ETAJIOH BIJITOBIJII EK3AMEHAIIIMHOI'O BUIETY
(PapmaneBTHYHHUI (PaKyIbTET)

1. 3aranpHa xapakTepHcTHKa, Kjiacudikalis, npuKIagu 0yA0BH MpeIcTaBHUKIB KiaciB Ta GiojoriuHa posanb
aiminis. /lo6oBa motpeda.

Binnogigs. Jlimigu — xinac 0i0OpraHiYHMX CIONYK, IO HE PO3YMHSIOTHCS Y BOJ, a PO3UYHMHSIOTHECS B HETOJSIPHUX
posunHHHKaX (edipi, xaopodopmi Tomio). 3a CBOEIO XIMIYHOIO CTPYKTYPOIO OUIBIIICTD JIMIAIB € CKIaAHUMHU edipaMu
BUIIMX KapOOHOBHMX KHCIIOT Ta CIUPTIB (Tiinepoiy, chiHro3uHy, xonecreposry Tomo). o ckiany GaraTbox KiaciB
JIMITB BXOJSATH TAKOXK 3aUIIKH (OcHOPHOT KHCIOTH, a30TUCTHX OCHOB (XOJIiHY), BYTJICBOIB TOIIO.
IcHy!OTh TpH OCHOBHI Kitacuikaii JirmiiB:
1. bionoeiuna kracugixayis — TN TOAUISIOTH HA PE3EPBHI 1 CTPYKTYPHI.
e PesepBHI JMiIN y BETUKUX KUTBKOCTSAX NEMOHYIOTHCS B MiAIIKIPHIA KUPOBIH TKAaHWMHI, CANBHUKY, KaIrcyax
HHUPOK 1 B IHIIMX )KUPOBUX JIeNO. 3arajbHa KUTbKICTh Pe3epBHUX JIIMIIB y OUIbIIOCTI Troeit ctanoButh 10-15
% BiI MacH Tiia, MPOTE MOXKE 3MIHIOBATHCA B 3aJISKHOCTI BiJ] pEKUMY XapdyBaHHs, IHTEHCHBHOCTI (Di3MYHOTO
HaBaHTAXXCHHSA W IHMKX mpuuuH. Pe3epBHI NiMiaM 3a CBOEIO XIMIYHOIO CTPYKTYpOIO HajeKaTh, TOJOBHUM
YHHOM, J0 alWITTIEPHHIB i B 3HAYHUX KITBKOCTSIX BUTPAYAIOTHCS U €HEPTETHYHUX NOTPEO OpraHi3My.
e  CTpyKTypHi JiNiM HE MalOTh TaKoi HEPreTHYHOI LIHHOCTI, SIK pe3epBHI. BOHU € mepeBaXHO CKIaJHUMH
JIiJgaMu | y BUMIISAL JTIONPOTETHIB CTAHOBIISITH OCHOBY KIIITHHHUX CTPYKTYP 1 CyOKIITHHHUX YTBOPEHb.
2.  Disuko-ximiuna knacughikayis — B 3aJICKHOCTI BiJ] CTYNEHS MOJISIPHOCTI JiMiTU MOAUISIOTHCS Ha!
v' HelTpanbHi 60 HENOIAPHI — BiIHOCATHCS MM, 10 HE MAIOTh 3apsiay (TPHALMITTILEPOIIH).
v TlonsipHi - iy, 10 HECYTH 3aps i MAOTH MOJAPHI BIacTUBOCTI (Pocdomimian).
3.  Cmpyxmypha kiacugixayis — BIANOBIAHO 10 XiMIYHOT OYI0BH JIMiAH MOAUISIOTHCS HA MPOCTI, CKIAIHI Ta MOXiTHI

JIIM 1B
JTimigm R TTonepeIHUKH 1 MOXiAHI JIiMTi/TiB
(>KMpHI KHCIIOTH, TJIILIEPOJI, CTEPOIiIH, aTbIeTi i
JKUPHUX KHUCIIOT 1 KETOHOBI Tijla, BYTJICBOJIHI,
JKUPOPO3YMHHI BiTaMiHH, TOPMOHH)
v
IpocrTi niniau
Kupu CrepuHH i cTepun Crutaaai JTimau
(tpuaumnriinepns  BOCKH
1 iHII

HEeWTpabHi MIIiLEpUIN) Docdoniminm
Tinikonimiau

Llepebposunu Tanrnio3nau

I'minepodocdomiminu Cdinroninian
Cynbdarunu I'no6o3uau
(cynbdomimimm)

DochaTUaUIXOTIH DochaTuanICEPUHA

®DochaTuanieTaHoIaMIH ITna3zmanorenu (aneraabhochaTiam)
DochaTUAMITIHOZUTH
(inTo3utdocharumm)

| Ilpocmi niniou




TOPMOHH, a TAKOXK 5KOBYHI KHCJIOTH.

XoJiecTepHH i oro edipy € CKI1ag0BOI0 YaCTHHOIO
KIITHHAX MeMOpaH 1 CyOKIITHHHUX CTPYKTYp.

2-CH, OcobnnBo Benukuid #oro Bmict (moHax 2 %) y
Cz|7-|3 TKaHWHI TOJIOBHOTO MO3Ky. Y KpoBi edipu
XOJIECTCPHHY  CTAHOBISATH  OCHOBHY  YacCTHHY

3araJIbHOTO XOJIECTEPUHY 1 TPAHCIOPTYIOTHCS B
cKiani mimomporeiHiB. B opramismi smomuHEH i
BUIIMX TBAPHH 3 XOJICCTEPHHY YTBOPIOIOTHCS TaKi
010JIOTIYHO AaKTHBHI CHOJYKH, SIK TOPMOHH KOPH
HAaJHUPKOBUX 3aJI03 - KOPTHUKOCTEPOIiAW, CTaTeBi

AnuarjinepoJu (MOHO-, Jii-, TPIalMITIIIIEPOIIN) CTAHOBISTH OCHOBY PE3EPBHUX JIITiIIB
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11
CH,~0-C-R;

| (0]

11
CH—O-C-R,

(0]

11
CH,—O-C-R3
Tpianunrinepon

i ciyath pKepenioM eHeprii. BoHu e ckmagHumu edipaMyl IIiepoiy Ta JKHUPHHUX KHCIOT,
HEpPO3YMHHI y BOJI, /Ul TPAHCIIOPTY B KPOBI YTBOPIOIOTH CIIeliaibHI TPAaHCIOPTHI (opMu -
KOMIUIEKCH 3 OiiikaMu Ta ocdoinigamu (JIIonpoTeiny).

Cknaowni niniou

DochaTuaniaxoainm.

Omanm 3 mepmmx  (ocdorminepunis,

orpumanuM 1ie B 1845 p. 3 seunoro xoBTKa, OyB seruru (lethitos -
JKOBTOK). Y MOJICKYJIi JICMUTHHY JBa TiAPOKCWIIN TITIEPHUHY 3'€THAHI
3 JBOMAa MOJIEKYJaMH BUIIMX JXUPHHX KHCIOT, 3 SKHX OIHA, SIK
MpaBUJIO, HeHacHueHa. TpeTii rimpokcui 3'€AHY€EThCS 3 (ochaTHO
KHCIJIOTOI0, JIO0 SIKOT NpHENHAHWUN aMIHOCIUPT - XOidiH. Jlenurun
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H,C—0-C—R
Q HE—0-C-R,
R; C-O—CH o
+
H,C—0~P—0-CH;~CH;~N(CH),
o)

dochaTrauaxomiH (JIELUTHH)

BITHOCUTBCS 70 (hoCchHaTHIUIXOTIHIB.

CH,~O —C—(CHa)is— CHs

®ochaTuaniacepunu Brepuie OyiaM BUAIICHI 3
TOJOBHOTO MO3Ky OHKa, a MOTIM 3HaWICHI B
OUIBIIOCTI IHIIMX TKAHWH TBAapHWH, POCIUH 1

HiC (CHy); CH=CH (CHL)79,C 7C‘:H Oakrepiii. V CKIami MOJEKYJIM 3HAaXOIAMTHCS
© \ Q 3QIMIIOK aMIHOKUCIOTH cepuHy. OCHOBHeE iX
CH; O ﬂT 0 7CH27‘C"F COCH 3Ha4YeHHS — CHHTE3 (ochaTHANIeTAHOIAMIHIB.
OH NH,
dochaTnauncepuH
DochaTuaniieTaHoIaMiHU MICTUTh
0 aMiHOCTIHPT KOJIaMiH (eTaHOMaMiH).
C|3Hr O—C—(CH,),,— CH, BignosinHo 1s rpyna ¢ocdomininis oxepxana
H,C— (CH,),—CH = CH— (CH,) & o cH Ha3By KOHaMiH(.i)(.)C(l)aTI/II[iB, a69
| (docharunnreraHoTaAMIHIB. i

1
CH,— O—P—O0—CH; CH;— NH,

OH

Docdonieranonamin (kedanin)

¢docdorminepunn € TONOBHUMHU JIiITi THUMH
KOMIIOHEHTAMH OLIBIIOCTI KJITITHHHUX
MeMOpaH.




®ochaTuaANITiHOZMTOMN BreplIie BHAUICHI 3 TyOepKyJbO3HUX MalMYOK, a
NOTIM 3HalilleHi B pPOCIMHAX 1 TBapuMHHMX TKaHMHaX. Llg rpyma docdarunis
XapaKTepU3y€eThCsl THM, 1110 B IXHIH CKJIaZ BXOAUTH LIECTHATOMHHUHN IMKIIYHUNA CIIUPT
iHo3uT. IcHye nocute Oarato Gopm QocaTHUIMIIHOZUTOINIB, IO BiA3PI3HAIOTHCS
HasBHICTIO YU BIACYTHICTIO (HANPHKIIAA, JIMO3UTON) Y iXHIH CTPYKTYpi MOJEKYIH

TIiIeprHy, KUTBKICTIO 3aJMINKIB  SKHPHHUX i tdocharamx KHCIIOT:

4 OH MOHO(OChHATHIMITIHOZHTOIH, moJtiochaTHANITIHOZUTOIH Ta CKJIaIHI

. tdhocharnamrinozuTomH (y SKUX A0 1HOZUTONY IPHETHYIOTHCS IHIN PEYOBHHH -
dochaTuauTiHO3UTOIN . : . . .
aMIHOKHCIIOTH, MOHOCaXapuIy, ¢itochiHro3MH). Homnidochopai

¢dochaTHINITIHO3UTONN BHUABIICHI NEPEBaKHO B TOJOBHOMY MO3KY JIFOJMHHU 1 BUIIUX TBAPHH, NI¢ BOHHU BiNIrparoTh
Ba)XJIMBY POJIb Y HEPBOBIH AisTIbHOCTI. Y POCIMHHOMY CBITI HUMU 0arara cos, apaxic, COHSIIHUK.

IInazmasiorenn (abo areranbdocdaruam,

CH,— O—CH=CH—(CH2is~ CHs  ¢hoccharimani) MicTATBCS B YCIX TKAHHHAX OpPraHi3My
I | JIOMUHMA 1 cTaHoBiuATH mnpubmusHo 20 % Big ycix
HC— (CHois— C— O—CllH 0 docoomiminiB. OcobnmBo Oararo iX MICTUTBCS B
CH,— O*FI’L O—CH;- CHy— NH, TOJIOBHOMY Ta CIHHHOMY MO3KY (50 — 90 % Bin Bcix
| mimigi). o ix ckmaxy BXOITH SAIAIIOK HEHACHYEHOTO

OH JOBTOJIaHLIOTOBOTO CIUPTY, 3’ €IHAHUH 13 TiIPOKCHIOM

TIIIEepOITy, XOJIiH, €TaHOJIAMiH ab0 CepHH.
[Tna3manoren

Kapaioniminu — 6mmpki 10 (ocaTuamiIrmineprHiB, aie MacioTh OUTBII CKIAAHY CTPYKTYpy. Monekyiun
KapaiOJNiMiHIB BKIIOYAIOTh TPHU 3AJUINKH TIIIEpUHY, 3'€MHAHUX OAWH 3 OMHHM aBoMa ¢ochomiedipHIMHA MiCTKaMu
gepe3 1- 1 3-MONMOXKEHHS; TiMPOKCHIIBHI TPYHNH IBOX 30BHIMIHIX 3alUINKIB TIINEpUHY eTephU(piKOBaHI KUPHUMHU
kucioTamu. KapnionminiHu Brepiie BUAUICHI i3 ceplil OWKa, 3BIAKM W OAEp)KalH CBOIO Ha3By. 3TOJOM BHSBICHI Y
6araTboX TKAHUHAX TBAPHUH i JIIOJMHH, Y 3€JICHUX JUCTKAX POCIHH, APikoKkaX. IX BMIiCT B KIiTHHAX CTAHOBUTH 2-5% Bijl
Macu JimiaiB. OgHaK y MeMOpaHaxX MiTOXOHIPiH BiH € TOJIOBHUM KOMIOHEHTOM (ocdomimiTiB.

Coinromieainm 'y  BENIUKHX  KUTBKOCTSX

(]
I MICTATBCS B HEPBOBIM TKaHWHI, BXOIATH K
H.C— (CH,) ;— CH=CH—CH—CH—CH;—0—P—0—CH, ICTATHC CpBO aHuHL, BXOJUTH 10 CKJIany
\ \ - \ MI€JIiHy, IO YTBOPIOE OOOJIOHKY HEPBOBUX BOJIOKOH
Chi OH NH 0 CH . . . S .
birosyH \ ik (3Bimcu ix Hazpa). CQiHromieniHM BHSBIEHI B IHIIMX
c=0 . . .
‘ N*(CH,), opraHax (;ereHi, neviHka, HUPKH, CEE3iHKa, 4 TAKOK y
(CH,),; Xoin kpoBi).  BoHm  mnoOymoBaHi 3 JIBOATOMHOTO
éH HEHACHYCHOTO aMIHOCIHPTY C(]IHrO3WHYy, XOIIiHY,
X o N
Copirrosm ¢dochopHOT 1 KUPHOI KUCIOT, TPHUIOMY JKHPHA KHCIOTA

CcBOIM  KapOOKCWJIOM  pearye 3  aMiHOIpYIOIO
CIHTrO3MHY, y Pe3yibTaTi Y0r0 YTBOPIOETHCS aMiTHHN
3B"s130k. C(IHTOMIENIHM MOXYThb BIAPI3HATHCS JKUPHOIO KHCIOTOIO, MO BXOAWTH Y IX CKIaa (CTeapWHOBA,
MTATEMITHHOBA, JTITHOLIEPHHOBA).

Coinromienin

Lepedpo3nan y BETMKUX KITBKOCTSX MICTATBCS B MeMOpaHax

HC— (CH,) 3~ CH=CH—GH—CH—CH—0—Ch | ! HIEKOCTAY :
— OH  NH chfm HEPBOBMX KIITHH i, 30KpEMa, y MieniHOBii 000JIOHII. BOHI/I 6epyT'L
c=o Ho—t—p © y4acTh Yy MDKKIITHHHHX B3a€MOJISX, BUKOHYIOTH (DYHKIIIO aHTHUTEHIB

CH)i  Ho—G—n a00 perentopHy (GYHKIIIO.
(‘:H el JKupHi KHCIIOTH, 110 BXOASATH 10 CKIIaay 1epeOpo3HIiB, MICTITh
@H Lion 24 aroMu BYIJICIIO; HAWYacTilie 3yCTPIYalOThCS  HEPBOHOBA,
\ Famarrosa 1epeOpoHoBa 1 JHirHolepuHOBa KHUCIOTH. Llepebpo3un HepBOH
((\:Hz)7 CKJIAA€ThCSl 3 HEPBOHOBOT KHCIOTH Ta TalakTO3H, s5Ka CBOIM
HCPBOHOS:;CHW HaITiBalleTaTbHIM riz[poxcym()M YTBOPIOE TIIKO3HIHHUHA 3B'SI30K 31

Hepaon CIIUPTOBOIO IPYIOIO CHiHrO3HHY.

CHOH HC OH CH l"anrmosmm - L€ MOy»X€ CKIanaHi, Oarari
2 -

o o 0 0-CH) Cit CH-(CHy-CH,  BYIJIEBOJAMH JIIIJM JIy’)Ke BEJIMKHX PO3MIpiB. Y
'H,OH . . . . .

: ’ 0, 2‘“0 CTPYKTYPHOMY BiJHOIIEHHI T'aHTJIIO3WAN MOAIOHI /10
(0] =
H [
R

CH,oH HO O 04, 0 . . . .
NG 1epeOpo3uIiB 3 TI€I0 PI3HULECIO, MO0 3aMiCTh OJHOTO
H OH : 9
H 0 H H H 3AIMIIKY TalaKTO3d BOHM MICTSTh  CKIIAJHUM
H . o
H HoH NH o HJOH ojirocaxapui. 3a3BHYail BOHM 3HAXOMATHCS B
o}

|
H OH HC-C=0 . . ..
TaHINIO3HUX KJIITHHAaX HEPBOBOI TKAaHWHH, Ha

CH;0H 30BHIIIHIN MOBEPXHI KIIITHHHUX MeMOpaH
| . .
(CHOH), €PUTPOINTIB, TENATOIHTIB TOIIO.
0,C00

H
HC-C=0 OH

Cyabdoainian - ne cynbdparHi noximHi nepedposuaiB. Cynb(ar NpUETHYETHCS IO TPETHOTO TiAPOKCHITY




rajakto3u. BoHn MaloTh pi3KO BHpaXKeHI KUCIII BJIaCTHBOCTI

CHon i Jerxo 3B'A3yIOTh KaTioHW, GEpyTh y4acThb Y TPAHCIIOPTI
HO C/ﬁ CH CH (CH2)12- CH KaTIOHIB uepes .MeM6paH.I/I HEPBOBHUX KJ'IiTO{( 1 BOJ'IOKOH-..
H Tomy cyng@omnmn NOTPiOHI JUIsi HOPMAJIBHOI €1eKTPUYHOT
SO:H (‘: -0 AKTHBHOCTI HEPBOBOT CHCTEMH.
H H ‘
H OH R
CH,OH CH,OH I'no603uan B cBOEMY cma;(i. MiCTgTB KinLKa}
HO "~ ¢ 0 —0—cH BYTJICBO/IHHX 3QJHIIIKIB, y HUX BiZICYTHI 3apsijiKeHi
o 2 rpynu. JlokanmizyloTbCsi Ha 30BHILIHIA TNOBEPXHI
H H CHiNH,giR KIITHHHUX MeMOpaH, 0co0IMBO B  HEPBOBIH
OH OH TKaHHHI.

HO— CH—CH=—CH—(CH
Jlakto3unuepamin

2)12

VY oprani3wmi ninian BUKOHYIOTH TakKi (YHKIIIi:

1. Emneprernuny - npu oKucHEHHi | T miminiB BuBiUIsHAETECSA 39,1 KX a0 9,3 kKan eHepril.

2. CrpykrypHy — BHachiZiok am(piiIbHIX BIACTUBOCTEH BXOIATH N0 CKJIAAY OLIKOBO-JIMIIHOTO MIAPY KITITHHHHX
MeMOpaH (pochominiau (Gochormineponu, chiHromieainm), XoaecTepolt i ioro edipu).

3. Emynbryrouy - am¢idineHi ninigy € eMyJibraTopamMmu, po3Millyl04nuch Ha TOBEpXHi (a3 omis-Boaa, CTadlIi3yloTh
eMmysbcil 1 3amobiratore ix posmiapyBanHio. Docdormineposnn, >XOBYHI KHCIOTH € eMyJbraTopamu s
ALMITIIIIEPOITiB B KMIIEYHUKY. B kpoBi docdormiueponu ctabinizyroTh pO3UHHHICTD XOJIECTEPHHY.

4. MexaHi4yHy - JIIIIW CIOJIyYHOI TKAHWHH, L0 YTBOPIOIOTH KaIlCYJIM BHYTPILIHIX OpraHiB i HiJIIKipHOI >KUPOBOT
TKaHWHH 3aXHUIIAI0Th OPTaHU BiJ MOUTKOKECHB IPH [Iii 30BHIMIHIX (HaKTOPIB (TPHALMITIIIIECPOIIH).

5. TemmoizonAmiftHy - MIMigM MIAMIKIPHOT >KHPOBOi KIIITKOBHHU 30epiraTh TEIUIO 3a paxyHOK IX HHU3BKOL
TEIUIOTPOBITHOCTI (TPHAIMIITIIIIICPOIIH).

6. TpancnopTHY - OepyTh y4acTh y TPAHCIOPTI pEeYOBHH (HANPUKIA, KaTIOHIB) Yepe3 JNiMigHUN map OGioMeMOpaH,
MEPEHOCATh JKUPHI KHCJIOTHM 3 KHIIEYHHKA B KPOB, YTBOPIOIOTH XOJIETHOBI KOMIUIEKCH (JKOBYHI KHCIIOTH,
docdomimian).

7. EnextpoizonsuiiHy — cIHTONIMION € CBOEPIAHUM E€JIEKTPOI3OALIHHUM MaTepiajioM y MI€JiHOBHX OOOJIOHKaX
KIIITHH MO3KY.

8. PerynsTopHy — neski TOpMOHHU Ta BiTaMiHHM, L0 BUKOHYIOTH Di3Hi criermdivuni QyHKii, € mimigamu. Hanpuknan,
TOPMOHH KOPY HAJJHUPKOBHX 3aJ103 (KOPTUKOCTEPOiN), YOJIOBIYI 1 JKIHOUI CTaTeBI TOPMOHH, OXiJHI apaxXiJOHOBOT
KUCJIOTH (eiiK03aHOoIN), )KUpOpo3uKHHI BiTaminu D i F.

JoboBa moTpeda y XapuoBHX XHpaX CTaHOBHUTH B cepeaHboMy 60 - 90 1/mo0y, mo 3abe3nedye mpudmuzno 25 — 35 %

motpeb y H00O0BiH KaJOpiHHOCTI [UIA JIFOJUHA. Y JOOOBOMY PallioHi IIPU XapdyBaHHI TBAPHHHOKO Ta POCIUHHOIO 1KEFO

HEWTpanbHi XHUpH CTAaHOBIIATH MOoHAA 90 % i3 3arayibHOT KiJABKOCTI JIMi/IB, IO MICTATHCS Y NMPOAYKTAX XapuyBaHHI, Y

CKJIaJli TBApUHHHX JXHPIB B OpraHi3M HagxomuTh Omu3bko 0,5 T XomectepuHy. KpiM TBapWHHUX >KHpIB, JOIWHA

MOBHHHA ofepkyBath 20 — 25 T pOCIMHHUX JXKUPIB, Y TOMY YHCTi 2 — 6 T He3aMiHHUX KUPHHUX KHUCJIOT (JTIHOJIEBOI Ta

JIHOJICHOBAT), SIKi CITy>KAaTh MOMEPEeTHIUKAMH Y CHHTE31 010JIOTIYHO aKTHBHUX €HKO3aHOIMIB.

2.I1ocainoBHicTh Ta XiMi3M ¢depMeHTATHBHUX peakuiil kaTado0/1i3My yPUHOBUX HYKJI€OTH/IB, HOr0 NMOpylIeHHS
Ta KOpeKis (papManeBTHYHHMH 3ac00aMU.

BianoBijb. Y moauHu, O1IBIIOCTI TBApHH, NTAXiB 1 AEIKUX PENTHIIH KIHIEBUM HPOJIYKTOM IIypUHOBOTO OOMiHY
€ cedoBa KHCIOTA. Ii YTBOPEHHS PO3MNOYMHACTLCS TiAPONITHYHMM BiJIIEIUIEHHSAM BiJl HYKJIEOTH.IB (ochaTHOro
3aJIMIIKy, pUOO3W Ta aMIHOTPYNH y BHTIIAAI amiaky, IO MPH3BOIWTH IO YTBOPEHHsS TrimokcaHTHHY (3 AM®) Tta
kcaHtuHy (3 'M®) 3 mogaibIMM yTBOPEHHSM KiHIIEBOTO NMPOAYKTY - CEYOBOI KUCIIOTH, SIKa BUBOJUTHCS 3 ceuero. Y
JeSIKUX CCaBIliB CEYOBa KUCIIOTA PO3IICILTIOETHCS JI0 alaHTOiHy, a Vv puO 1 aM}ibiif - 1O alaHTOTHOBOI KHCIIOTH YU
CCUOBHHH.

[MocninoBHICTH po3May MypUHOBUX HYKJICO3HIB y TBAPHUH MOXKHA ITPEACTABUTH y BUTIISJI HACTYITHOI CXEMH:
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CeyoBa Kuciora

Posnan AM® i 'M® Bkirouae Taki peakirii:

- BiameruieHHs ¢GocgaTHOi rpyny 3 yTBOPEHHSIM HYKJICO3U/IIB aJICHO3MHY Ta T'yaHO3HMHY 3a y4acTi ()epMeHTa —
5 nykneozuoasu,

- Te3aMiHyBaHHS HYKJICO3UIIB 32 y9acTi PEPMEHTIB a0eHO3UHOe3aMIHA3U Ta 2yaninde3amMina3y BiIOBIIHO;

- BIIIIETUICHHS BiJ HYKJICO3UAIB 3anumka D-pubo3u (hepMeHT nykieosudasza) abo neHtrozopocdarty (hepMeHT
¢ocpopunasza);

- Karabomism cinokcanmuny (3 AM®) abo xcanmuny (3 TM®) 3 yTBOpeHHSAM cedoBOi KHCIOTH. OKHCHEHHS
TIMOKCAaHTHHY 10 KCAaHTHHY 3 MOJAIBIIMM HOTO INEPETBOPEHHAM HA CEUOBY KHCIOTY KaTali3yeThCs (HEPMEHTOM
KCAHMUHOKCUOA3010.

KcanTHookcuaasa — aepoOHa OKCHIOPENyKTas3a, POCTETUYHA Tpyna sAkoi Mictutb®AJl, ionu 3aniza (Fe3*) ta
MoniOaeHy. IloniOHO 10 IHIIMX OKCHAOpPEAYKTa3, BOHA OKHCIIOE ITyPUHH MOJIEKYJSIPHUM KHCHEM 3 YTBOPEHHSIM
MEepOKCUIy BOIHIO. Y 3Ha4yHId KUIBKOCTI el (epMeHT MICTHThCS JMIIe B NediHui Ta kummi. [Hriditopom
KCAaHTMHOKCHJIa3H BUCTYIAE CTPYKTYPHHUI aHAJIOT — JIOMyPHHOJ.

CnaakoBi nopyueHHsi o6MiHy ce4oBoi KMcJI0TH. B oprani3mi JoauHu 1ojaeHHO yTBOproeTses 0,5 -1,0 r
CEYO0BOI KHCIIOTH, SIKa BUBOANTHCS, TOJIOBHUM YHHOM, Y€pe3 HUPKH. Y CHPOBATIi KPOBi B HOPMi BMICT CEYOBOI KUCIIOTH
konuBaeThes B Mexkax 0,15 — 0,47 mMous/n. BoHa morano po34mHSETBCSA y BOJI Ha BiaMiHY Bif ypartiB. OcrTaHHI B
OpraHi3Mi JIIOAWHHU BUSBISIOTH BHCOKY aHTHOKCHAAHTHY AaKTHBHICTh — 3HEMIKO/DKYIOTh aKTHBHI PaMKaId KHCHIO
(L.Stryer, 1995).

[MixBuIIEeHHST KOHIIEHTpaNii CE€40BOi KHCJIOTH B KPOBI HA3MBAIOTh TiMEPYPHUKEMIEIO, SKa 3a TOXOJDKEHHIM MOXKE
OyTu cnajakoBoio (MPOSBISETHCS y BUMIAAL noparpu abo cunapomy Jlema — Hixana) Ta ajmiMeHTapHOIO (BHACIIIOK
HAJMIPHOTO HAIXO/DKCHHS B OPraHi3M MNpPOIYKTIB, IO MICTATh OaraTo MypUHIB - KaBa, 4Yail, 3aJ03UCTI TKAHUHH,
JPDKIKI). Y OUIBIIOCTI BHUINAIKIB NPUYMHAMH TiEpypUKeMii € MiJABUIICHUH CUHTE3 IypUHIB, HaJMipHE BXXHBAHHS
M’sica, 3MEHIIICHHS €KCKPEIlii CeY0BOT KUCIIOTH 3 OPTaHi3My.

KispKicTh c€40BOT KMCIIOTH B cedi 30UIbIIYETHCS IPH KPYIO3HIH ITHEBMOHIT, PO3CMOKTYBaHHI €KCYy/IaTiB, OIiKaXx.
VY KIHOK, SIKI HAPOKYIOTh yIIepIlie, BiJ3HAYal0Th MiJBUIIEHHS BUAUJICHHS CEUY0BOT KMCIOTH HE3a/I0BrO 10 MOJIOTIB.

Hoparpa - 3axBOPIOBaHHSA, IO PO3BUBAETHCS B PE3YNIbTaTi CIAAKOBHAX 1 HAOYTHX 010XIMIYHMX TOPYIICHB, SKi
BUKJIMKAIOTh TIMEPYPUKEMIiI0 1 TMPOSBISETHCS HANaJaMH TOCTPOTO apTpPUTy. XapaKTepHa OCOOJMBICTH IMOJArpu -
YTBOPEHHS KPUCTAJIB CEYOBOI KUCIOTH 200 KUCIIOTO YpaTy HaTpiio B CyriI000BHX XpsINaxX, CHHOBIAJILHMX 000JIOHKAX i
MAMIKIPHIA KIIITKOBUHI, BYIIHMX PAKOBHHAX, JIKTHOBHX 1 KOJIHHMX cyrio6ax. [Ipy npoMy yTBOPIOIOTHCS HOAArpHyHi
By3JI — ToycH, sIKi € HEIKIITIMBUMH, aJie CIIOTBOPIOIOTH XBOPOTO.

Kpucranu ceqoBoi KucioTH (GaronuTyoThesl KINITHHAMH, 3B’ SI3YIOThCS 3 MEMOpaHaMH JIi30COM, TOPYLIYIOTh iX
LITICHICTh 1 BUKJIMKAIOTh BHUXIJ JI30COMATbHUX (EPMEHTIB y IUTOINIA3My, IO BOPU3BOIAHUTH JO 3arvOeii KIiTHH.
Kpucranm, siki BUBLIBHSAIOTHCS, TOBTOPHO (DarOIUTYIOTHCS IHIIMMHU KITITHHAMH 1 IIUKJI TIOBTOPIOETHCS.

VY wmicuax 3arubeni KIITHH Ha TOBEPXHI KPUCTATIB aKTUBYETHCS (AaKTOp XaremMaHa i IUIa3MiH, YTBOPIOETHCS
KaJiKpeiH - oguH i3 (aKTOpiB TOCTPOrO 3aMaJbHOTO IpoIecy. PenuanBu NMpH3BOIATH A0 Tpodideparii cromrydHoi
TKaHUHU — MMOJJATPUYHUX BY3JIiB.



MexaHi3MHU BUBEICHHS ypaTiB Y XBOpUX He MOpYLIEH] (J0060Ba eKCKpeLis 1X i3 ceyero 1 KaJloM He BiJpi3HAE€ThCS
ICTOTHO BiJ HOpMH). Y XBOPHX Ha IOJArpy BHSBJIEHI BapiaHTH @ochopubosunnipopochamcunmemasu 3 MiABULICHOIO
AKTUBHICTIO, HEIOCTATHICTD 2INOKCAHMUHZYaHIHGocGopubosurmpancgepasu 1a 2nokoso — 6- gocgamasu, Tomy
pubim3Ho y 40 % XBOpHX Ha TiTiKoreHo3 ['ipke CyImyTHIM 3aXBOPIOBAHHSIM BHABISIOTH IIOATPY.

Cran rinmepypukemii MoK BHHHKATH 1 TPH 3aXBOPIOBAHHAX, IO CYNPOBOMKYIOTHCS MIBHIKHAM PO3IAJI0M
TkaHuH, Konu JIHK ypaxeHux KITHH po3namaroThes A0 IMypuHiB. s JiKyBaHHS IOAArpH 3aCTOCOBYIOTH COJI JITIO,
IO CIPHSIOTH BUBEIEHHIO CEYOBOi KHCIOTH 3 OpraHi3My. 3acTOCyBaHHS 3 JIKyBaJIbHOIO METOIO TiIpokapOOHATIiB
(OCHOB) TaKOX CIIPHSI€ BHUBEICHHIO CEYOBOi KHCIOTH. XBOPHM, SKi CTpaXIalOTh Ha Mojaarpy a0o iHMN BHIA
TiIepypHUKEMil, npusHauawoms aiONYPUHON - AHAJOT TiNOKCaHTHHY. OCKUIBKH I CIONYKa € CIenu(piqIHIM
IHTIOITOPOM Kcanmunokcuoasu, il BBEICHHS 3yMOBIIIOE JISsIKE 3HIIKEHHs PIBHS CEYOBOi KHCIIOTH B KpOBI Ta ceui.
AJIOTTypHHOJ MOXKHA 3aCTOCOBYBATH JJIsI OCNAOJICHHS MOAArpUYHHUX CHMITOMIB Yy MallieHTIB i3 cuHapomoMm Jlema —
Hixana.

[TypunoBuit 0OMiH 3aleXUTh 1 Bl HEWPOCHAOKPWHHOI peryisinii. BumineHHIO ce4oBOi KUCIOTH 3 Cedero
CHPUSIIOTH KOPMU3OH | AOPEHOKOPMUKOPMUKOMPONHUI TOPMOH, TOMY IX BUKOPUCTOBYIOTb JUISl JTIKYBaHHS I1OJIarpH.

Cunnpom Jlema-HixaHa BuHHMKae yepe3 HEJOCTATHICTD 2inOKCAHMUH-yaningocpopubosurmpancpepasu, ska
KaTali3ye peakililo peyTwmii3almii TimoKCaHTHHY 1 TyaHiHy. L{g matooris € 34eruieHor0 3 X—XpoMOCOMOIO CITaJKOBOIO
(opMoOIO TimepypuKeMii, IO PO3BUBAETHCA B MUTAYOMY Bimi (y XJIOMYMKIB) i KpIM CHMIITOMIB, BIACTHBHX IOIATPi,
BUSBISIETHCS TSDKKAMH HEPBOBO-TICHXIYHUMH TOPYIICHHAMHU: Yy JiTeH CHOCTEpIraloTh pPO3yMOBY BiJICTAJIICTh,
arpecHBHICTh, YACTO CIPSAMOBaHY Ha ceOe (HaMaraHHA HAHECTH IIOIIKOKEHHS CBOIM ry0am, S3WKY, HAIBILIM).
3aXBOPIOBaHHS XapaKTEPHU3Y€ETHCS CIIACTUYHUMH TapajlidaMy, HIPKOBOIO HEJOCTaTHICTIO, KAMEHSMH B HUPKAX.

MexaHi3M HEBpPOJIOTIYHHMX NOPYIIEHb HEBIIOMUH, XO0U y IHMX XBOPUX 1 BHUSBICHE 3HWKEHHS aKTHBHOCTI
(epMeHTIB cuHTE3Y J0daMiHy B eKCTpamipaMigHii cucTeMi.

Ilpn moBHIA BIiACYTHOCTI 3a3HaueHOro (EpMEHTY AMO < IMD > I'MO
TITOKCAaHTHH 1 TyaHiH, 1[0 YTBOPIOIOTHCS, MEPETBOPIOIOTHCS B
KCaHTHUH - TIONIEPEAHUK CEUOBOT KUCIIOTH, BiJIIOBIIHO 3pocTae
KIIBKICTh CEYOBOT KUCIIOTH Anerosus ——> Inosun T'yarosun
HenocratHicts epMEHTY BHABISIOTH B €PUTPOLUTAX, l
JMeHKONNTax, IIKipHUX (iOpobdracTtaX, TKAaHMHAX HHUPOK, TinokcanTun I'yaHin
MO3KY, MEUiHKH. \ /
Kcantunypin  (degiyum  kcammunoxcuoasu) — Kcanrun
CIaKOBe 3aXBOPIOBaHHS, AKe XapaKTepU3yEThCS ¢
NOPYLICHHSAM ITyPUHOBOTO 0OMiHY, IPOSIBISETHCS FeMaTypi€ro CeuoBa KucOTa

i OonsiIMHM B TONIEPEKy, MiJBUILIEHHSM BMICTy KCAaHTHHY B
I1a3Mi KPOBi Ta cedi.
CnaznkoBa KCaHTUHYPisi BUHUKAE Yepe3 HeJOCTATHICTh
KCAHMUHOKCUOA3u, 1O KaTalli3ye OKHCHEHHS KCaHTUHY B
cedoBy KuCIOTy. [Ipy IbOMY TiIIOKCAHTHH 1 KCaHTUH B
I/IBUILEHIH KUTbKOCTI BUBOJSITBCS 3 CEUEI0, TO/I SIK BUBEACHHS YPaTiB 3HIKYEThCsI. KIiHIYHI MPOsIBY BiJICYTHI, OJJHAK
iCHY€ CXWIIBHICTB 10 YTBOPCHHS HUPKOBHX KaMEHiB.
KcaHTHHYpisl MOXKe BUHUKATH NPU HA/UTHIIKOBOMY JI03yBaHHI aJIOIlypHHOIY, IOPYLICHHI TPAHCIIOPTY CEYOBOT KHCIIOTH
(curgpom DaHKOHI) 1 ypakeHHI MTETiHKH.

3. PeniH-aHrioTeH3nHoBa cuctemMa KpoBi. BukopucranHs iHriGiTopiB aHrioTeH3MHIIEPETBOPIOIOYOI0
(depmenTy sik papmnpenapatis.

Binnosigs. Penin—anrioreH3un— AT
aabaocreponoBa cucrema (PAAC). VY Ky 500022 (Na™) AHIiOTEH3MHOTeH
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aHriotTeHsuHy | paumenTHI 3 YTBOPEHHSM OKTamenTuxy — aHrioreHsuHy I, skuii Mae moTyxHy ¢i3iojoridyny
aKTHMBHICTh: BIH 3BYXKY€ CYyIWHH, IMiABHIIYIOYM B TaKWi CIIOCIO apTepiaJibHMH THCK, BHUKJIMKAE BIIUYTTs CHpary,
CTHMYJIFOE€ CHHTE3 1 CEKPELil0 aJbJOCTEPOHY 1 TAKMM YMHOM IIi/IBUILy€ OCMOTHYHUHA THCK KPOBI.

Penentopu o anrioreHsuHy Il po3TamoByroThes Ha IJIAJKOM’SI30BHX KIITHHAX, KIITHHAX KOPH HaJHHPKOBHX
3a7m03 1 KaHambIX HedpouiB. Ilepemada curHamy B KIIITHHH-MIiIIEHI BimOyBaeTbes depe3 iHozuTondochaTuaHy
CHCTEMY.

lNnmeprensuBHa fis anrioreH3uHy Il perymroeTscst TakoK KiHIHAMH TUIA3MH, SIKi MAIOTh 3aTHICTD ITiJBUIIYBaTH
MIPOHHUKHICTh KaNIAPIB i pO3MHUPIOBATH CYIOUHHM, IO CIPHAE 3HIDKCHHIO apTepiajbHOTO THCKY. AKTHBHICTh PEHIiH-
AHTIOTEH3WHOBOI CHCTEMH TaKOX TICHO TIOB’S3aHa 3 YTBOPEHHSAM y HHpPKAaX IPOCTArjaHIHMHIB, SKi  3MIHIOIOTH
YyTJIMBICTh HUPKOBHX KJIITHH JI0 J1ii IEBHUX FTOPMOHIB.

Huska IHIMIMX TKaHWH MICTATh HE3alie)KHI PEHIH-aHTIOTEH3MHOBI CHUCTEMH, SIKI T€HEepyIOTh aHrioteHsuH Il
MicueBoi nii — Il CTIHKM KPOBOHOCHHMX CY/AWH, MaTKa, IUIalleHTa Ta OOOJIOHKM IUIOJA, OYHI s0JyKa, eK30KpUHHA
YacTHHA IMiAIUTYHKOBOI 3aJ103H, ceplie, )KUpOBa TKaHUHA, KOpa HaJIHUPKOBHX 3aJI03.

Jnst jikyBaHHs apTepiaibHOi rinepTeHsii MHPOKOro 3acTocyBaHHA HaOynH 1HriOITOpH aHTIOTEH3WHIIEPETBOPIOIOYOTO
(bepMeHTy, sKi OJOKYIOTh HaJMIpHHUH CHHTE3 aHrioTeH3uHy lI: kanmTompui, eHajanmpui, JI3UHONPHI, TEPHHIONIPHIL,
paminpu, XiHampu, GO3WHOTIPHII, MOSKCHITPHII, 30()eHONPIII, CHAJIATPUIIAT.

4. 3araasHi BJaacTuBocTi ¢epMeHTIB sAK OinkiB i karaaizaTtopiB. Kinacudikamis Ta HOMeHKJIaTypa
(pepmenTiB.

Bimmogigs. depMeHTH (€H3MMH) — BHCOKOCIEIiajli30BaHI YHIBepcallbHI 3a CBO€IO Oi0JIOTIYHOIO (YHKIIEIO
OJIKOBI CIIONIYKH, SIKI CHHTE3YIOTHCSI B IPOILECI JKUTTENISUILHOCTI BCIX KMBUX OPraHi3MiB 1 BHKOHYIOTH (YHKIIT
KaTaji3aTropiB O0iOXIMIYHHMX TPOLECIB, TOOTO MPUCKOPIOIOTH 1 3/IMCHIOIOTH Mepedir MeBHMX XIMIYHMX peakuiid y
KHBOMY OpraHi3mi.

Jlnst eH3uMiB XapakTepHi crieriudivHi BIaCTUBOCTI, SKi BIPI3HAIOTH iX Bif iHIIMX Katanizaropis. Lli BinmMiHHOCTI
MOB'si3aH1 3 0COOJIMBOCTAMH X OymoBH: €(EeKTHBHICTh €H3UMIB BHIIA, HDK HEOUIKOBUX KaTai3aTopiB (IIBUIKICTH
nepeOiry peakiii 3a y4acrti (epMeHTIB Ha JeKijbKa MOPSJAKIB BHIIA, HDK 3a y4acTi IHIIMX KaTanizatopis). OpHa
MOJIeKyJla €H3UMY 3a 3BHUaiiHii TemmepaTypi (+ 37 °C) Moke KaTami3yBaTH IEPETBOPEHHS BiJ THCSYl 0 MinbioHa
MOJIEKYJI pEYOBHHH BIPOJIOBXK XBHIMHH; BOHU MAIOTh BUCOKY CIEIM(DITHICTD Aii.

KoxxHu#t (hepMEHT KaTaJiTHIHO MPUCKOPIOE, SIK MPABHIIO, OIHY XIMIYHY peakmito, abo TPYITy peakiliii oJHOTro
Tumy. Yepes perymsmiio €H3UMHOTO amapary 3MIHCHIOETHCS CKOOPIMHOBAHICTD BCIX METaOONIYHHMX IIPOIECIB sKa
HampasJeHa MiATPUMAHHS IIOCTIHHOCTI BHYTPIIIHBOKIITHHHOTO CEPEHOBHINA, Ha NPHCTOCYBAaHHA [O YMOB, SKi
3MIHIOIOTBCSI.

depMeHTH KaTami3yroTh XiMi4HI peakiii 3a yMoB HeBrcokoi Temneparypu (+ 37 — 40°C), pH cepenosumia 6 — 8,
HOpMaJbHOTO TUCKY. PepMeHTH ayke YyTJIMBI 1O 3MiHM Temmeparypu i 3cyBy pH cepenoBuiia, mpu LbOMY BOHH
BTPAYalOTh CBOIO aKTHBHICTB; I/l YaC €H3UMHHX peakliil (Ha BiAMIHY BiJ] HSEH3UMHHX) CIIOCTEPIraloTh JIMIIE HE3HAYHI
MoOIYHI POIIECH.

Jnst eH3MMHUX peakuiii xapaktepuuii maibke 100 % Buxig NpoaykTiB; Oyny4dd BHIUICHMMH 3 OpraHizmy,
€H3MMH HE BTpPAYaloTh 3JaTHOCTI 3MIHCHIOBATH KaTaliTHYHY aKTHBHICTh. Ha 1boMy 3acHOBaHe iX IpaKkTHYHE
3aCTOCYBaHHS B XIMIUHIMH, JIETKIH 1 (papMaIleBTHIHIH IPOMHCIOBOCTAX 1 B MEIUIIHI.

OpHak, mis Ha (epMeHTH pPi3HUX (I3UYHMAX 1 XIMIYHUX YHHHUKIB, TaKUX SK BIDIHB Y®- 1 pEeHTITEHIBCHKOTO
OTIPOMIHEHHS, YJIBTPa3BYKy, OCAKEHHS MiHEpaJbHUMH KHUCIOTaMH, JyTaMH, COJSIMH TSDKKHX METalliB CIPHIHMHIOE iX
JICHATYpAIlifo, TAK caMo fK 1 OUJIKIB, i BTpATy IX KaTaJiTHUYHOI aKTUBHOCTI.

Haii6inpImoro mommpeHHs OTpHMalla HOMEHKJIATYpa, 3TiHO 3 SKOK Ha3Ba €H3UMY CKJIAJIA€ThCSI 3 Ha3BH
cyOcTpaTy Ta XapaKTepHOro 3aKiHYeHHS ,,a3a”. Tak, eH3UM, 10 MMPUCKOPIOE PEaKIiio TiIpoiizy KpPOXMallo, OTPUMAaB
Ha3By aMinasa, TigpoJi3y OuIKiB (IIPOTEiHIB)— mpoTeiHasa, rifpoiiizy TpUrIilepuaiB (JIimiaiB) — jina3a, CEYOBUHU —
ypeasa ( Bix rpei. urea — ceva). [IoTiM y Ha3By €H3UMY IOYAIHM BKIIOYATH XapakTep cyOCTpaTy Ta THIT KaTaai30BaHOT
peakiii. Hampuknaa, eH3uM, SKAH BIIICIUIIOE JBAa aTOMH BOJHIO BiJ] MOJIEKYJIM MOJIOYHOI KHCJIOTH, HA3HBAETHCS
nakrataeriaporenasoro (JIJAI'), migKpecironyn UM 0IHOYACHO XIMIYHY MPUPOAY CyOCTpaTy Ta TUI XIMiYHOT peakuii:

Y 1961 p. MixnHaponHa KOMicisi 3 €H3UMIB 3allpOIIOHYBajla peKOMEeHalii 3 HOMEHKJIATypu Ta Kiacugikarii
CH3HMIB.

VY naHuit yac MpUIHATO ABA THITM HA3B CH3UMIB: TpHBiajbHa a00 poboda Ta cucremMarnyHa. Poboua ckianaerbes
3 Ha3BH CyOCTpaTy — pEUOBHHH, HA SIKY Jli€ €H3MM, Ha3BU KaTalli30BaHOI peakmii Ta 3aKkiHueHHs — a3a. Hanpuknan:

JIAKTAT + JAETiIPOTeHi3allis + a3a — JaKTaTACTIAPOreHa3d

CucremaTiyHa Ha3Ba €H3UMY YTBOPIOETHCS CKJIa/IHIIEe. BoHa CKiTamaeThes 3 Ha3BM CyOCTpaTy XIMIYHOI peakiii,
Ha Ky Ji€ €H3WM, Ha3BHM THITy XIMIYHOTO IEPETBOPEHHS Ta 3aKiHUEHHS — @3ad. Y KIITHHAX NEYiHKH € €H3UM, SKUH
KaTali3y€ PeaKiliio TiAPONITHYHOTO PO3LICIVICHHS TII0K030-6-pocdary Ha BiIbHY TIIOKO3y Ta (ochaTHy KHCIOTY.
Ieit eH3uM Mae Ha3BY 210Kk030-6-pocampocpozioporaza. Y 1iiii Ha3Bi BigoOpakeHO HA3BY CyOCTpaTy — IIIFOK030-6-
¢docdar; Ha3BY mpomykTy peakmii — ¢ocdarHa KHCIIOTa; THUN peakiii — TiApPodi3 i JOAAHO 3aKiHUEHHS —a3a.
CucremMaTiyHa Ha3Ba AA€THCS TIIbKM BUBYCHUM €H3UMaM.

B ocHOBY knacudikarii GpepMeHTIB MOKJIAASHO THI peakilii, KaTaai30BaHOi JaHUM €H3UMOM. 3a 1M MPUHIIUTIOM
BCl €H3UMH HOIUISIOTH Ha 6 KJIaciB.



KoskeH kiiac €H3MMIB MOAUISIOTh HA MiIKIACH Ta MiAIIIKIACH Y BIAMOBIIHOCTI 0 OCOOIMBOCTEH KaTani30BaHOL
peakuii. Ha miif ocHOBi ckianena konxoBa HyMmepauis (mudpu) eHsuMiB i ix cucremarnuni Hazu. Illudp enzumy
CKJIQJIAETHCS 3 YOTUPHOX PO3AUICHUX KpalKaMK YHCEIl: Meplie YUCIO O3HAYAE KJIac €H3UMY, JpYre 1 TpeTe — miakiac i
MiIITAKIAC BiIMTOBITHO, a YETBEPTE YHUCIO — MOPSIKOBUH HOMEp €H3MMy B Horo mimmigkiaci. Ha mouatky mudpy
€H3UMY CTaBJIATh ABi OykBH — K@, 1m0 o3Hadae ,kmacudikamis eH3UMiB”.

Jus mpuknagy Jimasa, sika KaTallizye pO3MIEIUICHHS TPHAIMITIIIEPHHIB 0 TITINEPUHY Ta KUPHUX Kuciot. Lei
€H3UM HaJISKUTH JI0 TPEThOTO Kiacy (TiIpolas), IepIIoro MiAKIacy eH3UMiB, SKi JiI0Th Ha CKIagHOE(IpHI 3B’ S3KH, 110
MepIIoro MIAMIAKIACY — KAaTami3aTopiB TiAPOTITHYHOTO PpO3IMICIUICHHS edipy KapOOHOBHX KHCIIOT 1 CITHPTIB.
TopsAKOBHiT HOMEp 1BOTO eH3UMY B mixmiakaci — 3. Moro mmdp — Kd 3.1.1.3.

Bci ¢epMenTH noaisoTh Ha 6 KIaciB

OKCHIOPEeIYKTA3H - KaTalli3yI0Th OKUCHO-BIZTHOBHI peakiii. PO3pi3HIIOTh HACTYIIHI OCHOBHI OKCHIOPEAYKTA3H:
acpoOHI jerifporeHasn abo OKCHIA3MW, SKi KaTali3ylOTh MEPECHECEHHS MPOTOHIB (EJICKTPOHIB) Oe3mocepeHhO Ha
KHCEHb; aHaepoOHl AeriiporeHasu - Ti, IO 3a0e3MeUyIOTh INEPEHECEHHs IPOTOHIB (EJIEKTPOHIB) HA MPOMIDKHUHN
cyOcTpaTr, ane He HAa KHCEHb, LIMTOXPOMH, SIKi KaTali3ylOTh IEpEeHEeCeHHs TUIBKM eNeKTpoHiB. Hampukian mo
JIeTIApOreHas, sIKi BiIICIUTFOIOTh aTOMHM BOJHIO BiJ CyOCTpaTiB BiJHOCHTHCS JIAKTATAETiIPOTeHas3a, CyKIMHATICriIporeHasa,
QJIKOTOJIBJCTiIPOreHa3a, IIUTOXPOMOKCHIA3a.

Tpancdepasu kaTamizyloTs peakiii MiKMOJIEKYISIPHOTO TIEpEHECEHH Pi3HUX aTOMIB, TPYII aTOMIB i paJuKaliB:
Ti, mo nepeHocats CHs- rpymm, HasuBaroTh MeTwiTpaHcepasamu, IepeHocHHMKH NHo-rpyn oTpumannm HasBy
amiHOTpaHcdepa3, pO3PI3HAIOTH TpaHchepasw, IO KATANi3yIOTh IIEPCHECEHHS OIHOBYTJCIEBUX, AalMJIbHUX,
TJIIKO3WJIBHUX, ajJbJeTiqHIX a00 KETOHHUX, HYKICOTHAHHWX 3aJMIIKIB, a30TUCTHX TPYI, 3aiuumKiB (ocdaTHOI Ta
cynbstaTHOI KuCIoT ToIo. Hanpukian, Metui-i popmintpancdepasu, areruirpanchepasu, pocharrpancdepasu ToIio.
Jlo TpaHCcdepa3 HalexaTb TaKoX KiHa3H, 30KpeMa NpOTeiHKiHa3u — ()epMEHTH, IO KaTali3yloThb (ochopHiyBaHHS
cyOcTpaTiB Ta iHIIKX OLIKIB 32 paxyHOK ¢ocdartHoro 3anumky ATO.

Tpancdepasu OepyTh ydacTh y peakilisix B3a€MOIIEPETBOPEHb PI3HUX PEUOBUH, 3HEIIKOJHKEHHI IPUPOJHHUX Ta
qykopimHux cnomyk. Jleski TpaHcdepasn BHKOPHCTOBYIOTh Yy  JIarHOCTHIIL  3aXBOPIOBaHb, HANpPHKJIA,
acrapraramiHoTpaHcdepasy - I AiarHOCTHKH iHQApKTy MioKkapa, a alaHiHaMiHOTpaHc(epasy - TOCTPUX T'eNaTHUTIB.

I'inpona3u - xarami3yloTh pO3LICINICHHS BHYTPIIIHIX MOJEKYJIAPHUX 3B’SI3KIB OPraHiYHUX PEYOBHH 32 YYACTIO
Monekynmu Boad. lLle ecrepasm — (epMeHTH, IO KaTali3yIOTh PEaKiii TiOpoii3y Ta CHHTe3y CKIagHuX edipis;
TIIIKO3UAA3H, SKi MPHUIIBUALNIYIOTE PO3PUB TITIKO3UIHHUX 3B’s3KiB; (pocdarasyd ¥ MENTHUAOTIIPONAsd, SKi KaTali3yIOTh
rigpomniz pocdoaHTiApUAHNX 1 MENTUIHUX 3B’SA3KiB; aMilasd, sSKi IPUIIBUAIIYIOTH PO3PUB aMiTHHUX 3B’s3KiB Tommo. o
TiIpoa3 HaleXaTh TAKOXK TpaBHI (hepMeHTH (JIimas3u, MpoTeasy, IIKO3UAa31). B SKoCTi pHKITagy MOYKHA Ha3BaTH: KHCITY
Ta IyxHy (pocarazy, menTrumazu — TPUTICHH, TISTICHH.

Jlia3m - xaramizytotrs po3puB 3B’s13kiB C-O, C-C, C-N ToI10, @ TaK0X 3BOPOTHI peakiii BiJUIETICHHs Pi3HIX
IpyI Bix cyOcTpartiB HErifApoyiTHYHUM HusixoM. Lli peakiii cynpoBOJDKYIOTECSI YTBOPEHHSIM MOJBIHHOTO 3B’I3Ky 200
NIPUETHAHHSIM JI0JIaTKOBOI TPYIH 10 MICLsl PO3PUBY MOJBIHHOTO 3B SI3KY.

Jlo 1pOro KiIacy BiTHOCATH JeKapOOKCHIa3u (IeKapOOKCHIYBaHHS aMIiHOKHCIOT Ta aub(a- KETOKUCIOT);
rifiposiasu, a 3a TPHUBiaJbHOI HOMEHKIATYPOIO — JerifpaTtasd (Hampukiaa, kKapOaHTiapasa po3LICIUIIE KapOOHATHY
kuciaotry Ha CO; i Hz0), aanpmonasu — QepMeHTH, IO KaTadi3yloTh pPO3puB rekco3odocdaTiB Ha JBI TPio3u
(manpuknan, ppykro3o-1,6-mudochar Ha rminepanbaeria-3-pocdart i miokcianeronpocdar). Jliazun HapaxoBYIOTH OiIA
230 depmeHTiB.

I3omepa3u - KaTami3yrOTh B3a€MHE NEPETBOPEHHS ONTHYHHUX I TEOMETPHUYHHX i30MepiB. SIKmIo i3oMmepm3aris
BKJIIOYAE BHYTPILIHBOMOJICKYJISIPHE MEPEHECEHHS TPYNH, TO (epMEeHT oTpuMmye Ha3By "mytasza". JIo LbOro x Kiacy
BITHOCATh pameMa3d 1 emiMepasd, sKi [JiIOTh Ha aMiHO- 1 OKCHKHCJIOTH, BYIJIEBOAW Ta IX MOXIJHI;
BHYTPIIIHBOMOJICKYJISIPHI ~ OKCHJIOPEIYKTa3H, SIKI  KaTali3yloTh  B3a€EMOIIEPETBOPEHHS  anblo3 1  Keros;
BHYTPIIIHBOMOJIEKYJISIPHI TpaHcdepasH, sKi NepeHocsTh aliibHi, pocdopuibhi Ta i rpynu. Hanpukian rayromepasy,
SIKI KaTaTi3yr0Th MPOIIEC TAYTOMEPIi: pariemMasa, TIIrok030-6-docdarizomepasa.

Jlirasu (cmHTeTa3m) - Karaiizyoore po3puB 3B’s3kiB C-O, C-C, C-N TommI0, a TakOX 3BOPOTHI peakilii
BIJIEIUICHHs PI3HUX TPyN BiA cyOCTpaTiB HeripomiTHYHUM HuisixoM. Lli peakuii CympoBOIKYIOTbCS yTBOPEHHSIM
MOJIBIMHOTO 3B’513Ky 200 MPUETHAHHIM J10aTKOBOI IPYIIH 10 MICIIS PO3PUBY TO/BIHHOTO 3B SI3KY.

Jo mporo Kiacy BigHOCATH JeKapOOKCHIa3d (IekapOOKCHIYyBaHHS aMiHOKHCIOT Ta anb(da- KETOKHCIOT);
Tifpomia3w, a 3a TPHBiaJbHOIO HOMEHKIATYPOIO — JeTiapaTa3u (HANpHKIAL, KapOaHTiipa3a poO3MICILTIoE KapOOHATHY
kuciaotry Ha CO2 i H>0), ampmonmasum — ¢depMeHTH, IO KaTalli3ylOTh pO3pUB TekcozodochaTiB Ha IBI Tpio3u
(manpuknan, ppykro3o-1,6-mudocdar Ha rminepambaerin-3-gpocdar i miokcianerordocdar). Jliazu HapaXoOBYIOTH OiIsA
230 ¢pepMeHTIB.

5. IIpakTuyHi BMiHHA | HaBUYKU. [ToACHUTH MPUHUIMN BH3HAYeHHs TpaHcaMmiHa3 Kposi. IlosgscHuTH KiaiHiKO-
JniarHOCTHYHE 3HAYEHHSH BHU3HAYeHHS AKTHBHOCTI aja”iHaMiHoTpaHcdepazu (AaAT) Ta
acnaprataminorpancpepazn (AcAT) kpoi. IlosicHuTH KJiHiKO-AiarHOCTHYHEe 3HAYEHHS BU3HAYEHHS
Kkoedinienta e Pitica.

Bignogigs. IpuHnmn Metony. Y pe3ynbTarti peakiii TpaHcaMmiHyBaHHSA mif A€o ATAT yTBOPIOIOTBCS MipyBarT i
rmyramar. llpu nmomaBanui  2,4-muHiTpodeHiNTiApasMHy B JIY)KHOMY CEpEHOBHINI YTBOPIOETHCA TiApa3oH
MPOBHHOTPAIHOT KHUCJIOTH YepBOHO-Oyporo 3a0apBieHHs, IHTEHCHBHICTh SIKOTO HPSMONPOIOPLiHHA KUIBKOCTI
YTBOPEHOI MIPOBHHOTPAIHOI KHCIOTH 1 € MOKa3HUKOM akTHBHOCTI ANAT. 3navennst ans ¢apmanii Ta kiinikn. B



OpraHismi JIIOJWHM TIPOLEC TpaHCAMiHyBaHHS AaKTUBHMUH Y NEYiHI, Cepll, CKEJCTHUX M’A3aX, HUPKaxX Ta IHIIUX
opraHax. Y cHpOBaTii KpOBi aKTHUBHICTb amiHoTpaHcdepas ayke Hu3bKa. [IpM mopymieHHi IUTICHOCTI KIITHHHHX
MeMmOpan (uuroni3i) amiHoTpaHcdepasn NPOHUKAIOTH 13 KIITHH Yy KpoB. ToMy BH3HAYeHHS aKTHBHOCTI
amiHOoTpaHCcdepa3 y CHPOBATIIi KPOBi € BAXKIMBAM TECTOM ISl JIarHOCTHKHU THX 3aXBOPIOBAHb, JJIS SKUX XapaKTEePHUH
OUTONMITHIHAN cuHApPOM (iH(apKT Miokap/a, 3aXBOPIOBAHHS MEUiHKH TOIIIO).

HopmatuBHi BenmauHM 111 TpaHcaMiHa3 cupoBatku kpoBi: ATAT (K@ 2.6.1.2) — 0,1 — 0,68 MxMoms/(Trom.Mi)
mipu 37 °C, abo 4 — 36 MO/1n, abo 28 — 190 amons/(c-1m); AcAT (KD 2.6.1.1) — 0,1 — 0,45 mxmomns/(Toa.mi) abo 8 — 33
MO/n, ab6o 28 — 125 amomns/(c ).

HaiiBmma aktuBHiCTE ANAT XapakTepHa IJIsl 3aXBOPIOBAaHb 3alaJbHOTO THUITY, HANPUKIANl, 3aXBOPIOBAHb
MeYiHKK — OCOOJMMBO B IHKyOauiiiHOMy mepioni iHQekuiliHoro rematuty. AkTHBHICTH ACAT y cupoBatii KpoBi
HalBHINA TPY 3aXBOPIOBAaHHAX HEKPOTHYHOTO THITy — Yy KPOBI 3poctae 4epe3 4-6 ron micnis iHpapkTy Mmiokapaa i
3BHYAi{HO MMOBEPTAETHCS O HOpMU Ha 3-7 nens. [Ipu creHokapaii AcAT 3anumaerscst B HOpMi. 3HHKEHHSI HOpMaJIbHUX
MOKa3HUKIB aMiHOTpaHC(epa3 y Iula3Mi MoOXe OyTH NPH HENOCTaTHOCTI BiTaMiHy Be, a Takok NIpu HUPKOBIH
HEJIOCTaTHOCTI.

JliarHOCTHYHO BaXKJIMBHUM € OJHOYAacHE BU3HaueHHs akTUBHOCTI ANAT 1 AcAT Ta po3paxyHOK koedillieHTa Je
Pitica — AcAT/AnAT, sxwuii B HopMi nopiBHIOe ipubau3HO 1,3. [Ipu iHpekniiiHoMy remnaTuTi BiH HIDKIHA 32 HOpMY (3a
paxyHoK 3Ha4HOTO 3pocTanHs ANAT), a mpu iHpapKTi Miokapaa — BUIIHH (32 paxyHOK 3Ha4HOTO 3pocTaHHsA AcAT).



