :
[MyTamiH | — = | rmyTamin
th : i
* J":,"_a MaT . +
myTauaT - [myTamar
TAME ) | o-¥emcrmyTapa
i I - &
[4) F
- Cenlznenerly cymuaET |
¥
{ | Uwmen Kpefca —
TAME Exso-
. " LWTOZ
CyRLMHAT
L. ¥
TAME " TAME MmyTamar | 1 Tmymanst
1 — MmyTanixazs
1 2 — [y TaMmcsTass |
1 3 — [myTamaroseapboscunass
TAME peyenmop 4 - TAME Tpascawi=aza Ty TamaTH
& — Cenianegena cyEgwsaT DIeniiporssais Pemop

Puc. 23. 'nmyramatauit Ta 'AMK-1rynTH

B 00wmiHi THpO3WHY 0O-IEKapOOKCHITIOBAHHS

BUKOPHUCTOBYETbCSA ISt
YTBOPEHHS B HEPBOBIM TKaHMHI HelipoMeaiaTopa odaminy. Y MO3KOBIH pedOBHHI
HAJIHUPKOBUX 3aJ03 JOo(aMiH CIYXUTh MONEPETHHUKOM Yy CHHTE31 TOPMOHiB-
a B TMNIIMEHTHHX KIITHHAX

KaTexoJaMiHIB (aapeHalliHy, HOpaApeHaliHy),

(MenaHoIMTAaX) - MOMEPETHUKOM MITMEHTY MEJIaHIHY.
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JlexapOOKCHITIOBaHHSL ~ 5-OKCUTpUNTO(AaHy MPU3BOJIUTH 10 YTBOPEHHS
cepoToHiHY (5-OKCHUTpUTITAMiHY), SIKAH TPOSIBIISE TMOTYKHY CYAHHO3BYKYBAJIbHY
N0, Oepe ywacTb Yy peryidiii apTepiaJbHOro THCKY, PEryJysiii IIBHUIKOCTI
KIyOOuKOoBOi (inbTpalii, B CTUMYJSALIi M'A30BOro ckopoueHHs. B emidisi
CEpPOTOHIH TMEPETBOPIOETHCS 3a PAXYHOK allEeTUJIIOBAHHS Ta METUIIIOBAHHS Y
MEJIaTOHIH - TOPMOH, IO peryaoe OioputMu moauHu. IIpsme anbda-
nexapOOKCUITIOBaHHSl TpUntodaHy Ja€ YTBOpEHHs Tpuntaminy, sikuii B [THC mae
byHKIIII0 HefipoMeiaTopa.

[leperBOpenHs UCTETHY Ha TaypuH BKJIIOUYAE peaxiIio
nexkapOokcuitoBaHHsl. TaypuH B TE4iHII BHKOPUCTOBYETHCS Yy KOH IOramii 3
YKOBUHUMHM KHCIIOTAMH, & Y HEPBOBIM CUCTEM1 BUKOHYE POJIb HEpoMeiaTopa.

JlekapOOKCHITIOBaHHSI aMIHOKHCIOT TMpPH THUTTI OUIKIB B  TOBCTOMY
KUIICYHUKY M1 Ji€r0 GepMEHTIB OaKTepii MPU3BOAUTE A0 YTBOPEHHS TOKCHYHHUX
aMiHIB (3 JI3MHY YTBOPIOETHCS KaJaBEPHUH, 3 OPHITHHY -IyTPECLMH, 3 BaJIIHY -
1300yTHIIaMiH), SIK1 B TOJATIBIIOMY 3HEIIKODKYIOTHCS y MEYIHII.

JleTokcukalist OIOr€HHHMX aMIHIB TMOB'sS3aHa 3 1X OKHCIIOBaJbHUM
ne3aMiHyBaHHS T ni€r0 MoHoamiHookcimas (MAOQO). Ili depmenTu BuUsBICHI
Maife y BCIX TKaHMHAX JIIOACHKOTrO OpraHiaMy. IX mominsiors Ha 2 Tumu: A i B.
Hanpuknan, y HeWpoHax 1 KIITHHaX HEUpOrmiii NpUCYyTHI oO0WABa THIIH,
JoKami3oBaHi 1i (pepMeHTH y 30BHIMHIA MeMOpaHi MiToxoHApii. CepoToHiH,
HOpAJPEHAIIH, aZpeHaTiH 3a3BUYAM PO3IIETUTIOIOTHCS b JEI0
MOHOAMIHOOKCHIa3u A, nodamiH I1HAKTUBYETHCS OJHAKOBO YCIIITHO 0OOMa

turtamu MAO.

[Iporiec HE3BOPOTHIIA 1 MPOTIKAE Y JIBI CTAII:

1) Anaepoona cmaois:

HO + FAD FADH., + NH

H_ - g _ B S -
= _I_ = TMAD = EH
H
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2) Aepobna cmaoisn:
E——®AOH, + O, — = E—dAO0 + H50,

Anpaeriau, 10 yTBOPIOIOTHCA Y TMPOIECT 3HEMIKOKEHHS — aMiHiB,
OKHUCIIIOIOTBCSL 32 Y4YacTIO albJEeriiferiIporeHa3 10 OpPraHIYHUX KHCIOT, SKI
BUJAISIOTHCSI 3 OpraHi3My TMEpeBaXHO 3 CEUel, a TEePeKHC BOJHIO Jaii
pO3MaaeThCs Ha BOAY 1 KUCEHb.

3.2. CnenianizoBaHi mJsixu 00MiHY aMiHOKHUCJIOT
Oco0amBocTH 00MIiHY (peHIATIAHIHY TA THPO3UHY B OPraHi3Mi JIIOJIUHHU
@deHiNanaHlH BITHOCUTHCS JI0 HE3aMIHHUX aMIHOKHCJIOT, 1 B TKaHHHAX
3nopoBoi moanan 90% (QeHinananiny MepeTBOPIOEThCS HA TUPO3HH, 3aBISKU i
dbepMeHTy  (eHUTanaHiH-4-MOHOOKCUIeHa3u  (apyra Ha3Ba  ¢GepMeHTy -
deHninananiv-rigpokcmnaza). OOMABI aMiHOKHCIIOTH OPTaHi3M JIIOJUHU 3aCTOCOBYE
TOJIOBHMM YMHOM y CHHTE31 OUIKIB, ajie crenu@iudi mepeTBOPEHHs TUPO3UHY (pHC.
24) MaroTh BENUKY I[IHHICTh TSI HEUPOCHAOKPHUHHOI CUCTEMU 1 (pOpMyBaHHS pSTy

O10JIOTIYHHX O3HAK JIFOTHHU.

IHWi 6inkwn

deHinanaHiH _, TnpO3nH__, T|/|peor$|06yniH

HodamiH OodaxiHoH TupeoigHi
ropMoHM

HopaaopeHaniH MenaHiuu

AppeHaniH

Puc. 24. CnenudiuHi nepeTBOPEHHS TUPO3UHY.
[iapokcumtoBaHHS THUPO3UHY TiJ €0  TEeTPariapoOloNTepruH-3a1eKHOT
riApoKcuiIa3n Hagae npoaykT airiapokcudeniutananin  (JODA), #oro a-
nexkapOoKcuiItoBaHHs (moTpedye kodepMeHTy mipuaokcaibdocdary — MOXiTHOTO
BiTaMiHy Bg) mpu3BOIMTH 10 YTBOpEHHS B HEpPBOBIM TKaHWHI Heilpomeaiatopa
nodaminy.
Y HelipoHaX Ta y MO3KOBI pPEYOBHHI HATHUPKOBUX 303 modamid

TIAPOKCUITIOEThCA MiJ Ai€r0 L-ackopOar-3aiexHol T1IPOKCHIIA3H 3 YTBOPEHHSIM
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HOpaJpeHaNiHy, SKUA € CcyOcTparoM nisi CHEIlalbHOT MeTHITpaHcdepazu

(TOHOPOM METHIIBHOI TPYIH € S-aJCHO3UIMETIOHIH).

o o
i |
HN——CH—C——0H H,N——CH—C——O0H
HoN CH—C——OH
CH> CH,
CH,
1) 1/20 1/20,
[ | - -
I deHinanaHix-
4-MOHOOKCH- Typo3sunH-
reHaza* 3-MOHOoOKCcUreHasa*
; OH
Ovrigpokecu-
deHinanaHin OH deHinanaHiH OH
(DO®A)
TuposuH
Dekapbokcunasa
. HO
TpaHcamiHasa CO,
HO
C——CH,
- . H
deHinnipysaTt DodamiH 2 NH,

* -—-- PepMeHTN MaloTb OAHaKOBY HEBINKOBY YacTUHY - TeTpariapoGionTepuH.
Puc. 25. YTBOpenus nodaminy 3 heHNaIaHIHy Ta TUPO3UHY.

[Tpu mopymieHHi cuHTE3y (QeHinanaHiH-4-MOHOOKCUTEHA3H BeCh (peHIIamaHiH
H1JIAra€e TpaHCAMiHYBaHHIO 3 YTBOPEHHSM (DEHIIMIPOBUHOTPAIHOT KUCIOTH.

[igpokcumtoBaHHS apOMaTHYHUX aMIiHOKHCIOT BHMAara€ HasBHOCTI B
CTPYKTYpl (EepMEeHTy CHeliaibHOTO KOopepMeHTy - TeTpariapoOionTepiny. Y
MpoIecl TIIPOKCUIIIOBAHHS IMX AaMIHOKHCJIOT BIJIOYBa€TbCs  JETiapyBaHHs
KO(EpPMEHTY 3 YTBOPEHHSAM auriApoOionTepiny (puc. 26), pereHepailis sKOro
MOJIMBA TUIBKM 3a YMOBH Jii JUTIPOOIONTEpUHPENYKTa3u, SKa MICTUTD

kodepment HAJIDH:

HAL®" Tetparigpo6iontepus- E - pen (Tup)
Penykrasa
lapokcunasa
\. H0
N
HAQ® H+H OvrigpoGiontepun- E Tvp (DO®A)

E - 6inkosa yactuHa pepMeHTy

Puc. 26. Perenepaiis HEOUIKOBOT YaCTHHU TIAPOKCUJIA3M  apOMAaTHUYHHUX

AMIHOKMCJIOT.
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I'enemuuni en3umonamii oO6Mminy ¢heninananiny TNONUIAIOTHCS Ha
TPH TPYIIH:
* nedeKTH B CTPYKTYypi ¢eHuIananiH-4-MoOHOOKcUreHasu (rinepdenuiananigemis |
TUIy 200 KJIacu4yHa (PeHUTKETOHYPis);
 nepexT B CTPYKTYpl AuTiApoOionTepuHpeaykTasu (rinepdeninananinemis |l ta
Il TumiB);
* nedextu (hepMeHTIB CUHTE3Y AUT1apodionTepiny (rinepdpeninananinemis 1V ta V
THUITIB).

VY pa3i BHILEBKa3aHUX MOPYLIEHb BHUHUKAE€ HAKOMHWYEHHS (EeHITaNaHiHy 1
(GeHUIMPOBUHOTPAIHOT KHUCIOTH, fKa JEKapOOKCUIIOEThCS B (PeHLIaLeTaT, II0
micisg KOH'roramii 3 TJIyTaMiHOM  BHJUISIETBCS 3 CEYE0 Yy  BUIJISIL
deninaneTuarayTaMiny. Y 3B'SI3Ky 3 TaJbMyBaHHSIM INEPETBOPEHHS (PeH1IanaHiHy
B THUPO3WH BUHUKAIOTh BTOPHMHHI TMOPYIIEHHS B OOMiHI TUpo3uHy. Hacmigkom
IIOTO € 3MEHIIICHHSI CUHTE3Y aJpeHaliHy, HOpaJApeHaliHy, JodaMiHy, MEIaHIHY Y
XBOpHX.

Haii6inpm Baxkkumu hopmamu rinepdeninananinemii € tun | 1 1l. I'onoBHUMEU
KJITHIYHUMHA CUMIITOMaMu rinep@eninaianinemii TuIy | € pozymoBa BiCTaNiCTh Y
JUTUHU, IO CYIPOBOJKYETHCS TICUXO30M; TOSIBOIO €K3E€MH; Ceda XBOPHUX Mae
crieliaibHUM 3amax (Mumayui 3amax). Jlpyra Ha3Ba pgaHoi maToJiorii -
deninmipoBuHOrpagHa omiroppenis abo ¢GeHUIKETOHypis. 3a XapaKkTepoM
yCHaJKyBaHHS 1€ ayTOCOMHO-PELECMBHE 3aXBOPIOBAHHSA 3 BHCOKOIO YacTOTOIO
cimeitnux Bunajkis (1:4000). batbku XBOpUX AITEH € TE€TEPO3UTOTHUMH HOCIIMU
nedekTHOro TeHa (eHumanaHiH-4-MOHOOKCUTeHa3u. [Ipu BUSBIGHHI BUIMAJKIB
HApO/DKEHHS JIITeH 3 BUIE3a3HAYEHOI0 MaTOJIOTIED B POaAYy, MallOyTHI MaTH 1
0aTbKO TEepeBIPAIOTHCA HA HAABHICTh ACPEKTHOrO reHa, abo B MPEHATAILHOMY
nepioJii pO3BUTKY JUTUHU MpoBoauThes aHaniz JHK miony ans miaTBepaKeHHS
JI1arHO3Y.

Y m[onoroBux BIIIUIGHHAX BHM3HAUEHHS BMICTY (eHUIanaHiHy B KpOBI
HOBOHAPO/DKEHUX y mepmr 1-3 g1 kATt (I8 BU3HA4YEHHS J0CTaTHbO 20

MIKpOJIITPIB KPOBi) € CKpIiHIHT-TeCTOM. Ko BMicT (heHijalaHiHy B KpOBI
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HOBOHApO/KeHOro mnepesuirye 40 mMr/mi - e Moxke OyTH BaXKJIMBOI O3HAKOIO
HasBHOCTI marosorii. Hakonuuenns ¢eniumipoBunorpannoi kuciotu (OIIK) y
TKaHWHAX B1I0YBA€ThCSl HE TaK IIBUJIKO, SIK (PeHITaNaHIHY, TOMY TECT 3 XJOPHUM
3amizoM Ha Bwmict OIIK B ceui Moxe OyTH HETraTUBHUM Y XBOPOIO
HOBOHapo pKeHoro mepim 1-3 nHi. TUTbKHM HAMPUKIHIN TEPIIOTO THXKHS KUTTS
ceya XBOpOi TUTHUHU JACTh IPH JIOAABaHHI PO3UYMHY XJIOPHOTO 3aii3a XapaKTepHE
3eJIEHO-CHUHE 3a0apBIICHHS Y pa3l NOABH (EeHUIMIpyBaTy B cedl JUTHHU. B Tabnuii
S mpeacTaBlieHl JaHi 100 BMICTY (eHiTanaHiHy Ta (HEHUIIIPOBUHOTPAIHOI
KHUCJIOTH Yy KPOBI Ta cedl 3[J0POBHUX JITEH 1 XBOpUX Ha (eHUIKeTOHypito. BuacHo
BUSIBJIEHA NATOJIOTIS BUJIKOBHA HUIAXOM IPU3HAYEHHS CHELiabHOI AI€TH, IO
MICTUTh O1IKOBI T1JIpoJti3aTu, mo3oasieH1 GpeHinananiny. JlikyBaHus TpuBae 10 6-7
PIYHOTO BIKY.

Tupo3uH BUKOPUCTOBYETHCS JJII CHHTE3Y O1IKIB, YTBOPEHHS KaT€XOJIaMIHIB,
TUPEOITHUX TOPMOHIB, MeJaHiHy Ta miajsrae posnany a0 CO, 1 H,O. TlouatkoBum
eTarnoM MeTaboJi3My TUPO3HUHY B MEUIHLI € HOro TpaHCAaMiHYBaHHS 3 YTBOPEHHSIM
A-rinpokcudeHUITIpyBaTy, SKUM i Ai€r0 crenudigyHoi Miab-BMICHOI OKCHAA3U

nizumrae OKHCJICHHIO 10 TOMOTE€HTU3UHOBO1 KMCJIOTH.

Tabauusa 5. [{iana3on BMicTy peHinanaHiny Ta GeHUITPOBUHOTPATHOT

KHUCJIOTH B KPOBI Ta ce4i 3J0POBUX Ta XBOPUX IAIII€HTIB

3n0poBuii XBopuii Ha GEHUIKETOHYPIIO
IToxa3Huk, O qUHUII [MaI€HT
[Inazma | Cewa | Ilnazma Ceua
®deninamadin, Mr/100ma 1-2 30 15-63 300-1000
®enumipysar, Mr/100m - - 0,3-1,8 300-1000

JIns HOpMaIbHOT aKTUBHOCTI 111€1 OKCH/Ia3u He0OX1aHa acKOpOIHOBa KHUCJIOTA.
4-rinpokcueHUITIPYBaT BKIIOYAETHCS B P MEPETBOPEHB (T1IPOKCHUITIOBAHHS,
NeKapOOKCUJIIOBaHHSI Ta  BHYTPIIIHBOMOJIEKYJISIDHE TEpPEMIIIeHHS  OI14YHOro

J'IaHII}OFa) 3 YTBOPCHHAM TOMOT'€HTHU3UHOBO1L KHUCJIOTH. OxuciieHHs
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TOMOTEHTU3MHOBOI KHCJIOTH B MAJICiNAIETOONTOBY KHCIIOTY Kartajizye (epMmeHT
OKCHJIa3a TOMOTEHTH3MHOBOI Kuciotu (puc. 27). JIns (yHKIiOHYBaHHS ILHOTO
dbepMeHTy HeobXimHi Kationu 3amiza Fe?* i kodepMeHT BiXHOBICHHII TIIyTATIOH.
Maneinareroanerar npu fii i3o0Mepa3 MepeTBOPIOEThCS Ha Gymapuiiaieroarerar,
KWW Aam MiJIsrae rigpoiii3y 10 gymapoBoi Ta areToonToBoi kuciot. IIpoaykru,
0 yTBOPIOKOTHCA, MOXYTh oOkucimoBatucs g0 CO, Ta H,O abo
BUKOPHCTOBYBATHUCS JUIsl CHHTE3y TIIOKO3W 1 XKUpHUX KUCIOT. [1{omo BkazaHoro
NUIAXY TIEPETBOPEHD B MEIUYHIN JIITEpaTypi OMMCAHO P TCHETUIHUX TIOPYIICHb:

Tupozunemiss muny |l cnocrepiraeTbcsi y XBOpHUX 3 AePIIUTOM (PEpMEHTY

TUPO3UHTPAHCAMIHA3H:
Hzl\\l o)
COOH \\ COOH
CH™ Aub(ha-KeToriryrapar c—
HZC/ (1) y pjy H2C/
I Tpancaminaza
4-T'igpokcu-
Tuposun (deHinmipysar
OH OH

Heonamanvna mupo3unemis TIPOSBISETbCS MpPU TE€HETUYHOMY Je(eKTi

dbepMeHTy 4-T11poKcuEeHUITIPYBAaTOKCHIA3H:

OH

. 1/2 O, = CH,—C OH
4-OH-®eHinnipyBaTt I > |
Okcunpasa \
OH
FoOMOreHTM3aToKCMAA3a [[oMoreHTu3nHoBa KucnoTa

HOOC ——HC

C C C
/CH/H\CH?/”\CHZ/H\OH
o O (o)

4-ManeinaueTtoaueTaT

Puc. 27. YTBOpeHHs Ta yTHIIi3a1lisl TOMOT€HTU3UHOBOI KUCIOTH.

OCHOBHUMH KJIIHIYHUMHU TIPOSIBAMH THPO3MHEMIM y XBOPHX € MIacTeHis,

BiJICTaBaHHS y (I3UYHOMY PO3BUTKY. Y KpOBI IIMX TAIEHTIB 3a3BUYal
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BU3HAYAIOTHCS MIABUIICHUN PIBEHb THUPO3MHY Ta 3HM)KEHA KOHIEHTpALlis 1HIINX
aMIHOKHCIIOT. Y  ceul XBOpUX MPHUCYTHS BeNUKAa  KUIBKICTH  Mapa-
T1ApOKCU(EHIIMOJIOYHOT, napa-oKCU(pEeHUIIPOBUHOTPATHOL Ta napa-
riApoKCUEHIONTOBOI KUCIIOT.

4-ManeinaueTtoaueTar Puc. 28. IleperBopeHHs MaieinaneraTy

B mapar Ta aleroarerar.
Isomepasa (pymap 1 I

4-OymapunauertoaueTar

Ngponasa
dymapar AueToaueTar
Anxanmonypis CIIOCTEPITa€eThCs npu nedinuTi dbepMeHTy

TOMOTEHTH3AaTOKCHAa3u. Y  I1bOMY BHUIAAKy TOMOTCHTH3MHOBAa KHCIOTa
EKCKPETYEThCS Yy BETUKHUX KUTBKOCTAX 13 CEUCI0 TUTHHU, MiJ JIEI0 KUCHIO MOBITPS
OKHUCIIIOETBCSA 70 aJKaTOHAa YOPHOTO KOJhOPY, TOMY ce€4ya TUTHHH Ma€ TEMHE
3a0apBiieHHA. Y pa3l BIACYTHOCTI JIKyBaHHs (IIPU3HAYAETHCS CIIeliajgbHa JI€Ta) Y
NAIlEHTIB PO3BHUBAETHCS MITMEHTAIllS CHOJYYHMX TKAaHWH. [‘OMoreHTu3aru
HAKOTIMYYIOTBCST B TKAaHWHAX XBOPOTO, BHUKIMKAIOTH PO3BUTOK apTPHUTY,
MOPYIICHHS KITyO04YKOBOT (ibTparlii y HUpKax.

Tuposzunemisi muny 1 cnioctepiraetbes y pasi nedekry pepmenTa riaposasu,
o Oepe y4acTh y IepeTBOpeHHI 4-hymapuiiaieroanerara.

Tupo3uH € TakoXX IOIMEPEIHUKOM IMTMEHTIB - MEJaHIHIB. Y CIemalbHuX
KJIITHHAX — MeJIaHOIuTax (epMEHT THUpO3MHa3a OKUcioe TUpo3uH B [JODA Ta
nogaxiHoHU. Y pe3yabTaTi IucMyTallli 2 Mojekyn nodaxiHoHa HeepMEeHTaTUBHO
YTBOPIOEThCS Tana-xpoMm. [Ipm nexapOOKCHUITIOBaHHI Tana-XpoMy YTBOPIOETHCA
1H707-5,6-X1HOH, KU CHOHTaHHO TMEPETBOPIOETHCS HA MeNaHiH. MenaHiHu
MPEICTaBIAIOThL COOO0I0 TPYMy IMOJIMEPIB 3 HEBPETYJIHLOBAHOIO CTPYKTYPOIO, SKa

3abe3rneuye NirMeHTallito MKipH, 04el, BOJIOCCs.
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TnposnH —— | -IO®A ——> [ochbaxiHoH ——> MenaHiH

TuvposuHasa (kodpaktop: Cu®h)
Puc. 29. lllnax yTBOpeHHs MIrMEHTIB-MENAaHIHIB 3 TUPO3UHY.

VY BUMaJKy BiACYTHOCTI THPO3WHA3U B MEIAHOIMTAX BUHUKAE 3aXBOPIOBAHHS
anbOinizm. PO3pI3HAIOTH TTIOBHUM 1 YacTKOBUHM alib0iHI3M. [Ipr moBHOMY ainb0i1HI3MI
B OpraHi3Mi BiJ3HAYaeThCs TMOBHA BIJACYTHICTH MedaHiHy. Bosoccss Ha ToO0BI,
OpoBH, Bii, BOJIOCCSA Ha TUI Y XBOpHUX O11i, HIKipa 01710-pokeBa ab0 >KOBTYBATOTO
3a0apBJieHHS, IO OOYMOBJIEHE >KOBTYBaTUM KOJBOPOM pPOTOBOTO  IIapy
enigepmicy. Odi poxkeBO-4EpBOHI 13-32 IPOCBIYYBAHHS KPOBOHOCHHUX CYJIUH Kpi3b
O4YH1 OOOJIOHKH 4epe3 BIJCYTHICTh IMITMEHTY. Y pa3l 4aCTKOBOI'O aJibOIHI3MY B
HIKIp1 IE€SKUX YaCTUH TiJIa MIrMEHT MEJIaHiH MPUCYTHIH.

[lle omHMM NUIAXOM METaboJI3My THUPO3HHY € MHOro BHKOPHUCTAHHS B
O0locHMHTE31 TOPMOHIB IIUTOBUJIHOI 3a703U. AJie JJIsi IIbOTO 3aCTOCOBYETHCS HE
BIJIbHUI TUPO3UH, a HOro O1UHI paJuKaiu B CKJIajal Olika TUpeoriaoOyininy. Bonu
MJJIATa0Th HOyBAHHIO, KOH IOTallil Ta T1APOJITHYHOMY BIIMICTUICHHIO Y BUTJISII
BUTbHUX TPUHOATHUPOHIHY 1 THPOKCHUHY.

binbmiicte GpepMeHTIB 3a3HAYCHUX MEPETBOPEHH KOHTPOIIOE TUPEOTPOITHHMA

TOPMOH, 110 CEKPETYEThCs aaeHorinodizom (puc. 30).

MIT MIT MIT
DIT
v D 1{' T3 MIT
logunanis DIT
Kon' i
M MIT ora 51 ITI\/IIT
| 1T
HAA®H-3aexHa 1 Ig
nepoxcumasa @ cI)_arO NTO3
D ITiHOITMTO3
TTL i» JlizocomMdpHUMK
TpaHcnOpT HOauA-ioHIiB B KgiTuHy (P I~OTEO i3
3aI:;szn p|\|a+, K+-ATddasi 7 / & -
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Hpumitka: Tgh: THpeornoOyniH; DIT: nuiionruposun;
MIT: MOHOﬁOHTHp03Hn; TTI - THpEOTHOII-
HU TOpMOH.

Puc. 30. VYtBopenns tpuiiontuponiny (T3) ta tupokcuny (T4) 3 3anuiikiB

TUPO3HHY Y CKJIa/ll TUPEOTJIO0YTiHY.
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OOMmiH TpunTodany B OpraHizmi JIOAUHU
Tpunrodan, 5K i PeHiNnaTaHiH, € He3aMiHHOK aMiHOKHCIIOTO0. Moro posman
B OpraHi3Mi 3JIHCHIOETbCA JIBOMA IUISXaMu: KiHypeHIHOBUM (~ 95%) Tta
cepoToHIHOBUM (~ 1%), X04a iICHYe€ 1€ i TpeTid HUISIX, MOB'I3aHUN 3 YTBOPEHHSIM

TPUIITAMIHY Ta 1HIOJIJIONTOBOT KUCIOTH (pHc. 31).

1] P
/ ""1"0 aH\ CepOoTOoHiH

HAE* Tpuntamin \ MenaTtoHiH

Puc. 31. Cxema cnenudpiyHux HUISX1B BUKOPUCTAHHS TPUIITOPaHy

CepoTOHIHOBUI NUIAX TpUNTO(aHYy BKIOYAE HOTrO TIAPOKCHIIIOBAHHS 3
YTBOPEHHSAM  S-Tigpokcutpuntodany, SKU mpu  anb(a-IekapOOKCUIIOBaHHI
NEPETBOPIOETHCS Ha CEPOTOHIH. CepoToHiH IPOSIBIISIE HNOTYXHY
CYIMHO3BY)KYBaJIbHY [it0, Oepe y4yacThb Yy peryjsiii apTepiaibHOrO THUCKY,
perynsanii IMBHAKOCTI KIyOO4YKOBOi (inbTpalii, B CTUMYJSAIIi M'S30BOrO
ckopoueHHs. B emniizi cepoTOHIH MEPETBOPIOETHCS 3a PaxXyHOK alleTUIIOBAHHS Ta
METHJIIOBaHHS y MEJATOHIH - TOPMOH, IO peryiroe OioputMmu moauHu. [lpsame
anb(a-nekapOOKCUIIOBaHHS Tpuntodany Hajgae NpoAyKT Tpunrtamil, skuii B [{THC
BUKOHY€E (QYHKIIIIO HeMpoMeiaTopa.

B emidizsi ceporoHiH KOHbIOTYyeThcss 3 auneTwi-KoA  npu  mii
aneruntpancdepasu 3 yrBopeHHsM N-alleTHWICEpPOTOHIHY, BiH € CyOcTparoM
MeTunTpancdepasu, ska MepeTBOPIOE HOTO y TopMoH MenatoHiH (puc. 32). Cin
3a3HAYUTH, 1110 YTBOPEHHS MEJIATOHIHY MOXKJIMBE B 1HIIUX TKAHUHAX JIFOJUHU TEX,
ajie B HUX MEJIATOHIH BUKOHY€E (DYHKIIT TPUPOJHOTO AaHTHOKCUIAHTA.

Karabomnism cepoToHiHy mouuHaeTbes mia gieto MAQO 3 yTBOpeHHsIM 5-
OKCUIH/IOJIJIOIITOBOTO aJIbJIETIy, SIKUM OKHCIIOETHCS JO0 S-OKCHIHIOJIONTOBOI

KHUCJIOTH, BOHA EKCKPETY€ETHCS 3 OpPraHi3My 3 CEUeo:

HO
C=—C=—NH, HO
| | +H wH C—COOH
NS > | | H2
H MoHoamiHookcupgasa (PAL) N
AnbperigperigporeHasa (HAQ+) H

5-okcuTpunTamiH
(cepoTOHiH) 5-okcuiHgonouTosa
Kucnorta
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VY XBopHX 31 3704KICHOIO KapIUHOMOIO KUIIECYHHUKA BMICT II€] PEYOBUHU B

cedi pi3Ko MiABUIICHUH.

Ha H HO Ho H
z C —C—COOH TpUnTOthaH-5- C —C—COOH
| | I!IH MOHOOKCUreHasa | | I!IH
2 ' 2
A N o/ N
H ) H
TpuntocpaH 5-okcutpuntocdaH
HO H, H HO H, H,
C —C—COOH 5-okcuTtpunTodpaH- C —C =NH,
Aekap6okcunasa
N N
H co, H

5-okcutpuntodaH 5-okcuTpunTamiH

Auetun-KoA

KoASH (cepoToOHiH)
HO H, H, HyCO H, H,
| | C —=C —NH S-ApeHo3nnNMeTioHIH | | C —C —NH
=0 ¢ J::o
: L i L
H Hy H Hsy

S-AleHO3MNTOMOLMCTEIH

N-ayeTuncepoToHiH MenaToHiH

Puc. 32. Cnenudiuni nepeTBopeHHs TpuntodaHy B HelpoHax Ta B emidisi.

KinypeniHoBUl HIISAX po3naay TpunTodaHy MOYMHAETHCA 3 HOTO OKUCICHHS
B TICHIHI[ M BIUIMBOM TpunTodaH-2,3-110KCUreHa3su 10 (HOPMUIKIHYpEHIHY.
DOopMUIKIHYpEHIH PYWHYETHCS B JIAHIIO31 TMOCHITOBHUX (EepMEHTATUBHUX
NEPETBOPEHb 3 YTBOPEHHSAM MPOMDKHHUX MPOIYKTIB, fAKI MOXYTh OyTu
BUKOpHCTaHi 11 cuntesy HAJL', 3MeHIIyIouM IIpU 1bOMY HOTpeOM OpraHisMy B
BiTamini PP (mikoTnHamin).

Tperiit nuax karabonizMy TpuntodaHy NpU3BOIUTH JO YTBOPEHHS
1HTOJTIJIOIITOBOI KUCJIOTH, SIKa BUIUISETHCSA 3 CEUCH0 y BUIJISAL 1HIOJIIAIETYPOBOI
KUCJIOTH - TPOAYKTY KOH’IOTalil 1HJOJUIOUTOBOI KHUCJIOTH 3 TJIIUHOM.
MikpoopraHi3aMi TOBCTOTO KHILIEYHUKA MOXYTb PO3LICIUIIOBATH 1HIOJIJIOLTOBY
KHCJIOTY 3 YTBOPEHHSIM CKaTOly, CKaTOKCWIY, 1HAOJNY Ta 1HJOKCHIY, SKI
BUSBIISIIOTh TOKCUYHY Jif0 Ha opraHi3M. L{i mpoIyKTH 4acTKOBO BCMOKTYIOTBCS 3
TOCTOTO KHIIEYHHUKY B KPOB, 3HEIIKOJKYIOTBCS B TMEUIHI, MPOAYKT

3HEIIKOKEHHS (1HAMKaH) BUBOJUTKCS 13 CEUCIO.
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Xeopoba Xapmuyna

Ils xBOpoOa moB’s3aHa 3 HAKONMUYEHHSIM aMIHOKHCIOTH TpUNTO(daHy y ceul
MaIi€HTIB 31 3MEHIICHHSAM ii KOHIIGHTpaIlii y Iula3Mi KpoBi. Y TAIll€EHTIB €
neeKTHUM TeH, SKUM MICTUTh 1H(OpPMALII0 [PO CTPYKTYpPY TPAHCHOPTHOI
cucTeMu peaOcopOrii 11i€i aMIHOKUCIOTH y HHUpKaxX. Pe3yiabTatoM IhOTO €
BUBEJICHHS HAJIMIPHOI KUIBKICTI aMIHOKUCIOTH TpunTodaHy 3 cedero. SKIo
3aHAATO Majo TpunTo(daHy B KPOBI, OPraHi3M HE B 3MO31 BUPOOJSTH JTOCTATHIO
kinpkicte HAJI', 0co6iMBO B yMOBax cTpecy, KOJM MiJBHILY€EThCS MOTpeda y
BiTamini PP.

3a pgomomoror xpomaTtorpadii B cedl Malie€HTIB 3 XBOpPoOOw XapTHyna
BUSIBJISIFOTHCA T1JBUINCH] PIBHI HEUTPAIIBHUX aMIHOKUCIIOT (HaNpUKIIal, TIIyTaMiH,
BaJiH, (heHiJaNaHiH, JEeHIUH, acaparid, UATPYIiH, 130JeHIMH, TPEOHIH, alaHiH,
CepuH, NCTUINH, TUPO3UH, Tpuntodan) Ta iHAIKaHy. [ligBUIIEHUI BMICT 1HAIKaHY
y cedl MO)KHa TIepeBIpUTH 3a JoroMororo tecty Odepmeiiepa.

OOmin TpunTodaHy 3HAXOIUTHCA B TICHIM 3aJEKHOCTI Bij] 3a0€3MEUECHOCTI
opranizMmy BitamiHoM Bg. Ile 00ymoBiaeHO THM, 1110 0araTo KiIO40BHX (DEepMEHTIB
KaTtabomi3My TpunToaHy MICTITh aKTHBHY (OpPMYy LBOTO BITaMIHy y SKOCTI
kodakropa. [Ipu HemoCTaTHBOMY HAAXOJKEHHI BiTaMiHy Bg 3 Dkero, mopyIieHH1
HOro BCMOKTYBaHHS a00 TIpM IIOCHJIICHOMY BHUBEICHH1 (CTpec, TINEepTOHIs,
BariTHICTb) BUHHUKAIOTh MOpPYIIEHHA B OOMIiHI Tpuntodany. BinxuieHHs y
MeTaboIi3MI1 I1i€1 aMIHOKUCIIOTH BHSBIISIOTHCS BXKE€ HAa PaHHIX CTamisaX ACHILUTY
BiTaMiHy Bs.

OOMmiH Jeiiuny, i30J1edIMHY Ta BaJiHy B OPraHi3Mi JIOJIMHM.
XB0Opo00a «KJIEHOBOI0 CHPOILY)

BumeBkasani aMIHOKHCIOTH € HE3aMIHHHUMHM 1, TOJIOBHHUM YHHOM,
3aCTOCOBYIOTHCSI Y CHHTE31 MOJIMENTHAIB, OIKIB, MPOTE iX KaTaOOMIYHUHN IUISIX
Mae JesKkl OCOOJMBOCTI mepediry. 3aBAsKd TpaHCaMiHYBaHHIO iX BYTJICLICBUMN
CKeJIeT 30epiraeTbes y CKiIajll 2-KeTO130KanpoOHOBO1, 2-KeT0-3-MEeTHII-BaIepiaHOBOI

Ta 2-KETO130BaJIEPIaHOBOI KHUCJIOT BIJMOBIAHO, SIKI € CyOCTpaTaMu ACT1APOreHas3u
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ab(Pa-KeTOKUCIOT 3 PO3TATY’KCHUM OIYHUM paguKaaoM (3a THIOM I PeaKilis
BITHOCHUTBHCS JI0 OKUCHOTO JiekapOokcuioBanHs (puc. 33).

JerigporeHa3a anb(a-KeTOKUCIOT 3 PO3TATYKEHUM OIYHUM pPaJaUKaIOM €
MYyJIbTU(EPMEHTHUM KOMILIEKCOM, SIKUW CKJIaJa€eThesl 3 Tphox OunkiB: E1 (MicTuTh
anbda 1 6eta cyoomunwuil; TIID-kopepment El-Gera-cybomunwmi,), E2, E3. B
pe3ynbTaTi All UOT0 MYJBTUPEPMEHTHOTO KOMIUIEKCY 3 KOXHOI KETOKHUCIOTH
YTBOPIOETHCS BiAMOBIMHMNA ari-KoA, sikuii HAIXOAWTh B MPOIEC [B-OKHUCICHHS
BUILUX XUPHUX KUCJIOT, JI€ YTBOPIOIOTHCS KIHLEBI MPOIyKTH: aneTwi-KoA, uu
cykiuHiT-KoA — wmerabomitu uukny Kpebeca. Ilpum mnopymenni  ¢yHKuii
JeTiIporeHasu anb(a-KeTOKUCIOT 3 PO3TalyXEHUM OIYHUM paJUKaIOM BHHUKAE
XBOp00Oa «KJIEHOBOT'O CUPOILYY.

Tpuuunu po3sumky x60poou «K1eH08020 CUPONY»

YacToTa BUHUKHEHHS XBOpOOHW «kjaeHOBOro cupomny» 1:185000. Buainsaiors

HACTYITHI KJIIHIKO-TeHeTUYH1 (POpMH XBOPOOU KJIEHOBOTO CHUPOITY:

e KJjacu4vHa, a00 HeOHATaIbHA (HAMOLIBII ITOIIUPEHA)

® IPOMIXKHA

® IHTEpMITyrOYa

® TiaMiH-3aJIeKHA

e oOymosnena paedinutom E3-mpoTeiHa, BOHAa CYNpOBOIKYETHCS JIAKTATHUM
arua030M (MITOXOH/IpiabHE 3aXBOPIOBAHHS).

['07I0BHOIO MPUYMHOIO PO3BUTKY KIACHYHOI (POPMHU XBOPOOH € TEHETHUYHE
NOpYILIEHHS, SKE BUKIUKAae AeIIUT JeriiporeHasu anb(a-KeTOKUCIOT 3
po3rajly)keHUM OIYHUM paJuKajioM. B TkaHMHAX XBOPOrO0 HAKOMUYYIOThCA 2-
KETOI130KalpOHOBa,  2-KE€TO-3-MEeTWJI-BajepiaHoBa Ta  2-KeTol30BajepiaHOBa
KUCTOTU. Y IJ1a3Mi KpOBi 30UIBIIYETHCS KOHIIGHTpAIIisl, Y MEpILy 4epry, JeHIuHY
(npyra Ha3Ba 3aXBOPIOBAHHS <JICUITMHO3)»), B MEHIIIN MIpl BaiHY Ta 130JEHIIUHY
IpU OAHOYACHOMY 3HWKEHH1 KoHIeHTpaiii Ana, ['ni, ['mx, Tup, Tpn. [laTorenes
HABEJCHOTO 3aXBOPIOBaHHS TMOB'SI3aHUN 3 MOPYIICHHSMHU, SIKI TPOSIBISIIOTHCS Y
BUTJISIZII KETOAIIUJI03Y, TIIMOHATPIEMIT, HAOPSKIB 1 PO3BUHEHHS aTpodii TOJIOBHOTO

MO3KY, BTOPHMHHOI TrinepaMoHiemii, rimoriikeMii. BinOyBaeTbcs 3HMKEHHS
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MIBUAKOCTI TIIOKOHEOTEHE3Y, MITOXOHApIaJbHUX MPOIECIB, 30KpeMa OKHUCHOTO

dbochopunmtoBaHHs.
CH,4 CH;
H,C
3 \
/CH CH, CH; CH; CH,
\
C?z c1,1 \CH
TZH—COOH TH—COOH TI'H—COOH
NH, NH, NH,
Jleiiuun \5 Baniun IzomeiinmH
U =
Annda-
T aMa
KeTOrIyTapiT TPAHCAMIHY B A HH 5 |[—=> I'nyramar
(-Hj CH;  CH,

H3C\ \ /

C?z C——COOH C},I

o—¢ COOH H O—C——COOH
2-keToizoKaIpo- D KETOIZOBAIC- 2—K§T0-3—Mernnsane—

HOBA KHCIOTA piaHOBa KHCIOTA plaHOBa KHCIIOTa

O L b

OxHCcHe JTekapOOKCHIIFOBAHHHS TIPH Al JeriporeHasu
posranyskeHHHUX aibda-kKerokucior (TIIdD)

Puc. 33. BxiroueHHs JeUIMHY, 130JICHITMHY Ta BaJiHy y KaTa0o0JIi3M.

[Ipu 3axBOproBaHHi, sike MOB's3aHe 3 nepexrom E3-mporteiny ayrinporenasu,
naToreHe3 OuTbLI CKJIAAHUNA. 3a3HayeHa CyOOIMHUIISI KOMIUIEKCY € KOMIIOHEHTOM
JEKITbKOX MYJIbTU(OEPMEHTHUX KOMIUIEKCIB: JETIAPOT€HAa3H KETOKUCIOT 3
pO3raly’KeHUM  JIQHIIOTOM,  MIpyBAaTAETiAPOT€HA3HOTO0  KOMIUIEKCY 1 o-
KETOTJyTapaTIeriIpOreHa3HOr0 KOMIUIEKCY, sIKI OepyTh ydacThb y MeTabomi3Mi
nipyBaty 1 (QyHkuioHnyBaHH1 nukiy KpeOGca. Hacmiakom mnopymieHHsS i mux
KOMILJIEKCIB € PO3JIaAM KIITHHHOT OI0€HEPreTHKU Ta JIAKTaTHUHM aluao3, TOMY
JaHWM BapiaHT XBOpoOM 3a3BMuail KIAaCHU(IKyIOTh AK MITOXOHJpialabHE

3aXBOPIOBAHHA.
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Hiaenocmuka x60podu «K1eHo8020 cupony»

Bci mantoku 3 00TsDKEHUM CIMEHHUM aHAMHE30M, a TaKOK HOBOHAPOKEH1, Y
SKUX TICIS Tepiofy 3al0BIIBHOTO CTaHy WPOSBHIUCS THIIOBI CHMIITOMH
3aXBOPIOBaHHS, Taki SK BIAMOBa Bia 1Xki, ONIOBOTAa, CyJAOMH, TATOJIOTIYHE
30y/MkeHHsT a0o JieTapris, arakcis, Koma, aluja03, IOBUHHI MPOXOJUTH
oOcTexxkeHHs Ha JeduHo3. [lpu mocTaHOBII [iarHO3Y MPOBOJUTHCS PETEIbHE
BUBUYCHHSI aHAMHE3Y Ta CKapr OaThKiB, 3araJbHUIN OTJISA] TUTUHU 3 BH3HAYCHHSIM
M'S130BOTO TOHYCY 1 Bar#, OIIHKOIO PyXOBOi aKTHBHOCTI.

Poznagn B OOMiHI peuoOBHH y MEpioJl KpU3y XBOPOOU XapaKTepU3YIOTHCS
aIua030M, KETOAIHMI030M, BHCOKHM BMICTOM MOJIOYHOI KHCJIOTH B KpOBI,
rinoriikeMi€ro. Y KpoBi 1 cedl HAKOMUUYIOThCS aMIHOKHCIOTH 3 PO3ralyKeHUM
JIAHITIOTOM - JIEHIIMH (O1IBIIIO0 MIpOT0), 130JICHITNH, BaJIiH, @ TAKOXK aJ0130JICHITIH,
KU € JIarHOCTUYHUM MapKepoM 3aXxBOpIOBaHHS. [3 cedero BUBOIATHCS 2-
KETOI130KapOHOBa, 2-OKCO-130KalpoOHOBa, 2-KETOi30BaJiepiaHOBa, 2-KeTO-3-
METHJIBaJIepiaHOBa, 2-TIApPOKCHU-3-METUJI-N-BajiepiaHOBa Ta 1HOII  OpraHivHI
KUCIOTU. [IpUCYTHICTH B cedl IUX MOXIAHUX OOYMOBIIIOE HE3BHYAWHUM 3armax
noJi0HMI 3amaxy KieHoBoro cupomy. L[i KuciaoTu OOyMOBIIOIOTH TaKOX
MO3UTUBHY MpoOy 3 peaktuBoM Deninra abo 3 2,4-maiHiTpodeHUITIIpa3iHOM. Y
KpOB1 XBOpUX BHSBISETbCS 3HIKCHUH BMICT ajaHiHy, TJINUHY, MOXE
CIIOCTEPITraTUCS TIMOHATPIEMISl. AKTUBHICTh KITFOYOBOTO (hepMEHTY (IeTiaporeHasa
KETOKHCJIOT 3 PO3TIY)KEHUM pajuKalioM) B JedkoruTax Ta (idpobiacrax npu
KIacuyHii Gopmi xBopoOu ckimamae MeHime 2% BiJf HOPMAJIBHUX 3HAYEHb, MPU
IHTEPMITYIOUiH, TPOMIXKHIH 1 TiamiH-3asexHIN popmax - 5-20%, 3-30% 1 6au3bKO
40 % BiJg HOpMU BIAMOBIAHO. Y BUIAJAKY 3aXBOPIOBAHHS, 3yMOBJIEHOTO J€(pIIIUTOM
E3-mpoTteiny, mepmri 03HAKW 3a3BHYall 3'BIAIOTHCS Y BIIll cTapiie 8 THKHIB!
Iporpecyroye BiJICTaBaHHSI TICUXOMOTOPHOTO PO3BUTKY, OMoBOTA,
TOTOHIS/TUCTOHIS, MOPYIICHHS AUXaHHS. Y JUTHUHU BUSBJISETHCS METaOOIIYHUN
alua03, MIABUILIEHHS B KPOBI pIBHS JaKTaTy, HIpyBaTy, O-KETOTIyTapoBOl
KHCJIOTH, JICHIIMHY, 130JIeWIIMHY, BaJliHy, CIIOCTEPITA€ThCA  IepiouyHa

rinoriiiKeMis.
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[Ipu iHTEpMITyIOUOMY THIII MATOJIOTII Hamaad  CYNPOBOJKYIOTHCS
BUHUKHEHHSAM aTakcii MO304YKa, B IbOMY BUIAJKY Y XBOPOTO MOPYIIYETHCS X0/ 1
KoopauHaIlisg pyxiB. Ilpomixkuuii nednMHO3 mpoTikae Baxkue. [lapokcusmu He
MalOTh YITKUX YaCOBUX MEX 1 BIJPI3HAIOTHCA XBUJIEMOJIOHMM HApPOCTAHHSAM 1
3aTuxaHHAM. Taki MallOKH BiICTalOTh y PO3BUTKY, CTPAXKIAIOTh BiJ aTakcii, Cy oM
1 M'130BO1 T1IIOTOHI1, II3HO OCBOIOIOTH XOJH0Y 1 MOBY.

TiamiH-3a€)KHUN TUI 3aXBOPIOBAHHS MOXKE TMPOSBISATUCS JIETKUM a0o
MOMIPHUM CTYIE€HEM BHPAXKEHOCTI CHUMNOTOMIB. Y Tmepediry 3axBOpHOBaHHS
JOMIHYIOTh O3HAaKW: TMOPYIIEHHS XOAM 1 KOOpAHMHALII PyXiB, M'SI30BUH TOHYC
3HIDKCHHUM, 1HOJI PO3BUBAIOTHCA cyAomH. Y xBopux 3 E3-3amexnoro ¢opmoro
BUSIBIISIETHCSL TPOTPECYIOYE BiJICTABaHHS MOTOPHOTO Ta ICHXIYHOTO PO3BHUTKY,
OMOBOTA, M'S30BHM TINOTOHYC, po3ian AuxaHHSA. [leplonWyHO BUABIAETHCS
TIOTJIIKEMIs, 10 CYNPOBOJKYEThCS arari€ro, CIaOKICTIO, 3alaMOpOYCHHSIMH,
[MIBUIIIEHOK COHJIMBICTIO.

JIiKy8aHus Xx6opoou «K1eH0B020 CUPONY»

JlikyBaHHSI XBOpOOU KJIEHOBOT'O CUPOITY CIIPSIMOBAaHE Ha:

o MPUTHIYCHHS] YTBOPEHHS TOKCUYHUX METa0OITIB-KETOKUCIIOT;

o aKTHUBAIlIIO TIPOIIECIB aHA0O0I3My, 31 3aCTOCYBAaHHSM JICHUIIMHY, BAJIIHY Ta
130JICUIINHY;

. 3MEHIIEHHS IBUIKOCTI (POPMYBAHHS KETOAIUI03Y;

o MOTIEPE/KEHHSI BUHUKHEHHS HaOpsKy MO3KYy 1 YpPaKEHHS BHYTPIIIHIX
OpraHiB.

Jlns HopMmadizallii cTaHy XBOPOTO NMPHU3HAYAETHCS JII€Ta, sIKa 3aCHOBaHa Ha
3aMiHi O17TKOBOI 1K1 O1JIKOBUMH T1JIpOjIi3aTaMu, 1110 HE MICTSITh BaJliHY, 130JICHIIUHY
Ta JISWHMHY. Y TEepaneBTUYHUX LIISAX TAaKUM MaJlOKaM IMOKa3aHO MPOBEACHHS
Ko(akTOpHOI Teparii, 3aCHOBaHOI Ha BBEACHHI B OpraHi3M IpernapaTiB TiaMiHY 1
JIeBOKApHITUHY. TaK0oX BCIM XBOPUM MPU3HAYAETHCS CUMIITOMATUYHA Teparlis, SKa
CIpsIMOBaHa Ha KYIIPYBaHHS CHUMITOMIB XBOpOOHW. 3 IMI€I0 METOK MaltoKaM
NMPU3HAYAETHCA  BBEJCHHS  BITaMiHIB  Tpynd B,  aHTUKOHBYJIBCAHTIB,

MPOTUOTIOBOTHUX 3aC001B 1 HOOTPOITIB.
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OOMiH rilinMHy B OPraHisMi JIIOAMHH

['minuH BITHOCUTHCS A0 3aMIHHUX aMIHOKHUCIOT. BiH MOXe yTBOprOBaTHUCS 3
TPEOHIHY  MiJ  Ji€l0  TPEOHIHAJIbJO0JIa3u, 3  CEpPUHy - I JI€I
CepUHOKCIMETHATpaHChepa3u, KOQEPMEHTOM SIKOI CIYXUTh TeTparigpodoiiieBa
kuciora (TI'OK). CnenudiyHuM HIISXOM YTBOPEHHS TUIIMHY € po3maj XOJiHY 3
YTBOPEHHSM MIPOMIKHUX MeTa0OMITIB: OeTaiHab/eri A, oeTainy,
JUMETWITIILIUHY, capko3iHy. OCHOBHMM KaTaOOJIYHUX UUIAXOM METal0o0i3My
rmiuHy € Horo okucHe posmierieHHs 10 CO,, NH3z 1 MetuneHoBoi rpymnu, sika
NpUeaHYeThCS A0 TeTparigpodonaty. Peakiiss 3BopoTHa 1 KaTami3yerbes

TJIIMHCUHTETA30I0"

O
HZN_CH2_< + TFOK + HAL" <—» HAOH + NH," + N° N'%-CH,-TToK + CO,
OH

Biomoriune 3HaveHHS 1IIl€i peakiii TOJATa€ B YTBOPEHHI aKTUBHOTO
onuoByriernesoro ¢parmenty N’ N'°-CH,-TI'®K, sknii BHKOPHCTOBYETHCS B
CHUHTE31 JE30KCITUMIJWJIOBOI KHCJOTH, ITYPUHOBHX HYKJICOTH]IB, B OOMIHI
MeTioHiHy Totmo (puc. 34). [HmmM kKaTaboNIYHUM IIISIXOM TIEPETBOPEHHS TITIIUHY
€ Moro je3amiHyBaHHS i JI€I0 TIIIUHOKCUIA3W 3 YTBOPEHHSM TJI1OKCHIJIOBOI
KUCJIOTH. [ TIOKCHIOBAa KUCIOTAa B TKaHMHAX JEKAPOOKCUIIOETHCA 3 YTBOPEHHSIM
MYpAaIIMHOI KUCIOTH abo okcanary. Llei nuisx mepeTBOpeHb MOPYIIYETHCS MpHU
BpPO)KEHOMY 3axBOPIOBaHHI - TIEPBUHHIA Trimepokcanypii. Bimomi nBa Tumnu
NEPBUHHOI rinepokcanypii. [imepokcamypis | Tumy oOyMOBI€HA TE€HETUYHO
J€TePMIHOBAHOIO HEJIOCTaTHICTIO bepMeHTy KETOTJTyTapaT-rialoKciiaT-
KapOoJirasu, sKa, 3acTOCOBYHOYM TiaMiHOUpodocdar, KaTamizye peakiito
3B'I3yBaHHS TJIOKCHUJIOBOI KHCJIOTH 3 alb()a-KETOTIYyTapOBOK KHUCIOTOIO.
['mokcuiioBa KHCIIOTa, fAKa HAKONUYYETHCS B OpraHi3mi, i BIUIMBOM
JAKTATIAETIAPOTEHA3U JIETKO TIEPETBOPIOETHCS] B IIABIIEBY KHUCIOTY, IO BEAE 0
MBUIIEHOT €KCKPEIIii 3 CEUEr0 OKCaNaTy KaJbIlifo 1 TIOKCIIaTYy.

I'inmepokcanypist |l tumy (d-riinepuHoBa anuaypis) CHOCTEPIra€ThCs MPHU
BiacyTHOCcTi  D-rminepargerigporenazu (K@ 1.1.1. 29), mo 3abe3neuye
NEepPEeTBOPEHHS TJIOKCIJaTa B TUIKOJAT B MPHUCYTHOCTI MipUI0KCaIb-5-hocdarty
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(axtuBHOI (popmu BiTamiHy Bg). ¥V cedi, okpiM OKcanaTy KajbI[ilO, Y BEJIHKIN

KUTBKOCTI MOKHA 3HANTH D-TIillepuHOBY KUCIOTY.

NH2 CEPHHOKCHMETHA- H

H, I Tpanctepasa : 2
HO—C —C—COOH » H,N—C —COOH + H20
H

raimHH

CepRH Hs-doaar

N5,N10— CHz — Hs-droaaT
l mipHMiTHHEK

(THMigMAOBA KHCAOTA)

N5 — CHz — Hs-doaaTt

l NS,N1¢ —=CH — Hs-doaat \\*
OypHHOBE AApPO
pereHepamis l (aTom C y moaomensi 8)

meTioHiny
N5(aGo N1°) — CHO — Ha- I\*

NYyPHHOBE AAPO
{aTom C y moaomenni 2)

Puc. 34. 3naueHHs cepuHOKCUMETUATpaHChepa3u

Kpim nepepaxoBanux nuisxiB MeTadoi3My, B MEUiHLI TIIUH Oepe ydacTh B
YTBOPEHHI KOBYHUX MAPHUX KUCJIOT; MPOIEC] 3HEIIKOKCHHSI O€H30MHOT KUCTIOTH
Ta 1HIIUX OPTaHIYHUX CIIOJIYK JI0 TimypoBoi KUCIOTH (puc. 35):

HikoTuHOBa MmiumH
Kucnora* \Q‘ C—NH—CH,—COOCH
BeH3oiHa > \\O

[inyposa kucrnota

deHinauerat*

(*) - Lii pe4oBuHn MOXyTb BCTYNaTn B peakLito
KOH'torauii 3 rniynHOM TinbKn B aKTUBHIN cbOpMi

Puc. 35. Yyacts rinuHy B KOH forarfii JesKux €HAOTEHHUX METaOO0MITIB.

Y MeauuHid MpakTUIl Ui OLIHKA JE€TOKCUKAUIWHOI (YHKIIT MEYiHKU
BUKOPHUCTOBYIOTh NpoOy KBika (Bu3HA4YeHHs BMICTY TilTypOBOi KHCIOTH B ceul
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naiieHTa Npu HaBaHTakeHH1 OeHzoatom Hatpiio). Cyrb gaHoro tectry: 3-4 T
OeH30aTy HAaTPil0 OAHOPA30BOIO 103010 MPU3HAYAETHCSA XBOPOMY ISl IpUiiomy per
0S. Yepe3 3 roauHu Micisl IpUHOMY TIperapary XBOpPHUHM 37a€ aHalli3 cedl, B AKId
BU3HAYAIOTh BMICT TiMypOBOi KHCIOTH. SIKIIO BMICT TimypoBOi KHCJIOTH B ceul
cTaHOBUTH 65%-85% BiJ Mo4YaTKOBOI Macu OEH30aTy HATPIIO, IPU3HAYEHOTO PEr
0S, TO II¢ € CBIAYEHHSM HOPMAJIBHOI 3HEMIKO/KYBAJIBHOI (YHKINT IMEUiHKU
MaIiexTa.

['miua € cybcTpatoM KIHOYOBOTO (epMEHTY CHHTE3a TreMy - O-
aMIHOJICBYJIIHATCUHTA3W  (TeXK  mupigokcanbdochaT-3alekHuii  QEepMeHT).
OCKITbKU AJIs1 THIUHY MOXJIHMBE OOOPOTHE MEPETBOPEHHS B CEPHH, SKUUA TpU
TAPOJITUYHOMY JIe3aMiHYBaHHI NIEPETBOPIOETHCS B MIPyBaT, OOMIH TUIIIMHY TICHO
MOB'sI3aHUH 3 0OMIHOM BYTJICBOJIIB Ta JIIITIIIB.

Oco0mBOCTI 00MiHY METIOHIHY TA HMCTEIHY B OPraHi3Mi JIIOJUHH

MeTIOHIH € He3aMiHHOI0 aMIHOKHCJIOTOI 1 HOoro nuiixu oOMmiHy (puc. 36)
MAalOTh TICHI B3a€MO3B'A3KH 3:

* 0OMiHOM hochomimiaIB (CUHTE3 JCUUTHHY);
* 0OMIHOM ITUCTETHY, SIKUW YTBOPIOETHCS 3 METIOHIHY;
* 0OMIHOM KpeaTuHY (IIepeBa’KHO B M'sI30Bii Ta HEPBOBIM TKAaHUHAX);

* 0OMIHOM KaTeXo0JIaMiHIB (CUHTE3 aJIpeHAaJIIHY).

CuHTe3 chocdoniniais
MemioHiH —>S-a,u,eHo3|/|n-MeT—>|<peaTMH

AHCepUH (aKkTuBye
Mio3nH-AT®-a3Hy akTUBHICTb)

Luc

MoniamiHwn:
CnepmignH T2 cnepMiH:
BaXknuBi Y npouecax nponicpepadii TKAHUH

MmyTaTioH Taypuw

TpiOHIH

Ve

I J'IIL{UH MypuHosi Ta AcnapaziHosa

NipUMIQVHOBI Kucrioma
NHGOTMAM
MniuvHoBI KOH'loraTu: mymamiHoea
. FAMK <

1)napHi XOBYHI kncnoTu Kucrioma

2)rinyposa kucnora ' ‘
3)KOH'IOFaTVI KCeHoObIoTuKIB rJ'lyTaMIH

Puc. 36. [leski MeTabOI14HI HUIAXU METIOHIHY, IUCTEIHY, TIIUHY.
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CuHTe3 010JOTIYHUX MOJYJIATOPIB MPOILIECiB mpodtidepallii TKaHUH CIIEPMIHY
Ta CHEpPMIIUHY Oe3mocepeHbO 3aJeKUTh BiJl KOHLEHTpalii METIOHIHY, IO
HAJXOJUTh 3 MPOJIYKTaMH XapuyBaHHS. Bci XiMiuHI TEepeTBOPEHHS METIOHIHY B
KJIITUHI BUMAararoTh HAsSBHOCTI HOTO akTHUBHOI (OpMH, TOMY Mepexil BIILHOTO

METIOHIHY B S-aJICHO3WJIMETIOHIH € HaWOUIbIl Ba)XJIMBOK PEAKIE s

METIOHIHY:
NH,
o} X N
I ;P{O_P / X
H;N——CH—C——0H o) < | )
/S i P
HZC\CH N
/ 2
CH3
Ha " "
\H L-Mer /oHIH-aQeHo3NNIT paHcgepasa
2
HZ:C—CH—C—?\IH § H3PO4 +H4P207
2~ / N
s <N | )
NG v
CHy S - AaeHo3un-
Ho METIOHIH
H H
OH H

VY peakuisix TPaHCMETHIIIOBAHHS S-aIEHO3UIIMETIOHIH € JOHOPOM METHJIBHOI
IpyIiy, sika cIa0Ko, y MOPIBHSHHI 3 THIIUMU (parMEeHTaMH CTPYKTYpPH, IIPUETHAHA
10 atoma cipku. Hmxde HaBemeHa cxema mepeTBopeHb (puc. 37), sika MOSICHIOE
BUKOPUCTAHHSA S-aJeHO3UJIMETIOHIHY B TPAaHCMETWIIOBaHHI 3 IMOAAJBIIOK HOTO
TpaHcopmarlli€ero B HUCTEIH Ta anb(a-KeToOyTHUpPAT; OCTaHHINM, y CBOIO YEpry,
pyHiHyeTbes 10 npomioHiT-KoA:

AkuenTtop

S-afeHo3nNMEeTIOHIH S-ageHo3nAroMoLncTeiH

CHs-Akuentop  H,O AneHosuH

LUNCTATIOHIH - '/ L-romouucTein

HZO’\ H,0
NH 4/\ l/—\‘

wncrein 2P KeTOByTUpaT —— nponioHin-KoA

Puc. 37. YTBOpeHHs LUCTEIHY 3 aKTUBHOI (HOPMH METIOHIHY.
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S-AneHO3UIMETIOH H, TAIUH Ta apriHiH OepyTh y4acTh y CUHTE31 OPraHIvyHOl
CIOJIYKH - KpeaTuHy (3a BMicToM 85% cuHTe3yeTbcs B mediHIl, iHm 15% -y
HUPKOBIN TkaHWH1). KpeaTuH TpaHCIIOPTYETHCS Yepe3 KPOBOTIK, TOJJOBHUM YHMHOM,
y M'30By TKaHMHYy, Tnpore Omu3bko 10% CHHTE30BaHOTO KpeaTUHY
BUKOPUCTOBYETbCS TOJIOBHUM MO3KOM 1 HHMpKaMmH. KpeaTuH po3risgarTh sK
BUXIJIHUM CyOCTpat JJig YTBOpEeHHS KpeaTuHdochaTy B MITOXOHIPIAX, IKUH MOTIM
BUKOPHUCTOBYETbCA KpeaTuH(POCPOoKiHA3010 mUTOIIasMu st cunresy AT
nusixoM  cyocrpatHoro  (QocdopunmoBanHs.  Jlins  M'sI30BOi TKAHWHU — JlaHE
NEPETBOPEHHS Ma€ BaXJIMBY pPOJIb Yy pasl IHTEHCHBHOTO TPUBAJIOro (Pi3MUHOTO
HaBaHTaXEHHA Ha M's3u. [lpm 1bOMy YacTHHAa KpeaTHHY B LUTOILIA3MI
NICPETBOPIOEThCS HA KpeaTHHiH (puc. 38) - KiHIEBUH TPOAYKT OOMiHY, IO

EKCKPETYETBCS 3 CEUEIO.

o}
HN§CINH2 o
Ho;N——CH—C——O0OH NH N Cé/OH
\
—CH;, H. H |
HZC\ CH SNCH HN<en
/CH2 | * \CH
HN + c—0 c—o0 HZC\/ 2
/\C=NH | niunMHamigiHo- /CHZ
HoN OH TpaHcdepasa OH H,N
ApriHiH Fniuny lyaHiginayetar OPHITUH
(FnikoumnamiH) p*
S-A[l€HO3UIIMETIOHIH NHa NH
HNg NF2 AN AN
1
s oy e
HN C// - | |
H |/ OH lNyaHigiHaueTar Hicp—6=—0 . H.ty—C=—=0
“CH MeTunTpaHcodepasa _— |
nikounamiH K OH oH
. eaTtuH { ;
S-AnEHO3NArOMOLMCTETH P KpeatuHdpocdar
HN ATO ALo
Sc—NH
P* - 3anuwwok
. HC—_
docchopHOi k-Tu
| /C=O H3PO4

*** . KpeatnHdocgokiHasza H.cy

KpeatuHiH
Puc. 38. YTBOpeHHs KpeaTuHy, kpeaTuHpocdaTy 1 KpeaTHHIHY B TKAHMHAX

JIIOTUHUA

Kpeatun, kpeatundocdar, kpeaTuHiH Ta aKTUBHICTh KpeaTuH(}ochoKiHazU €

JMIarHOCTUYHUMHU TIOKa3HUKAMH, SK1 JO3BOJISIIOTH OIIHUTH (YHKINIO TEeYiHKH (32
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BMICTOM KpEaTHHY), HUPKOBOI, M'S30BOi TKaHWH (3a BMICTOM KpEaTWHY Ta
aKTUBHICTIO KpeaTHH(POCHOKIHAZH) MTPU PI3HUX 3aXBOPIOBAHHSX.

[{uctein, TIIUH Ta TJIyTamMiHOBa KHUCJIOTa OepyTh y4acTh Y CHHTE31

2NYMAamioHy:.
O\\
HZN\ CH2~C/NH\ /C\ /CHz
CHy-ch/ cH “NHTO\
2CH COOH
HOOC Ha. Gly

Jlanuit TpumnenTua, 3aBASKM HASBHOCTI BUIBHUX CYJIb(QTIAPWIBHUX TPy
IUCTETHY, MOKe OyTH mpejcTaBieHuii y BigHoBieHid (2G-SH) 1 okucieniit (GS-
SG) popmax y cTpyktypi pepMeHTiB, a00 y BUILHOMY CTaHi.

G-SH € 61070T1YHO aKTHBHOIO CIIOJIYKOIO, IO O€pe y4acTb B OKHCIIOBAJIBHO-
BIJIHOBHUX TIpoIlecax:

 BIH CIYXHUTb Yy SKOCTI Cynb(QripuiabHoro Oydepa, MO0 MIATPUMYE
OKHCJTIOBAJILHO-BIIHOBHI CUCTEMH KJIITHHU, CTBOPIOIOYHN OaiaHC JJIsl iX 1ICHYBaHHS;

* BiH Oepe y4acThb y AKOCTI KOEpMEHTY CIeliabHOI TPAHCIIOPTHOI CUCTEMU
UL  TAKapOOHOBHX 1 apOMaTHYHUX aMIHOKHCIIOT, fKa JIOKajJi30BaHa B
[UTOIIJIa3MAaTUYHIA MeMOpaHi - y-riyTaminTpaHcdepasa;

* BIH CIYUTbh KOQEPMEHTOM aHTUOKCUAAHTHOI (PEpMEHTATUBHOI CUCTEMH, KA
3HEUIKO/KY€E TMEpPOKCHJ BOAHIO 1 opraniyHi nepokcuan tumy R;-O-O-Rj, -
TITyTaTiOHNIEPOKCHIa3a,;

* BiH € Ko(hepMEeHTOM TIIyTaTioHTpaHcepasu Me’iHKH, sika Oepe ydacTh y
3HEIIKO/IPKEHHI METUIIMEPKAIITaHIB.

HInsixu yTBOPpEeHHS TA 3HENIKO/?KeHHS aMiaKy B OpPraHi3mi JIIOIUHHA

YTBOpeHHs aMiaKy B TKaHMHAX JIOJAMHU B1IOyBaeThcs npu: 1) nezaMiHnyBaHH1
aMIHOKHUCJIOT; 2) 1e3aMiHyBaHHI O10reHHUX aMiHiB; 3) Jie3aMiHyBaHH1 MyPUHOBHUX 1
HipUMIIUMHOBUX OCHOB; 4) ne3aMiHyBaHHI aMifiB aMIHOKUCIOT (acmaparify 1
TIIyTaMiHy).

AMiak TOKCUYHMIA AJis1 opraHizmy. Oco0IMBO YyT/IMBa 0 HHOTO IEHTpaIbHA
HEpBOBa cucTtema. [Ipu HaAATMIIKOBOMY HAKOMUYEHHI aMiaKy B OpraHi3Mi MOXYTb
BUHUKATH BaXKi PyHKIIIOHANBHI po3naau 3 6oky [IHC: 30ymkeHHs, TpUrHiYeHHS
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JUXaHHA, TosiBa CyJoM. BMICT amiaky B KpOBI JIIOIMHU HE Ma€ MEPEBUIYBATH
KOHIIEHTpaIlito Outbie HiXK 60 MrMonb/n. KonmeHTpariss amiaky Onmu3bKo 3
MMOJIB/JI € JIETAJILHOIO /IS CCaBIIIB.

VY mporieci eBoOLIT BUHUKIIHN CHeliaibHI MEXaH13MHU 3HEIIKOXKEHHS aMiaKy.
VY 6inbIIoCTi TBApUH aMmiak CIIOYaTKy MEPETBOPIOETHCS B HETOKCUYHY CIIOJYKY 1 B
TaKOMY BUTIJISI TIEPEHOCUTHCS KPOB'IO Bijl mepudepuyHUX TKAaHUH JI0 TIEYIHKH a00
HUPOK.

OCHOBHI WLIAXU 3HEUKOONCEHHSL AMIAKY:

* YTBOPEHHS aMi/iiB aMiHOKHUCIIOT (acmaparidy 1 IiyTaMiHy);

* BIJIHOBHE aMiHYBaHHS 0-KE€TOTJIyTapary;

* 010CHHTE3 CCUOBUHHU;

* YTBOPEHHS aMOHIMHUX COJIEH.

HInsxu yTriizamii aMmiaky acoriioBaHi 3 THIIOM TKaHuHHU (puc. 39 ):

NH3
HUPKU: — l T~ [ONOBHOM MOBOK:
YTBOpPEHHSI CuHTes
aMOHIHKUX conen MEYIHKA rnyTaminy

CuHTEe3 ce4vyoBUHU

Puc. 39. ['010BHI NUISAXHW YTUITI3allli amiaky
B Garatbox TkaHMHAX, BKIIOYAIOYM MO3OK, CITKIBKY OKa, MMEYIHKY, HUPKU Ta
M'sI34, aMiak BCTYIA€ B PEaKIliio 3 TJIyTaMiHOBOI ab0 acmapariHOBOi KHUCIOTaMU
NpH 111 BIATOBITHUX CHMHTETa3. YacTuHA amiaKky, 10 BUBIIBHSIETHCS, 3B'I3YETHCA 3
0-KETOTTYTapOBOIO KHCIOTOK Yy TIPOIeci BIAHOBHOTO aMiHYBaHHS, 3aBISIKU

3BOPOTHOCTI IJIyTamaTaeriaporenasHoi peakiiii (puc. 40):

AcnapTar NH, NHgz
H. P TD “_.KeTornyrapar ™) H20
4P207
:;;AMCD AN® *) MmyTamar
ATD

AcnapariH rFavramia
y NH; HaP207

* -~ rmyrvamaTtgerigporeHasa (HAOH / HAO®H)

** -- 'myTamiHCUMHTeTasa

***-- AcnapariHCcuMHTeTa3a
Puc. 40. BinHoBHe amiHyBaHHs ajib(da-KeToriyrapary, CHHTE3 acmaparify 1
TIIyTaMiHy.
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AMiau, 10 YTBOPIOIOThCS, (TIyTaMiH, acmaparii) MNpeACTaBlIAIOTh CO00I0
TpaHCTIOpTHY (opMy amiaky B 1uia3mi KpoBi. KpoOBOTOKOM BOHU MOXYTh OyTH
JIOCTaBJICHI B TMEYiHKY, a00 B HUPKOBY TKaHUHY, JI€ BIIOYBAETHCS iX T1APOII3 IMij
Ji€r0 TIIyTaMiHa3u, abo acmapariHa3u 3 YTBOPEHHSM, BIANOBITHO, IIyTamary ado

acnapTary Ta amiaky:

nyTamiH > mytamat + NHj3
[myTamiHasa

VY mediHIl aMOHIaK YTUJII3YE€ThCS B OPHITUHOBOMY ITMKIII 3 YTBOPECHHSIM
CCYOBHHHU. Y HUPKOBUX KAHAJIBIISIX aMiak, IO YTBOPHUBCS, HEHUTpai3ye KUCi 10HHA
(OikapOoHaTH, MOHO- Ta AUTiApodocdaTH) 3 yTBOPEHHSIM aMOHIMHHUX COJIeH - 1€
i€ OJWH 13 NUIAXIB MATPUMAaHHS HUPKAMU KHCJIOTHO-OCHOBHOI PiBHOBaru B

oprai3mi:

NH3+ H+ r NH4+

|OHW-[OHO KM HOTOHIB AMOHI0 KaTioH

B NpOCBITi HNpKOBUX
KaHanbLiB
Oco06MBy poJib B IEPEHECEHH] amiaKy 3 M'A31B I'pa€ ajaHiH, 10 Oepe ydacThb
B TJIFOKO30-aJIJaHIHOBOMY IHKJII. Y TEpIIii peakilii 1bOro NHUKIY amMiak, IIo
YTBOPIOETHCSI B M's3aX, BKJIIOUAETHCS B CTPYKTYPY O-KETOTJIyTapary MiA Ji€lo
riayraMataerigporeHasu (auB. puc. 40), 1 yTBOproeThcs riayramar. [yramar €
JIOHOPOM aMIHOTPYIH JUISl MIPYBaTy - MPOAYKTY TIIIKOJI3Y; PEaKIi0 MePEeHECEHHS
aMIHOTPYIIM Ha MipyBaT KaTajli3dye ajaHiHaMiHOTpaHcdepasza. AlaHiH BUXOJIUTH 3
M'I30BUX  KIITHH Yy KpPOB 1 JOcCArae Te4YlHKH. Y  remaronurax
allaHiHaMIHOTpaHc(epa3a KaTali3ye TpaHCaMiHyBaHHS ajlaHIHy 3 YTBOPEHHSIM
3HOBY TJIyTaMary Ta mipyBaTy. [Jyramar mia i€l IIyTaMmaTAeriiporeHasu
NEYiHKA 3HOBY MOJXKE IIEpETBOPIOBATHCA Ha O-KETOINIyTapaT Ta amiak, SKUN

3HEIIKO/IKYEThCSI B OPHITUHOBOMY LIMKJIl CHHTE3Y CEUOBUHHU.
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CunTe3 Ce4OBHUHH B NMeYiHIi JIOANHHA
VY 1932 poui I'. Kpebe 1 K. XenzenaliT BUBUHIIM peakIlii CHHTE3Yy CEUOBHHH,
K1 OTpUMaJld Ha3By LMKJI cedyoBHMHOYTBOpeHHs Kpebca. IloyaTtkoBoro peaxiiiero

IILOTO ITUKITY € CUHTE3 Kapbamoindocdary:

(1)
NH3+ HCO3- + 2ATO + Hzo M 2+= NHZ CWOPO3H2+ 2AD|¢ + H3PO4
g

o
@
CO5,+ L-TnH-NH, + AT® + H,O > NH, C v OPOzHz + AlO+ L-Tny
2+
Mg

o

Kapb6amoindocharcunrerasa (1), JokamizoBaHa B MATPUKCI MITOXOHAPIH, €
NIOCTEpUYHIM (EPMEHTOM CHUHTE3y CEUOBHUHHU: HOTO aKTHUBHICThH IiJBUILYETHCS
TiIbkM B mpucyTHocTi N-amerunrimyramary. LluTo3onbHa i130dopma  gaHOrO
dbepMeHTy (2) He perymoeTbess aaHow pedoBuHOI0. Kapbamoindocdar €
MaKpOEPTiuHOIO CIOTYKOIO.

Opnitunkap6amoindocdarrpancdepasa 3a1HCHIOE IEPEHECCHHS 1 BKIIIOUCHHS
dbparMeHTy KapO6aMoily 10 CTPYKTYPH OPHITHHY, B PE3yJIbTaTl YOTO YTBOPIOETHCS

UTpYIiH (peakis 3):

NH, _NH
NH C/:O C/—OH
OPO3H, 2 \ \
HoN_ ¢ NH NH
o+ (HO)s (H,0) HOs (3
I (‘:H I2 3 -«—>» /
© A CH A
Kap6amoin  H,N COOH [\ H,N"  ‘cooH
docoar HOOC NH,
OpHiTHH . .
UunTtpyniH LUmTpyniH

(keTo-popMa) (eHonbHa popma)
VY 1uTpyniHi (0 WOro B3aeMOJii 3 acmapariHOBOi KUCJIOTOIO) BiOyBa€eThCs
BHYTPIIIHBOMOJIEKYJISIPHA ~ 130MepH3allisi, 1 TUIBKM TOTIM  YTBOPIOETHCSA

apriHIHOCYKIIMHAT IIiJ1 €0 apriHiHOCYKIIMHATCUHTETa3H (peaKkiis 4).
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_NH O c=0

7

C—OH d NH NG
(H20)3 ¢H " NC')* G @
G+ g en 9 on
HN™ 'COOH o
2 O~ "OH HN” \COOH

UTPYNiH
HuTpy AcnapTat JP,0, ApriHiHy cykumHar

ApriHiHOCYKIIMHAT B HACTYyMHIA peakuii (5), 1m0 KaTami3yeThCcs Jia301o,
pyitHyeThecs 10 pymapaty 1 apridiny. [loTiM aprinasza ne4iHKd pyiHYy€e apriHiH J0

CEYOBHHH 1 OPHITUHY ( peakxiis 6):

CeuoBMHa O

/
c—=0 dymapar NH HoN-C=NH
NH VAN cZ—NH § 2
C//_ NH-CH OH N 2
“NH H,C ® "\ © ke
\ SN (HoC)a H,0)
(H%C)g /C\ (’:H ’2 3
/CH on H N/ \COOH /C{|
2
HN" NcooH . HN™ cooH
ApriHiHy cykuuHat APriHiH H20 OpHiTHH

dymapar BHKOPHUCTOBYETHCSI B IIUKJII TPUKAPOOHOBUX KHCIOT  JJIs
pereHepaiiii okcanoalerary, SKui IUITXOM TpaHCAMiHYBaHHS 3 TJIyTaMaTOM 3HOBY
MIEPETBOPIOETHCSI HA acmapTar. TakuM YHMHOM, peakilii mepeTBOpeHHs (pyMapoBoOi
KHUCJIOTU SIBJISIIOTH COOOI0 JIAHKY, IO 3B'SI3y€ IUKI CEUOBUHH 3 LIMKJIOM JIMMOHHOI
kuciaotu. Peakii (1) 1 (3) mokamizoBaHi B MaTpUKCi MiTOXOHAPiH. TpaHCHOPT 10HIB
OikapOoHATy 1 aMOHIIO, OPHITHHY 1 HUTPYJIHY 4Yepe3 MeMOpaHU MITOXOHJIpIH
3IACHIOIOTH CIeliaibHI OLIKU-TIEPEHOCHUKH.

CuHHTE3 CEUYOBMHH € HE3BOPOTHUM IUKIIYHUM TPOIECOM Y SKOMY TOCTIHHO
BiI0YBa€ThHCS pereHepallis OpHITUHY 3 €eHEPTeTUYHUMH BUTPATaMH:

3 monss AT® y po3paxyuky Ha 1 monb cewosunu, ujo ymeoproemucs.

OcHoBHuM TocTtadaibHUKOM AT® € mporec okucHOro ¢ochopuitoBaHHs,

JIOKaJII30BaHUN y MITOXOHAPIAX MEUIHKH.

Pecynayis opHimuno6020 yuxny ce4o8uHOYmMeopeHHs.
[Tpu 6e30171KOBIN M1€TI €KCKpelisl HITPOreHy CEYOBHUHHU 13 CEYCH0 CTAaHOBHUTH

muiie 60% BiJ HITPOreHy a30TUCTUX CIOJIYK, MPEICTABICHUX B XIMIYHOMY CKJIaJli
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ceui (80% mpu 30anaHcoBaHiil A1€T1), aKTUBHICTb ()EPMEHTIB OPHITUHOBOTO IIUKITY
IpU LbOMY 3HIKEHA.

[Ipu mieri, sika MICTUTh BUCOKHUM piBeHB OUIKIB (O1abie 100 T HA 100Y) 1 pu
roJI0TyBaHH1, aKTUBHICTH (PEPMEHTIB OPHITUHOBOTO IIUKJITY ITi/IBUIICHA.

CeuoBHHA HAIXOIUTh 3 IENATOLMTIB B KPOBOHOCHE PYCJIO 1 BUAUISIETHCS 3
opraHizamy 3 cedero. CUHTETHYHI LUIAXY OpraHi3My JIIOJUHU HE BUKOPHUCTOBYIOTh
CEUOBHHY B SIKOCTI BUX1IHOTO cyOcTpaTy. OfHaK, TOMUIKOBO BBaXKaTH CEYOBHUHY
1HEPTHUM KIHIIEBUM MPOJYKTOM a30THCTOro oOMiHy. BoHa Mae neBHy 010J10T14HY
aKTUBHICTh, BUCTYIAIOYM B POJIi Ba)JIMBOTO BOJOPO3UYMHHOTO AHTHOKCHUIAHTY.
[TposiBnIsitouM aHTMOKCHJIAHTHI BJIACTUBOCTI, CEUOBHMHA MOTEPEIKAE YIIKOIKEHHS
MeMOpaHHUX JIMiJIB aKTUBHUMHU PaJUKaIaMH. MOXIJHUMHU KHUCHIO (CyHNEpOKCH-
aHIOH, CHHIJICTHUW KHUCEHb, TIJIPONEPEKUCHUN paAuKaid) 1 OpraHIYHUMHU
panukanamu tuiy RO-Os,

I'enemuuni oechexmu pepmenmie OpHIMUHOBO20 YUK

» [inepamoniemis ~muny | BUHHMKaE TIpU TOPYIICHHI  CHUHTE3Y
kapOamoindocdarcuareraszu

o [inepamoniemiss muny |l po3BUBAETBbCS TIPU TOPYIICHHI CHHTE3Y
opHiTuHKapOamoindocharTpanchepazu

o [Jumpyninemia i yumpyninypisi BUHUKAIOTh MPU HEIOCTATHOCTI B TIEYIHII
apriHIHOCYKLIMHATCUHTETA3:

* ApeiniHocykyunamua ayuoemis CIOCTEPIraeTbCsl y XBOPUX NPH ACILUTI
apriHIHOCYKIIMHATIIIA3H

» [inepapeininemisa i aminoayuoypis 3 BUCOKMM BMICTOM apriHiHy B cedi
BUHUKAE MPU MOPYUIEHH] CUHTE3Y apriHa3u NeYiHKU.

Haii6ip11 BaXKKUMH 3aXBOPIOBAHHSMH € TEPII JBa TEHETUYHUX MOPYIICHHS.
JlaH1 matosorii A1arHOCTYIOTh Y HOBOHAPO/KEHUX B MEPUIMM THXKACHb MICIA
HapO/KEHHS. Y HOBOHApo KeHOro 3 AedinuToMm KapOamoindocdarcuHteTasu
CIIOCTEPITaloThCs: eMi30uYHa eHIledanonaris, KOHBYJbCIi, arakcis. Kpim mporo, y
JUTHHHA CIIOCTEPITa€ThCcsi ONMIOBOTA TICHS TOAYBaHHS, MOMJIMBE BHUHUKHEHHS

aeraprii. [Ipu 6e3611KOBOi Al€TI AUTHMHU CMEPTEIbHUM KiHEIlb HEMUHYUYUH Y
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NEPIIUI THKACHD KUTTA. 3a BIICYTHOCTI TEPANEBTUYHOI KOPEKI[ii CTaHy y XBOPOi
JTUTUHU PO3BHBAETHCS PO3YMOBA BIACTANICTh, TaK SK JIO MEPIIOTO POKY JKUTTS Y
Hel BiAOYBAa€ThCA CEpHO3HE YpPaKCHHS TKAHUH TOJOBHOTO MO3KY. JlaHui
NATOJIOTIYHUIA CTaH CYMPOBOKYETHCS 3HIKEHHSIM CIIOPIIHEHOCTI (PEPMEHTIB 10
Tiaminmipodocdary, ToMy, pazoM 3 IHIIUMU MEIUKAMEHTaMH, XBOPIA TUTHHI
MPU3HAYAIOTh TEPANEBTUYHI 03U TIaMIiHY.
Buxopucmannsa nokaznukie: ceuoeuna niazmu Kpoei i 3a1uuKoeuil azom
Kpogi 8 diacHocmuui 3ax80p108anb

BwMmicT ceuoBrHM B m1a3Mi KpOBI 3I0POBUX JOPOCIHX JIIOAECH KOJUBAETHCS B
mexax 3,3 - 6,6 mmoutb/i1. JIaHuii TOKa3HUK TUTa3MU KPOB1 € HAHOUIBII BaXKTHBUM
JUISL OLIHKK CTaHy a30THCTOr0 OOMIHY TKAHWH OpraHi3My JIIOJUHH. 31e01IBIIOrO0
BIH BU3HAYA€THCS B KIIHIII MapajeibHO 3 1HIIMM MOKa3HUKOM a30TUCTOrO OOMIHY
- 3QJIMILIKOBUM a30TOM KpPOBI.

3aNMIIKOBUM a30T KPOBI - 1€ 3araJIbHUN BMICT HITPOT€HY BCiX a30TOBMICHUX
CIOJIYK KPOBI (CEUOBMHU, BUIbHUX aMIHOKHUCIIOT, KpEaTUHY, KpEaTUHIHY, CEYOBOi
KHCJIOTH, OIOTeHHMX aMiHiB, KOH IOTOBAHOTO OuIipyOiHy, TIMypOBOi KHCJIOTH,
IHIUKaHY, HYKJICO3H/IiB TOIIO), 32 BUHSATKOM HITPOTeHY OLIKIB.

3aNMuIIKOBUM a30T KPOB1 Yy 3J0POBHUX JOPOCTUX JIt0AeH nopiBHIOE 25-35 Mr%
a6o 15-25 MMob/1.

Bionowennsa azomy ceuogunu 00 3a1UWIKOB020 A30MY NIA3MU KpPOBI HE
nepesuinye 48% y 310pOBUX TOPOCIIUX JIOACH. SKIIO 1€ BIIHOIICHHS Y Malll€HTa
O1JIbIIIe BUIIIEBKA3aHO1 BETUYNHH, TO KOHCTATYIOTh CTaH «a30TeMis».

Po3pi3HAIOTH peTeHIIiiHY 1 TPOAYKILIIHY a30TeMii:

* Pemenyitina aszomemis CHOCTEPIra€TbCid NPU HUPKOBIM HEIOCTaTHOCTI,
oOyMoOBJIeHa 30UIBIIEHHSM PIBHS CEYOBHMHHM B KpPOBI 3a PAaxXyHOK MOPYIIECHHS
buTbTpalii CeYOBUHU B HUPKOBUX KaHAIBIIX. BMICT ceduoBHHM B M1a3Mi KpOBI
MOK€E Jocsaratv 3HaueHb 50-83 MMOJIb/II.

» [lpooykyitina azomemisi CTIOCTEPITAEThCS Yy TAIIEHTIB 3 AKTHBHOIO
Jerpajaifi€lr0o TKaHUHHUX OUIKIB, 110 Mae Micle npu AUGY3HHX 3araJbHUX

nporiecax B TKAaHMHAX, BEIUKHUX OITIKaX, MPH KaXeKcii.
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3HIDKEHHS BMICTY CEYOBMHM B KpOBI CIIOCTEPITaeThCs y TMAIIEHTIB 13
3aXBOPIOBAHHIMM MEYIHKU: XPOHIYHUX TeMaTUTax, P03l NEeUIHKH.

[Ipu HOpMmanbHIA (QYHKIT HUPOK CEYOBHMHA TMPAKTHUYHO ITOBHICTIO
EKCKPETYEThCSL 3 OpraHi3My 1 ctaHoBUTH 333-583 Mmonb/mo0y B cedi 310pOBHX
JTIOEH.

3acanvue yasnennua npo aminoayuoypii

AMiHOaMIypist - MATOJOTIYHUM CTaH, IO CYMPOBOKYETHCS 301IbLICHHIM
eKCKpellli ojHiel abo JAEKUIBKOX aMIHOKHCJIOT HHUpKaMu. Y 3J0pPOBUX JHOJEH
aMIHOKHCIIOTH NMPAKTUYHO MOBHICTIO peadcopOyIOThCsS B HUPKOBUX KaHAIbBIISX 1 HE
BUJUISIIOTBCSL 3 Ceuero. 3JeOUTBIIOr0 BUHUKHEHHS aMiHOAMIypii 00yMOBIEHO
NOPYIIEHHSIM CHHTE3y a00 peryisnii (yHKIIT TpaHCHOPTHUX CUCTEM IS
amiHOkHCIIOT. Ha3Ba amiHoanuaypisi acoliiioBaHa, FOJOBHHUM YHMHOM, 3 Ha3BOIO
aMIHOKHCJIOT, SIK1 Y BEJIMKIM KOHIIEHTpAIlli 3'sIBISIOThCS B ceui. Po3risHemMo Jesiki
3 HUX:

* [Jucmunypia. Tlopymiena aOcopOIlii OCHOBHMX AaMIHOKHCJIOT 1 HHUCTUHY
(InMepy MHCTEiHYy) y TOHKOMY KHUIIEYHUKY 1 HUPKOBHX KAHAJIBISAX, CyMapHUH
eeKT IuX MOPYIIEHb - aKyMYJIALIS BUIIEBKa3aHUX aMIHOKHUCIIOT B ceul. Lluctus €
PEYOBMHOIO TOraHO PO3YMHHOIO Yy BOJAHIN (a3, TOMy HOro HaKOMHYEHHS
PU3BOJUTH 10 (GOPMYBAHHS KPUCTAIIB IMCTUHY, YTBOPEHHS KaMEHIB y HHUpKaXx,
0 CYIPOBOKYETHCSI PO3BUTKOM CeUYOKaM'sHOi xBopoOu. Ilpm mikyBaHHI
HUCTUHYpPll XBOPOMY TMPHU3HAYAIOTh NPUHOM BEJIMKUX O0'€MIB pIIMHU 1
NEeHIUIaMIHY .

o [niyunypisa. Tlopymena aOGcopOIlisi MpoTiHY, TIAPOKCUTIPOIIHY 1 TIIIUHY B
HUPKOBUX KaHaiblsax. Cepilo3HUX MOpYLIEeHb B OOMiHI PEUYOBUH XBOPOIO HE
CIIOCTEPITA€ETHCS, 32 BUHATKOM BHUCOKOI €KCKpellii BUIIEBKA3aHUX aMIHOKHUCIIOT 3
cedero.

e [Jucmunos. lle pinKicHE CHagKOBE 3aXBOPIOBAHHA, LI0 CYHPOBOIKYETHCS
HOPYLIEHHSIM CHHTE3Y TPAHCIOPTHOI CHUCTEMHU [UJIsi LHUCTUHY B HUPKOBHUX

KaHanblgX. Kpucranu nuucTuHy mpu HOro akyMyJisiiii B KpOBI HAKOMHYYIOTHCS B
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TKaHWHAaX 1 OpraHax, B peTUKYJIO0-CHAO0TENaIbHIN CUCTEMI, PO3BUBAETHCS HUPKOBA
HEJIOCTATHICTh. XBOPI 3 BKA3aHOIO MATOJIOTIEI0 TIOMUPAIOTh B PaHHIN MOJIOZIOCTI.

o [icmuounemin i cicmuounypis. lle cramkoBe 3axBOPIOBaHHS, IO PIIKO
3yCTpIYA€ThCS. Y MOTO OCHOBI JICKUTh NMOPYIIEHHS! CUHTE3Y (PEPMEHTY TiCTHIa3H,
10 KaTaji3y€e peakilito pyHHyBaHHS TICTUIUHY J0 YPOKaHIHOBOI KHUCIOTH. OOMIH
TICTUJIMHY TIpM LBbOMY W€ MIIAXOM YTBOPEHHS 1MiJa30J1pOBUHOIPATHOL
KUCIIOTH. Beqydnm KIIHIYHUM CUMITOMOM TICTHIUHEMIT y NITeH € BiJCTaBaHHS Y
MCUXIYHOMY Ta (i3UYHOMY PO3BUTKY. [Ipu 0OCTEXKEHHI Y XBOPUX BHUSBIIETHCS
MiBUIIEHUN PIBEHH TICTHAWHY B KPOBI, C€4l Ta CIMHHOMO3KOBIN piguHi. Y cedi
BUSBIISIIOTBCS Takl MPOAYKTH OOMIHY TICTHAMHY, SIK 1M1Aa30J1pOBUHOTPAIHA,
1IM11a30JIMOJIOYHA KUCJIOTH Ta all€THITICTUINH.

* Tupo3uno3 - piKiCHE CHaJKOBe 3axBopioBaHHA. [Ipu 1boMy BinOyBaeTbCs
MOPYIICHHS OJHOTO 3 MUIAXIB OOMIHY THPO3WHY, SIKE IMOB'SI3aHE 3 MOPYIICHHSIM
MIEPETBOPEHHS napa-rifpokcueH Ui pOBUHOTPAAHOI KHUCJIOTH B

TOMOTEHTU3UHOBY. PO3BUBAETHCS TUPOZUHEMIS 1 THPOSHHYPIS.
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1.
A
B
C
D
E
2.
A
B
C
D
E
3.

TecToBi 3aBIaHHA /I IEPeBIPKU 3HAHDb TA BiANMOBIIi 10 HUX
1. KaTa6oJi3m 0iikiB
[IpoTeoi3 — 11e mporiec:
Jlerpanauiii ByrieBoaiB
CuHTE3y NenTuIiB
Jectpykiii 61JIKiB
CuHTe3y NPOTEONITUYHUX (PEPMEHTIB
Peryssimii Tpancsmii
VYci npoTteoniTHuHi pepMEHTH BIIHOCSATHCS 10 Kiacy:
Jliazu
[3omepaszu
Jlirazu
['aponasu
Tpancdepazu

Bubepith KOMIapTMEHT KIITHHH, SKUA MICTUTh TOJOBHUM YHUHOM

riiposiasu, y TOMY YUCI, MIPOTEOTITUYHI (PEPMEHTH:

A Mmoo wp

MitoxoHapis
EnponnasMaTtuyHuil peTUKYIIyM
Jlizocomu

[MuTorutazma

SAnpo xkaiTHHU

Ha3BiTe depment, saxuii 3ab0e3medye eHEPrOHE3AICKHUN HETI30COMHUIN

MPOTEOTI3:

o mo o m >

Karencun B
26S-mipoTeacoma
Karencun H
Karencun D
Kanenain

Ha3Bith OUIOK, HasBHICTh SIKOTO B IUTOILIA3Mi € AYXK€ BaXKJIUBUM (PaAKTOPOM

U1 Ail 26S-iporeacoMu:
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YOIKBITHH
Hiringpo6iontepuH
[Ternicratun
Hirepun

TerpabionTepuH

© m o o m »

Tpu depmenTu MOTPiOHI AJIA 3B'A3yBaHHS JIAHIIOTIB YOIKBITHHY 3 MOJIEKYJIOHO
OLIIKY, sIK1{ 3 HUX NOTpedye 3acTocyBaHHs MoyieKyinn ATD?:

. El

. E2

. E3

. E1 pazom 3 E2

. E2 pa3zom 3E3

VYO6ikBITHHAIS — 1€ TTPOIIEC :
. Ilpueananus monekynu yOikBiTUHY 10 ATD

. Ilpueananus MoOaeKyIu YOIKBITHHY 10 MOJIEKYJIH OUIKY

A
B
C
D
E
7.
A
B
C. IIpuennanss noaiyOiKBITHUHY A0 MOJIEKYJIU OUIKY
D. O6MmexeHOro npoTeoizy noiaiyoiKBITHHY
E. IloBHOro mpoteoJiizy noaiyOiKBITUHY 10 BUTBHUX aMiHOKHCIIOT
8. Ckinbku MOJIEKyJ YOIKBITHHY (DOPMYIOTH TOJ1yOiKBITHHOBHIA JTAHITIOT?
A. IT’satp
B. Hlicte
C. Cim
D. Yotupu
E. Tpu
Q. Ha3BiTe (parmeHT cTpykTYypu 26S-mpoTeacomu, SIKUA MICTHTh aKTHUBHI
calTu JIecTpyKilii Oinka-cyocTpara:
A. 19S-komrexc
. 20S-xomruiekc

B
C. Kpwumka 19S-kommnekcy
D

. OcnoBa 19S-komriekcy
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E. bera-cyOoaunuiii 20S-KoMILIeKCy

10. flxi nmpoayktu Hagae 26S-mpoTeacoMa y IUTOILIA3MYy TICHS AECTPYKIIIT
MOJIEKYJIu O11Ka-cyocTpaTa?:

JlekanenTuan

KopoTki noninentuau

BisbH1 aMIHOKHCHIOTH

[ToninenTuan 10 COpoKa aMiHOKUCIOTHUX 3aJIUILKIB

mo o wp

Bi1pH1 aMIHOKHUCIIOTH 1 ITOJIOENTHIN

|

1. Ckinbku TUMIB crienn(ivHOCTI BIIKPUTO it 26S-ipoTeacomMu?:
Ilars

Tpu

JIBi

Yo1upu

moow P

[icT

12. Ha3BiTe mpoTeodiTu4Hi (HepMEHTH, SKI CTBOPIOIOTH YMOBH ISl HEKPO3Y
KJIITHUHY TUISIXOM MiPOIONTO3Y:

Kanpnainu

Karencunu

Kacmasu

HetitpanpHi mpoTeinasu

m o o W >

JlizocomanbHi ectepasu

—

3. OOMexeHH MPOTEO0I3 € BAXKIMBUM IIPOIIECOM IS

Y TBOpEHHS MOJINENTUIHUX TOPMOHIB

Mopaudikariii moainenTUAHUX JIAHITIOTIB MICIS TPAHCIIIT
Cunresy akTUBHUX (HOpM (PEpPMEHTIB 13 3UMOTEHIB

AxTuBalii ado iHaKTUBaIli1 (aKTOPIB TPAHCKPHUIIIIIT

mo o W >

Vi no3uttii BiNOBIEH € BIPHUMU
14. Peuenrtopw, sIKIi aKTHUBYIOThCS TMpOTEa3aMU, BIAHOCATHCS JIO0 CIMEWCTBa
pelenTopiB, 3'€JHAHUX 3:

A. G-Oukamu
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Na* K'-ATdazor0
Ca* Mg**-ATdaz010
GLUT2

m o O W

[Tepmeaszamu

15.  19S-kommiekc  poO3MOAIISETHCS Ha JIBI MYJBTHUCTPYKTYPHU, OJHA 3 HHUX
BIJIMOBIIA€ 3a PO3TOPTaHHS OJIKOBUX MOJICKYJ Ta MPOBEIACHHS JIAHIIOTIB OLIKY Y
npoTeoiTuuHi caiti 20S-nporeacomu. Le:

OcHoBa

Kpumka

YactrHa OCHOBH

YacTuHa KpUIIKU

mo o w >

OcHoOBa CyMICHO 3 KpUIIKOIO

16. Ilimx BmuMBOM OAHOTO 3 JII30COMaJLHUX (EPMEHTIB B1IOYBA€ETHCS
1HAKTUBAIIis TJIFOKOKIHA3M, aJlbJ0JI1a3H 1 ipyBaTKiHA3M, II€:

A. Karencun Bl

Karencun A

Karencun B

Karenicuu D

mo o w

KapOokcukarencus

17. AxtuBHu#  caiit = 26S-mporeacomu  He  3abe3medye  MPOTEOIII3
IIOCJ1JIOBHOCTEH, SIK1 CKJIaJal0ThC TUIBKU 3:

['mytaminy

Acnapariny

[Tponiny

Ananiny

mo o w P

Acnaprary

18. Jlesxi 26S-npoTeacoMy MarOTh TPUIICUHOMOAIOHY aKTHBHICTb, 11€ O3HAYAE,
II0 BOHU NPOBOASTH JECTPYKLIIO MOJINENTHIHOTO JAHLIOTY MO BHYTPIIIHIM
NENTUIHUM 3B’ A3KaM MIXK 3aJIMIIKAMMU:

A. Acnaprary Ta riryramary
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ApOMaTUYHUX aMIHOKHCIIOT
ApriHiny Ta Ji3UHYy

JlefiuuHy Ta BaiHy

m o O W

[Tponiny Ta roinuHy

19. CrpecoBi cTUMyIH BexyTh 40 mockieHHs Ca’’ - 3aleXHOr0 mpoTeowisy B
MiOKap/i, Horo 3a0e3neyyroTh HepMEHTH:

Kacnasu

Kanbnainu

Karencunu

Kanemoyninu

mo o wp

Kanbiidepoau

20. ExzonenTtuaasu PO3MOIUISIIOTHCS Ha aMIHOIIENITHIAa3H Ta
KapOOKCHUIIETITH/Ia31, OCTaHH1 32 MEXaHI3MOM JIi1 MOXKYTb OyTH:

A. CepuHoBumu

AcmapraTHuMu

[TomiOHMMU eacTazaM

[ToniOHUMU TPUTICUHY

m o o w

[Ton16HUMK IENICUHY

BipHi Bignosizai 10 TecroBux 3apaanb 3 TeMu «KaradoJizm OIKiB»

Notectry |1 2 3 4 5 6 7 8 9 10

Bigmosins | C D C E E A C A B B

Ne recty |11 12 13 14 15 16 17 18 19 20

Bigmosigs | A C E A A A A C B A
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2. BiocuHre3 0ikiB
1. Ykaxith akTuBHY (HOpMY aMiHOKHCIIOTH, IO IHIIIIOE MPOIEC TPAHCIAIIL Y
MIPOKAPIOTIB:
A. MeTtmirictuaiga
B. ®opminmeTioHiH
C. Mertionun-TPHK
D. ®opminmerionin-rPHK
E. MetioHiH
2. YkaxiThb CTpyKTypHuUi KomnoHeHT amiHoaumi-TPHK, skwuit 3a0e3neuye
"ymizHaBanHa" xoaytodoro tpumiera MPHK B mporeci 6iocuntesy Oinka:
A. IIpomoTop
B. AkuenTopHue ctebio
C. durigpoypuauioBa neTis
D. Komon
E. AuTukonon
3. Ykaxith (pepMeHT, 10 MpHUiiMae y4yacThb B aKTHBAIlll aMIHOKUCIIOT y MPOIEC]
010cuHTE3Y OLIKY:
A. PHK-nonimepasa
B. Aminoauun-TPHK-cunTerasza
C. IHK-momimepasa
D. Tpancdopminaza
E. Ilentuaunrpancdepasa
4. BuOepiTh KaTamizatop, o Oepe ydacTb y peakiii MepeHocy MeNnTUIHOrO
(dbparMeHTy ¥ yTBOPEHHI MENTUIHOTO 3B’ 3Ky MiJ] 4ac TPAHCIISIi:
A. AMiHoTpaHchepasa
B. Ilentuauntpancdepasa
C. Aminoauun-TPHK-cunrterasa
D. TpaHucnoka3za
E. PHK-nonimepasa

5. BubepiTh KOJOHH, IO € CUTHAJIAMH TEPMIHAIIl1 TPAHCIISIIII:
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A. ACC, GCA, AAG

B. CAA, ACA, GAA

C. UAC, CCA, GAC

D. GAU, CCA, CGA

E. UAG, UAA, UGA

6. YKaxITh TPUILIET, 110 3HAXOAUThCS Ha 3°-KIHII akiienTopHoro crebyia T-PHK:
A.5-CCA

B.5’-CAC

C.5-UAC

D. 3’-CUA

E. 3’-CCA

7. ®ynkuis OikoBoro (axropa iHimiamii Tpancsii 1F3 e:

A. Tucorriaiiisi pudbocoMu

B. Acoriartist pubocoMu

C. Yrpumanus pubocomMu y AMCOLIHOBAaHOMY CTaH1

D. llpuennanns iHimitor4oi aminoanuia-TPHK

E. Tpancnoxkaitist pubocomu

8. 7. ®ynkuis O6u1KoBOro Gakropa iHimiamnii Tpancamii 1F2 e:

A. Tucorriariisi pubocoMu

B. Acoriaris pubocoMu

C. YTpumanus puO0OCOMH y AUCOLIIIIOBAHOMY CTaH1

D. Ilpuennanns iHimiror4oi aminoanuia-TPHK

E. Tpancnoxkaitist pubocomu

9. YkaxiTh aHTUOIOTHK, SIKUWA TaJbMye Ol0CHHTE3 OLIKa Ha PiBHI TPAHCKPHIIII,
iHTepkamorounch 'y JIHK, 1 BUKOpHUCTOBYETBCS y SIKOCTI MPOTHUITYXJIMHHOTO
3aco0y:

A. 1{luxiorexcumiz

B. Ieninumnin

C. JIeBoMineTnH

D. Noxkcopy6inun
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E. Axtuaominmma D

10. BubepiTh aHTHOI0THK, SIKA € 1HT101TOPOM TPAHCIIOKA3U — PEPMEHTY eJIOHTaIlil
TPaHCJISIII:

A. Iluknorekcumiz

B. Ilypominua

C. Axtuaominuu D

D. Pudaminuu

E. Eputpominiun

BipHi Bianosizai 10 TecToBux 3aBaaHb 3 TeMu «biocuHTe3 OLIKIB»

Nerecty |1 2 3 4 5 6 7 8 9 10

Bigmosins | D E B B E A C D D E
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3. Meradoi3M aMiHOKHCJI0T
1. Le#t GioXiMIYHUN MOKA3HUK IJIA3MHU KPOBI € TOJOBHHUM B JIarHOCTHUII CTaHy
azoremii OyJb-sKoro tuiy. Ha3Bith ioro:
binipy6in npsamuii
binipy0Gin HenpsimMuii

CeuoBa Kuci0OTa

o o w >

Kpeatun

E. CeuoBuna

2. Y XBOpPOro BU3HAYEHO KOHIICHTpAIII0 CEYOBHMHM B IUIa3Mi KpOBi (pe3yibTatr
3HAYHO TIEPEBUIIYE€ HOPMY) 1 B cedi (pe3yabTaT HUKYE HOpMHU). BKaxiTh MOXKIIUBY
MPUYUHY ITUX 3MiH Y MaIli€eHTa:

['ocTpa HUPKOBA HEAOCTATHICTD

VYpaxeHa napeHxima nev4iHKu

A

B

C. OOrtypartist >)kOBUHHUX MPOTOK

D. Tlocunenuii remMoJii3 €epUTPOIIHUTIB

E. IlamienT xBopuil Ha mojgarpy

3. HocmimxyBaHuiéi  (GepMEeHT BIAHOCHTBCS 110  Kjacy Tiaponias, €
opraHocnenupiyHuM pepMeHTOM 1 Oepe ydyacTb B YTBOPEHHI CEYOBUHU. 3HANIIThH
Ha3By JaHOTO (hepMeHTa!

D-okcupaasa anaHiny

AnaHiHTpaHcamiHa3a

['myramataerigporenasa

o w >

AcmapraTTpancaminaza

E. Aprinaza

4. B HelipoHax TrojIOBHOTO MO3KY aMOHIaK HE MOJKJIMBO YTHJII3YBaTH IUIIXOM
YTBOPEHHSI CEUOBUHU. Y KaXKITh MPOAYKT yTHIIi3allli aMOHIaKy B TOJIOBHOMY MO3KY:
A. byputuHoBa KuciaoTa

B. AcnaparinoBa kucioTa

C. Kapb6amoindochar
D

I'nmyramin
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E.

AJa”in

5. [Ipu ciagkoBOMY MOPYIIEHHI CHHTE3Y LBOTO (DEPMEHTY Y JTUTHHHU BU3HAUYAETHCS

B ceul BeJIMKUM BMICT peHimipyBaTy. Ha3BiTh nanuii epMeHT:

0o w >

E.

deninanaHiHrigpoKkcuIa3a
TuposuHrigpokcuIaza
S-Tpunrodanrigpokcunasza
['minnaaminasza

[IpomiHTiApoKkcHIa3a

6. ¥V ceul AUTUHU BUSBIIEHA BEJMKA KOHIIEHTpAIlisl TOMOIT€HTU3MHOBOI KHCJIOTH,

OKHCJICHHS SIKOi KMCHEM MOBITpPs 3MIHIOE KOJIp cedl 0 4opHO-Oyporo. Bubepits

JI1arHO3 XBOPOTO:

oo w >

E.

XBopoba XapTuyna
DeHUTKETOHY IS
Tupo3unos
bazenoBa xBopoba

Ankantonypis

7. XBopoba «KJIEHOBOTO CHPOITY» BUHUKAE TPH AePEKTI TeHY, SKUW MICTHUTh

iH(popmMmaitito po dhepMeHT:

A.
B.
C.
D.
E.

[TipyBatnerigporenasa

Jlerinporenasa aib(a-KETOKUCIIOT 3 PO3TaTyKEHUM O1YHUM PaTuKaIOM
[3onuTpataeriaporenasa

HAJl®-3anexHa riryramaTaeriiporeHasa

5-AMIHOJIEBYTIHATCUHTA32

8. 'imepokcanypis OyAb-IKOTO THUITY HOB’A3aHa 3 TEHETUYHUMHU [MOPYIIEHHIMHI
y y y y

oOMiHYy I11€i 3aMiHHOT amiHOKUCI0TH. Ha3BiTh 1i:

A.

m o o w

AnaHiH
Cepun
[mious
['nyramin

Acmaparin
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9. Crneundivynuil HUIISAX MEPETBOPEHD Ili€l 3aMIHHOI aMIHOKMCIIOTH TOB'SI3aHUM 3

YTBOPEHHSIM B HEPBOBIM TKaHHWHI YOTHUPHOX HEHpOMEAIiaTopiB, ABa 3 HUX MaIOTh

Ha3By KarexojaMiHi. Ha3BiTh 1110 aMiHOKHCIIOTY:

>

O O w

MerTioHiH
[Mucrein
['miuua
Tupo3un

Dewninamanig

10. Cnenudiuynanii kaTaOOMIYHUN NUIAX I1€1 HE3aMIHHOI aMIHOKUCIOTH YacTKOBO

NOKpHUBa€e TOTpeOU opraHizmy moanHd B Bitaminax PP 1 B3. Haszgite 110

aMIHOKHUCJIOTY:

A

mo o w

MerTioHiH
deH1TaTaHIH
Tpunrodan
leruonu

Jletinimua

BipHi Bianosizai 10 TecToBUX 3aBJaHb 3 TeMH «MeTa0d0J/1i3M aMiIHOKHCJI0T»

Netecty |1

2

3

4

5

6

7

8

9

10

BignoBigs | E

A

E

D

A

E

B

C

D

C
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