MIHICTEPCTBO OXOPOHH 3/J0POB’51 YKPAIHU
3AIOPI3bKUHU JEPKABHUU ME/IMMHUU YHIBEPCUTET

KA®EJIPA KJIIHIYHOI JIAFOPATOPHOI JIATHOCTHKH

Kriniuna bioximis
Koncnexm AeKuti

JJISl CTYJICHTIB
IV kypcy MennmuHux (akyJbTeTiB
cneniajbHicTh. 224 «TexHo/10Til MeINYHOIL JiaTHOCTUKH TA JIiIKyBaHHSI»

3anopixxs

2023



VJIK 577.1(075.8)
7143

3ameepoowceno na 3acioanui Llenmpanvroi memoouunoi Paou 3/ IMY
Ma peKoMeHO08aHO 01 BUKOPUCTIAHHS 8 OCBIMHbOMY NPOYeC

(npomoxon Ne__gio 20 p)

KoJsiekTuB aBTOpIB:

C. B. Ilasnos - n-p Gioin. HaykK, ipodecop;

C. A. binenbkuii - KaHJ. MEJI. HAYK, JOLICHT;

H. B. bByxmiaposa - KaHJl. ME€l. HayK, JIOLICHT;

JI. B. Bapanosa - xaun. ¢hapM. HayK, CT. BUKJIa1ay;
K. B. Jlesuenko — kaHj. MeJl. HAyK, aCUCTEHT;

K. A. bypraxka — acUCTEHT;

/. B. Poboma — aCUCTEHT;

Penenszenru:.

1. C. Kauan — xaHp. MeJ. HayK, OICHT Kadeapu ciMeitHOI MeTUIIUHA, Teparii, Kap-
niosorii Ta HeBpostorii PI1O;
b. C. Bypaaxa - xaun. ¢papM. HayK, TOIEHT KadeIpu TEXHOJIOTII JiKiB.

3a 3aeanvHoro pedakyicro 3a6idysaua Kagheopu KiiHiuHOi 1abopamopHoi diacHoc-
muku 0-pa 6ion. Hayk, npogecopa Ilasnosa C. B.

Jlekuii 3 kiiHiyHOl Gioximii: MOCIOHUK TSI caMOCTIMHOI ayau-
TOPHOT Ta M03aayIUTOPHOI MiITOTOBKH JIO PAKTUYHHUX 3aHSTh 1 JTIICH-
siitHoTO icnuty «Kpok-b» / C. B. [laBnos, C. A. binenkiii, [Ta in.] ; 3a
3ar. pen. C. B.IlaBnosa. — 3anmopixoks : [3/IMVY], 2023. — 121 c.

JI143

3anponoHOBaHUA KypC JICKIIH € HEeOOXiMHUM HaBYAIHHUM ITOCIOHUKOM
JUIS BUBYCHHS KJIIHIYHOI OioxiMii cTymeHTaMu 4eTBepToro kKypey Il meamdanoro da-
KYJIBTETY CHeliaabHOCTI « TeXHOOor1l MeANYHOI JIarHOCTUKH Ta JIIKyBaHHSI».

B mociOHuKy MicTUThCS Bca HeoOXigHa iHpopMalis 0A0 1HAUBILYIBHOT
CaMOCTIHHOT pOOOTH CTYEHTIB, a TAKOX MUTAHHS /IS MIATOTOBKH /10 CKJIAJaHHS ITi-
JCYMKOBOTO KOHTDOJIIO 3aCBO€HHS MaTepiasly HaB4ajbHO! aucuuruiiad «KiiHiuna
Oioximisy. Bee Buile 3a3HaueHe TOMOMOXKE CTYIEHTaM TPH MiATOTOBIII IO MPAKTHY-
HUX 3aHSTh, 3124l MiJICYMKOBOTO KOHTPOJIIO 3aCBOEHHSI MaTepiany Ta JIieH3IHHOro
icuT«KPOK-B».

V]IK 577.1(075.8)

©Konektus aBTOpiB, 2023
©3amnopi3pKkuii Aep)KaBHUN MeAUYHUN yHIBepcuTeT, 2023



3micT:

1. Tlnan nmexiii 4
2. Jlexmis Ne 1 6
3. Jlexmis Ne 2 17
4, Jlexuis Ne 3 26
5. Jlekius Ne 4 40
6. Jlexris Ne 5 o7
7. Jlekisa Ne 6 65
8. Jlekis Ne 7 69
9. Jlekrist Ne 8 72
10. Jlexuis Ne 9 76
11. Jlexris Ne 10 90
12. Jlexsa Ne 11 95
13. Jlekmig Ne 12 101
14. Jlexris Ne 13 106
15. Jlekmig Ne 14 108
16. Jlekris Ne 15 114

17.Jliteparypa 121



o~

10

11
12
13
14

15

TUIAH JIEKIUA

Tema

HocnimkeHHss oOMiHY TJIIOK03H. JlabopaTtopHa J1larHOCTHUKA I1y-
KpOBOTIO J1abeTy.

MeTabo0:mi3M TTIKOMPOTEiHIB, MPOTEOTJIKaHIB, TIOKO3aMIHO-
TUIIKaHIB, TIIKOTeHY Ta MOTO MOPYIIIECHHS.

Metabomnizm miniaiB. Tpancnopt mimiaiB B kpoBi. MeTtabomnizm
TpranuaTainepoiaiB. OOMiH BULIUX KUPHUX KUCIOT

OOMiH cTepoifiB Ta KETOHOBUX Ti. Perymnsiis oOMiHy Jimi/iB
JlaGopatopHa AiarHOCTHKa MOpPYIIEHb OOMiHY nimifiB. Juci-
migemMii. ATepoCKIepos.

3araibHUM OUIOK KPOBIi, Moro ¢gpakiiii B HOpMI Ta MPH MATOJIO-
rii. OCHOBHI TUITH MTPOTETHOTPaAM

dyHKIIOHAIbHA XapaKTepUCTHKA OUIKIB TUIa3MH (TpaHCIOPTHI
011K, 1HT101TOPH MPOTEOi3Y, O1IKH rOCTPoi (asn)
3aNMIIKOBUM a30T KPOBI Ta Moro (pakiiiHuii ckiaa. A3oremii.
OcHOBHI opraHiuHi 0€3a30THCTI KOMITIOHEHTH I1JIa3MHU KPOBI
CrnagxoBi MOPYLIEHHS] LUKy CEYOBHHOYTBOpeHHs. ['imepamo-
Hiemii. [1aTonorii 0OMiHy OKpeMHX aMiHOKUCIIOT Ta iX JlarHoc-
THKA

Knacudikaiis ta B1acTuBOCTI rOpMOHIB. MoneKymsipHi Mexa-
HI3MH [11i TOPMOHIB O1JTKOBO-TIENTHIHOI TPUPOIH Ta O10TE€HHHUX
aMiHIB

Mexani3m Aii Ta BIUIMB HA OOMIH PEYOBUH CTEPOIJHUX Ta TH-
peoinuux ropMoHiB. CruHTe3 1 QYHKIIT eMK03aHOI 1B

bioximiuHi GyHKIIT TEUiHKA

MikpocomanbHe oKuciieHHs. bioTpancdopmaririsi KCeHOO10THUKIB
OOMiH Boau. BogHo-eneKkTposiTHUM OajaHC B HOPMI Ta MpH
MaTOoJIOT1

OCHOBHM KHCITOTHO-JIYKHO1 piBHOBaru. bydepHi cucremu.



Beryn

Kuiniuaa 6ioxiMist — 11e po3aia 010origHOl Ximii, SKUH BHU3HAYa€ 0COOJMBOCTI OOMIHY
PEUOBHH 1 €HEprii JII0JICBKOT0 OpraHi3My 3a yMOB (i310JI0TIYHOT HOPMH Ta MATOJIOTIYHUX CTaHiB,
CTBOPIOE TEOPETHYHI 3acajiid Ta METOAMKY 010XIMIYHOI JIarHOCTUKY W JIIKyBaHHS, pallioOHaJIbLHO-
IO XapuyBaHHS Ta MPO(QITaKTHKHN 3aXBOPIOBaHb. Posb 610XiMIYHUX AOCIHIPKEHB Y A1arHOCTHIII Ta
JIKyBaHHI 3aXBOPIOBaHb:

® BUSIBJICHHSI IPUYHHU XBOPOOU;

e 100ip panioHaJIFHOTO i e(heKTUBHOTO HUIAXY JIIKYBaHHS,

® KOHTPOJIIOBaHHS Tepediry XBopoOH, eeKTHBHOCTI 1i JIKyBaHHS Ta peadiTiTariiHux
MIPOIIECIB.

Krniniyna OioxiMmis SIK TEOpETHMYHA IUCIUIUIIHA TOSCHIOE MEXaHI3MU pPI3HHX MeTa-
OOJIIYHUX TPOIIECIB, iX PETYIIOBAHHS, MEXaHI3MH MATOJIOTTYHHUX TMPOIIECIB 1 MOXKIIMBI MIJISAXH 1X
KOPEKIIil.

CyrreBuii BHECOK y OpMyBaHHS KJIACHYHOT O10XiMil HA TTIEBHOMY €Talli iICTOPUYHOTO PO-
3BUTKY BHECJa KJIiHIYHa 010XiMis, sIka CTBOpPHJIA YMOBHU Uit ()OpMYBaHHS HOBOi METOJOJIOTII,
crpusiia mpodecioHamzanii 1 cremiamizamii Hayku. 3aBASKH I[bOMY 30UIbIIKIIACS KiIBKICTh
CHEIIaTICTIB, M0 BOJOMIIOTH KIIHIYHUMH METOJAaMH 1 3/1aTHI aHami3yBaTH Oi0JOTI4HI 00’ €KTH.
[Tepmri BiIOMOCTI MpO XiMi4HI OCOOJMBOCTI Cedl MPH JEAKUX 3aXBOPIOBAHHSIX TPAIUISIOTHCS B
miteparypi me XYII ct. Tak, @. lekkep 1694 poxy Brepiie BUSBHB OiI0K y cedi MpPHU JAEIKUX
3aXBOPIOBaHHAX (32 peakIli€lo JeHaTyparlii). Xoda MpoTeiHypio (aab0yMiHypil0) SK TaTo-
JoriyHy o3Haky Brepie netanbHo omucaB J[. Koryrpo (1736—1822). Iloyatok ¢opmyBaHHS
KJIIHIYHOT XiMii TOB’SI3YIOTh 3 €MIEMIEI0 XOJepH, KOJIU OyJIM CTBOpEHI CHeIliadbHI XOJEpHI
JiKapHi, y CKJIaAl MeInepcoHany skux Oynu ximiku-¢papmanentu. Lle Oyno mepiie macoBe 3a-
CTOCYBaHHS XIMIYHUX aHAJI31B y KJIIHIII.

Jns kmiHiyHOT Ximii BaknuBe 3HaueHHS Manu pobotru K. HImigra (1831-1894) —
¢izionora, mpodecopa Taprycskoro yHiBepcuteTy (EcTOHIS), sKUii 3anpOrIOHyBaB HOB1 METO/IH-
KM KIJIIHIKO-XIMIYHHX aHali3iB. BiH po3poOuB MeTOoaM MIKpOCKOMII MOA0 iAeHTH]IKaIli pi3HUX
CIIOJIYK B OpraHi3mi 3a (OpMOI0 X KPUCTaIIB, pO3pOOHB HOBI METOAM BHUSBIEHHS OLabII sK 20
CHOJYK (XOJIECTEPHHY, MOJIOYHOI KUCIIOTH, IIMHKY, CEYOBUHH TOIIO), YIIEpIlEe MOKAa3aB CTAICTh
Yy KPOBI TIEBHOI KiJIBKOCTI ITYKPY, po3po0OuB pazoM i3 @. biggepoM HOBY KOHIIEIIIIIO TPABJICHHS i
a30TOBOrO OOMIHY.

Benukuii BHECOK Y pO3BUTOK KITiHIYHOI O610xiMii 3poouB mikap T. [IIBann (1810—1882) —
HIMEIbKHI aHATOM, TiCTOJIOT 1 (Pi310JIOT, TOKTOP MeAUIIMHU. BiH ymepie BiIKpuB TpaBHUH (ep-
MEHT IITYHKOBO-KHIIIKOBOTO TPaKTy, SKWW Ha3BaB merncuHoM. B 1937 poxky mikap T. Kpebc
BIZIKpUB YHiBepCaJIbHUH NUIIX KaTaboJli3My OpraHiuHUX PEYOBHMH — LIUKI TPUKAPOOHOBUX KHUC-
JIOT, HOMY TaKOX HaJICKHUTh BIAKPHUTTS 1932 poKy OCHOBHOTO NUISXY 3HEIIKOKEHHS aMiaKy B
NEYiHIi — OPHITMHOBOIO IMKIY. BaromMuii BHECOK y PO3BUTOK Oi10XIMIYHOI HAyKH 31HCHUIM
ykpaincbki BueHi. [.S1. ['opGaueBcrkmit (1854—1942), oguH 3 BUmaTHUX 010XiIMIKiB, HAPOJIUBCS
Ha JIpBiBIIMHI, 3aKiHYMB JIbBIBCHKY T'iMHA3110, y MIOHXEHCHKOMY YHIBEPCUTETI OTpUMaB CTYIiHb
noktopa ¢inocodii. 1.51. T'opbaueBchkuii Takok 00iiiMaB mocany mpodecopa YKpaiHCHKOTO
yHiBepcutery y Binni Ta [Ipasi. OquH i3 nepmux BUIUINB aMiHOKUCIOTH SK €JIeMEHTH OiJKiB.
Vuepmie (1882) cuHTe3yBaB CEUOBHHY, YCTAHOBHB JDKEpEIIa 1 IIIAXHU 1i yTBOPEHHS B OpraHi3Mmi.
3niiicHUB 8 CHHTE3 KpeaTHHY, BIIKPUB (EpPMEHT KPEaTWHOKCHA3y, MOSCHUB MPUYMHHU 3aXBO-
proBaHHs menarporo. BiH € aBTOpOM YOTHUPUTOMHOTO KypCy XiMii YKpaiHCHKOIO MOBOIO, 1HiIlia-
TOPOM CTBOPEHHS YKpaiHChKO1 XiMigHOi Tepminomnorii. 5.0. IlapHac 3acTocyBaB MeTO Mi4€HUX
aTOMIB JIJISl TOCITIJPKEHHS TIPOIIECIB TIIIKOJII3Y Ta TJIKOTeHOMi3y. LI BIAKpUTTS Maau BeJIUMKE 3HaA-
YEeHHS U1 CTBOPEHHS CYYacHHX YSBIEHb MPO XiMi3M riikonizy. Tomy maHmior peakuii anaepoO-
HOTO MEpPETBOPCHHS BYIVICBOIIB HA3MBAeThes HUIIiX EmOmeHa—Meiieproda—Ilapraca. Momy
HAJICKUTh TAKOXK BIAKPUTTA sABUIIA (HOC(OpPOIi3y TIAIKOTEHY.

3acHOBHUKOM yKpaiHcbkoi mkosm 6ioximikiB € O.B. TMammanin (1885—1982). Bin 3amo-
yarkyBaB [HcTUTYT Oioximii B Ykpaini. Ilepmni HaykoBi poOOTH BYEHOTO MPUCBSIYEHO OOMIHY
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kpeatuny B M’s3ax. O.B. Ilamnanin mpomoBKyBaB BHBUEHHS BiTaMiHiB, 0610XiMii HEpBOBOI CH-
cremu. Bim 1934 poky mouaB Bumyckatu «YKpaiHCBKHM O10XIMIYHUH KypHam» — TepIe
nepionnyne Buganug 3 6ioximii B CPCP. 1943 poxy O.B. I[Nannanin orpuMaB CHHTETUYHUN aHa-
nor Bitaminy K — Bikacos 1 opranizyBaB HOro BUpOOHHIITBO.

PiBeHb PO3BUTKY HayKH 3aJIC)KUTh BiJl METOIIB AOCIHI/DKEHHS, IKi HA0YBaIOTh NEepIIoYep-
TOBOTO 3HAYECHHS B 3arajJbHOMY KOMILUIEKCI Cy4acCHUX METOMIB OOCTEKEHHS i JIIKyBaHHS XBOPO-
ro. CyyacHi 010XiMi4HI METOJM KOHTPOJIIO Y KIIHIYHUX 00CTEKEHHAX € 0a30BUMH B TIOKA3aHHAX
1010 TIPUHHSTTS PIICHHS MPO 3aTy4eHHS 3aXO0iB 1 MeTOAIB (i3UUHOI peadimiTallii XBOpuX.

JIEKIIS Ne 1

TEMA: Jlocaigxkenns o0MiHy riawko3u. I'ino-, rinepriikemisi, riioko3ypis. Jlaboparopua
AIarHOCTHKA IYKPOBOro Aiadery.

ByrieBoam — HeBig'eMHa CKJIaJ0Ba YaCTHHA KJIITHH 1 TKAHWH BCIX JKMBHX OPraHi3MiB,
OJIUH 13 YOTHPHOX HAUOUIBIIMX KJaciB 610MoJeKy (pa3oM 3 OLIKaMu, JiMmiiaMu Ta HyKJIeTHOBU-
MU KHCJIOTamMu). BOHM MICTAThCS TIEpEeBaXXHO B POCIMHHUX MPOAYKTaX. ByrimeBomu mie 4acto
Ha3uBalOTh HyKpamu. Ha ix wyactky npunanae 60-70% xapuoBoro pamiony moanHu. CepeaHs
notpeba y ByrieBonax — 400-500 r/mo6y, B T.4.: kpoxmanio 350-400 T, MOHO- Ta AHCaxapuiB
50-100 r, xapuoBUX OaaCTHUX PEUOBUH (IIETFOTI03a Ta IEKTUHOBI PEYOBHHM) — 25 T.

HepnocraTHe B)XMBaHHS BYTJIEBOAIB NMPU3BOIUTH, HaCAMIEPE, 10 3MEHIIEHHS €Hepro3a-
Oe3neueHHs opraHizmy. HagmipHe BXXUBaHHS IIYKpy CHpHUs€ Kapiecy 3y0iB, MOPYyIIye HOpMaJIbHE
CITIBBITHOIIICHHS] MK 30y/KyBaTbHUMU Ta TaibMiBHUMH Tiporiecamu B [IHC miteit, o BusiBs-
€TbCA B HEBPIBHOBAXXEHIN MoBeMiHI. Haamumok mykpy miaTpuMye 3amajibHi IpOIECH, CIIPHUSE
ayieprisaiiii, CIOTBOPIOE HOPMaJIbHI peakilii Ha X010 (3aMicTh PO3IIUPEHHS CYAMH Ta HArpiBaH-
HSl LIKIpH, BiJOYBAETHCS 1X 3BY)KCHHS Ta IIEPCOXOJIOPKEHHS 3 yCiMa HACIiIKaMH).

ByraeBoam — 11e opraHivyHi CIOIYKH, SIKi 32 XIMIYHOIO IPUPOIOIO € nOAiZIOpOKcUuaiboe-
2ioamu abo noniziopokcukemonamu (MOHOCaxapuan) abo MEPETBOPIOIOTHCS HA HUX TIPH T1IPO-
7131 (oiro- Ta nosicaxapuau). bigbmocTi ByrneBoaiB Bianosigae popmyna — Cn(H20)m, 3Biaku
I MOXOIUTH iXHA Ha3Ba. AJle BIAKPUTTS LIJIOro psdy BYrieBodiB (ae3okcupubdosa — CsHioOa,
pamuo3a — CeH120s), B IKUX HE JOTPUMYETHCS TaHE CITIBBIHOIICHHS, Ha3Ba BTPATHIIA CBOE 00-
rpyHTYyBaHHs. OKpiM TOTro, AesKi MOXiIHI BYTJIEBOIIB MICTATh HITpOreH, cyabdyp, hocdop i T.x.

Knacudgikauis ByrieBoais
(BiZMOBITHO 710 OCOOIMBOCTEH X OYJIOBH 1 BIACTHBOCTEH, 30KpeMa, 3a 3/1aTHICTIO
TiApOIi3yBaTHCs 3 YTBOPEHHIM Pi3HOTO YHCIa MOHOMEPIB):

1. Monocaxapuay (MOHO3H, IPOCTI LyKpH). Jlo HUX BIAHOCATHCS BYTJICBOJM, SIKI HE Tij-
POJTI3YIOTHCS 3 YTBOPEHHSIM MTPOCTIIINX ITYKPiB.

2. Onirocaxapuau (ILyKpomoAiOHi moJricaxapyuu) — CIOIYKH, 110 T1APOIi3yIOThCS 3 YTBO-
PEHHSIM HEBEJIHMKO1 KUTBKOCTI (2-10) mpocTux myKpiB.

3. Tlomicaxapuau (HEIYKpOIOAiOHI MoJicaxapuiy) — CIOJYKH, IO TiAPOTi3yIOThCs 3
YTBOPEHHSIM BEJIMKOI KUTBKOCTI ITyKPiB-MOHOMEDIB.

KopoTka xapakTepucTika OCOOJMBOCTEH CTPYKTYpH TPHOX BKa3aHUX TPy BYIJIEBOJIB
MIpUBEJICHA HA CXeM1 Ha HACTYITHIA CTOPIHIII.

ByrneBoau B oprani3Mi JI0IMHA BUKOHYIOTh HACTYITHI TOJIOBHI ()yHKIIII:

® eHepzemuuHny — TIPYU X OKUCHEHHI BUBUIBHSAETHCS €HEPTis, sIKa 3a7]0BOJIBHSE TPU-
6mu3H0 60% moTpeOu B Hil JIIOJUHH

® iHmezpamueHy — 3 BYTJICBOJIIB B OPTaHI3MI MOXYTh CHHTE3YBaTHUCS CIIOIYKH 1H-
IMX KJIaciB, 30KpeMa JIiIH 1 AesIKi aMiHOKUCIIOTH

® naacmuuny — BYTJICBOOU BXOIATH N0 CKJIAAy CTPYKTYPHO-(QYHKIIO-HAIBHUX
KOMIIOHEHTIB KIIITUH



e 2i0poocmomuuHy — TiaTypOHOBA KHCIIOTA 3B’SI3y€ MIKKIITUHHY BOJY 1 KaTiOHH,
PeryJIoYH MUKKITITHHHAN OCMOTHYHUHA THCK

Bvrnesoaun
/ *

MOHOCaxapuagu onirocaxapu,qu: nonicaxapnau
(3-9 atomie kap6ony): e aucaxapuam (caxaposa,

'rpio3u (C3) 71aKmo3a, Masabmos3a)

TETpO3n (C4) e Tpucaxapugu (pagirosa, rerepononaicaxapungu
neHTo3m (C5) mansmompio3sa) (micmameo pi3Hi mo-

e TeTpacaxapuau (cmaxiosa) Hocaxapudu):

rekcosu (C6) rnikosamiHornikaHu (2ia-
rento3y (C7) VPOHOBA KUCAOMa, XOHO-
okTo3] (C8) KEeTo3un oimuH-cynsgham, Kepa-

(micmamo cnupmoei ma kemorny 2pyny): uH-cyaegpam, dep-
$pykTO3a (CG) \amaH-cynsgham, 2ena-

a/1baAo3u UH)
(micmame cAnupmoei ma pubynosa (C5()2,4Kcunyn03a (C5) ameqi (2ymiapabik)
anvoezioHy zpyny): eputpynosa (C4) m3i

urigpokKciaueTtoH (C3
rntoKo3a (C6) AvnAp 4 (c3)

ranakrosa (C6)
MaHHO3a (C6)
pubo3a (C5)
Kcunosa (C5)
eputpo3sa (C4)
ravyepanb (C3)

® Koghakmopny —BXoasTh 10 ckiany kodakropis pepmentiB (HA, DAJ)

® 0nopHy — XOHAPOITHH-CyNb(aTH B KICTKOBIM TKaHMHI, AepMaTaH- Ta KepaTuH-
cynbdaru

® 3axucHy (IMyHOTJIOOYJIiHN)

® pezynamopHy (TOPMOHU-TIIIKOMIPOTETHH) Ta 1H.

[Ticnsa neperpaBnenns Tta BcmokTyBanHs B [IIKT ByrnmeBoau y BuriIsimi MoHOcaxapujiB
yepe3 BOPITHY BEHY MOCTYMAIOTh B NeuiHKy. OCHOBHMIA MPOIYKT TPaBJICHHS BYTJIEBOAIB — IUIIO-
Ko03a. [HII11 MOHOCaXapuau MOXYTh MEPETBOPIOBATHUCS HA TITFOKO3Y a00 MPOIYKTH ii MeTaboJI13-
My. HacTuHa TIIIOKO3M JETIOHYETHhCS B MEUIHII Y BUIJISAL TJIKOTEHY, a 1HIIAa 3 TOKOM KpPOBi MO-
CTyMae B pi3HI TKAHUHU Ta OPTaHH ¥ BUKOPUCTOBYEThCS TaM. [Ipn HOpMallbHOMY paIlioHi KOH-
[EHTpaIlisl TJIOKO3U B KPOBI MIATPUMYETbCA Ha piBHI 3,3-5,5 MMOIbB/I, @ B MepioJ TPaBICHHS
MO€ 3pOCTaTH JI0 8 MMOJIB/JI Ta BHUILE.

B mopmanbmmx nepeTBOpeHHSX B KIITHHAX TJIOKO3a Ta 1HIII MOHOCAaxapuau OepyTb
ydacTh Jumie y BUrisiai ¢ochopuux edipiB. DocopuiryBaHHs — 1€ 000B’SI3KOBa peakilisi Ha
HUIAXax iX [MOJANbIIOr0 BUKOPUCTAHHSA. BOHA NMPHU3BOIUTH 7O YTBOPEHHS OUIBII pEaKiifHO
CITPOMOYKHUX CIOJIYK, TOMY ii PO3TJIAIal0Th SIK PEAKIII0 aKTHBAITIi:

I'moko3za + AT® — I'moko30-6-pocpar + A/lD

Jlany peaxiiiro B KIITHHAX O1IBIIOCTI TKAHWH KaTajlizye pepMEHT reKCOKiHa3a, 1 JIuIe B
NEYiHI Ta MiANUTYHKOBIM 3aJ71031 — IIIOKOKiHA3a. BiIMIHHOCTI y BIACTUBOCTSX IMX (EPMEHTIB
BKa3aHi B TaOJIMII.

3a 101OMOroI0 TIIIOKOKIHA3U TeUiHKa 3aTpUMYy€E OUIbIITY YaCTUHY TIIIOKO3HU, HE JIOIyCKa-
04 3HAYHOTO 3POCTAHHS PIBHS TJIIOKO3W B KpOoBi. ['OPMOH MiAIUIYHKOBOI 3aJI03U 1HCYIIIH
HiABHIIY€E aKTUBHICTH Ta IHAYKY€E CHHTE3 INIFOKOKIHA3H.

YTBOpeHHs TI0K030-6-hochary B KIITHHAX — MPOIEC MPAKTUYHO HE3BOPOTHUM, TOMY

10 BiH CYNPOBOJUKYETbCS BUTpPAUYaHHSM 3HAYHOI KiUTbKocCTi eHeprii. Lle cBoepimHuii crocob
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«MIpUBATH3ALI» TIIOKO3U KIITHHAMHU, OCKUIBKM iX MeMmMOpaHa HENpOHUKHA JIs TJII0K030-6-
docdary. Okpim TOro, hochoprITyBaHHS 3MEHIITY€E KOHIICHTPAIIIIO BUTHHOI TJIFOKO3U B IIUTOILJIA-
3aBasSKKM HAsIBHOCTI B TIEUiHIII, HUPKaX 1 (4aCTKOBO) €HTEpOIIUTax (hepMEHTY TITFOK030-6-
BaacTuBocTi rekcokinasu i INIIOKOKiHA3H

O3Haku I'ekcokinaza I'moxokinasa

pPO3MOILT B OpPTaHi3Mi OUTBIITICTh TKAHWH TITBKM TICUiHKA

D-rmtoko3a ta
cyOcTpaTHa crienuiaHICTh iHmn D-rekcosu Tutbku D-rirokosa
(ppykro3a, maHo3a)

koHcTanTa Mixaemica (Kv) s HU3bKA BHCOKa
TJTIOKO3U (6mu3pko 107 Momb/m) (102 momnb/m)
MaKCUMaJlbHa MBUAKICTh PEaKIIii HU3bKa BHCOKa

peTporaJbMyBaHHs — MPOJYKTOM

a 1
peakuii (r1roko30-6-pocdarom) Tax f

docdaraza, skuii KaTanizye TiApoIiTHYHE BiamervieHHs ¢pochaTHOI Irpynu, B HUX MOXe BiOy-
BaTHCS 3BOPOTHE MEPETBOPEHHS TII0K030-6-hocdaTy Ha BUIbHY TITIOKO3Y, SKa TUPYHIYE B KPOB:

I'moko30-6-pochar + H20 — INmoxoza + H3POs

B neskux TkaHuHax 1ed (GepMeHT MPaKTUYHO BIACYTHIH, ToMy AedocdopriiyBaHHs He
BiIOyBaeThes. [Ipukitan abcomOTHO HE3BOPOTHOTO MPOHUKHEHHS TIFOKO3H B KIIITHHHU — M SI3U, B
SIKMX BECh YTBOPEHUH TITI0K030-6-(hocaT BUKOPUCTOBYETHCS JIHUILE Y BIACHOMY METa00Mi3Mi.

OcHoBHe (hizionoriyHe 3HaYeHHS KaTa00J13My TUIFOKO3H — BUKOPUCTAHHS €HEPrii, SKa BU-
BUTbHSAETHCS, A5l cuHTe3y AT®D. Jleski TKaHWHU Ty>Ke 3aJIe)KaTh BiJ] TIIOKO3H SIK JDKEepena eHep-
rii. Tak, KIITUHA TOJTOBHOTO MO3KY BIIPOJIOBXK JOOM BUKOPHUCTOBYIOTH 0 100 T IIFOKO3H, OKHC-
JIOI0YHM 11 aepOOHUM HIIAXOM. 32 YMOB HOPMAJIBHOTO KIIITHHHOTO JMXAHHS aepoOHEe OKMCHEHHS
€ TIEPEeBAKAIOYHMM JIJIs1 OUTBIIOCTI TKAHUH 1 Hale(DEKTUBHIIINUM 3 TOYKH 30PYy €HEPreTUYHOI IiH-
HocTi. [IpoTe B LijIoMy psijii BUIMIAAKIB BEJIMKE 3HAUEHHS Ma€ i anaepoOHUl po3maj TII0K03H, Ha-
camriepesl — B M’si3aX B TEPIIl XBUIMHU M S30BOi POOOTH, B €pUTPOLIUTAX (B SKUX BIJICYTHI Mi-
TOXOH/IPIi), @ TAKOXK B PI3HUX OpraHax 3a YMOB iX 00OMEKEHOro MoCTa4aHHs KUCHEM (B TOMY YH-
Cil, ¥ y KIIITUHAX 3JIOSKICHUX MyXJIUH!).

KaraGomni3m riroko3u JOCUTh TiCHO 3BsI3aHUH 3 ii aHa0O0i3MOM, OCKUTBKU TIPOMiXKHI TIPO-
JTYKTH KaTaboJ1i3My MOKYTh BUKOPUCTOBYBATUCS ISl CHHTE3Y 1HIIHMX croyyK. Tak ¢ppykT030-6-
docdar 1 rminepanbaeria-3-gocdar 6epyTs ydacTb B YTBOpPEHHI pub030-5-pocdary — cTpyKTy-
PHOTO KOMITOHEHTY HYKJICOTH/IB, a 2-pocdorminepar MoKe BKIIOUATUCS B CHHTE3 TIEBHUX aMi-
HOKHUCIIOT (CepuH, IIIIIKH, IUCTEH). Y TBOPEHHUI IPH OKUCHOMY JIeKapOOKCHIIFOBaHHI MMipyBaTy B
nevinii anetTwi-KoA BUKOPUCTOBYETHCS SIK CyOCTpaT mpH O10CHMHTE31 JKUPHUX KUCIOT Ta XOJIeC-
TepuHY, a aiokcianerondocdar — st cuatesy riuiuepoi-3-pocdary ta TAT.

["onmoBH1 HanpsiMu MeTa00J1I3MY TIIIOKO3W MIPEICTABIICH] HA CXEMI HIDKYE.

MeTabo5113M IIII0OKO3H Ha PiBHI KIITHH 0araTo B 4OMy 3aJ€KHUTh BiJl OCOOIUBOCTEH rop-
MOHAJIBPHOTO CTaTyCy OpraHizMy. 3 (akTopiB €HJOKPUHHOI PETyJsIii KOHIICHTpAIlii TJIOKO3U B
KPOB1 OCHOBHA POJIb BiJJBOJUTHCS 1HCYIIHY — FTOPMOHY, 110 CHHTE3YEThCA B -KIITHMHAX OCTpIiB-
niB Jlanrepranca mianuTyHKOBOI 3a103u. [HCYJIH cipusie TPOHUKHEHHIO TIIOKO3W B KIITUHH. [le
€IMHUI TOPMOH, 1110 TPU3BOAMTH J0 3HMKEHHS PiBHS IITIOKO3H.

['rokaroH — rOpMoH, KU BUPOOJISIETHCS O-KJIITUHAMH OCTpiBIIiB Jlanrepranca. Bin ak-
TUBYe (pocdopuiazy HediHKHU 10 MPUCKOPIOE PO3LICIUICHHS TIIKOreHy B Hill. B pesynbrarti
PIBEHB TIIFOKO3H TT1IBUIIYETHCS.

Jlo Takoro x epeKTy IpU3BOAATD i 1HIII KOHTPIHCYISPHI TOPMOHH:



1. TIIIOKOKOPTUKOIIH (KOpMuU30/1, KOpMu30H, KOPpMuKocmepoH) — TOPMOHU KOPHU HaTHHUP-
HUKIB (IPUTHIYYIOTh 11 OKUCIICHHS i CIIPUSIOTh YTBOPCHHIO TIIFOKO3H IUISIXOM [IFOKOHEOTSHE3Y)

2.TUPEOiTHI TOPMOHU (MUPOKCUH, MPUUOOMUPOHIH), SKI TIOCHITIOIOTH BCMOKTYBAaHHS
TJTFOKO3H 1 aKTUBYIOTh TJIIKOT€HOJII3;

3. ropmonu niepeanboi nodi rinodizy (CTT, TTI, AKTT).

VY 310pOBUX JI0/IeH 3HIKEHHSI PIBHS TJIFOKO3U B KPOB1 BUKIIUKAE PE(IECKTOPHO 00OYMOB-
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AnerunSKoA

CO», H2 O, eneprin

JKupHi kHCnoTH

JieHy 1HTeHCH(}IKAIIIO TJIIKOT€HOJI3y B MEYiHIll, a MiJIBUIIECHHS — MOCUIIIOE TIIKO-

I'€HE3.
BusHayeHHs1 KOHIEHTPAUil IVIIOKO3M B KPOBI

Bu3HaueHHs KOHIEHTpalii TJIOKO3M B KPOBI — OAHE 3 O10XIMIYHHMX JOCIIJKEHb, SKE
MPaKTUYHO ITOJICHHO BUKOHYETHCS B KIIIHIKO-/IIarHOCTUYHMX JIaboparopisx. [Ipuunaa BUHATKO-
BOI MOIYJISIPHOCTI TECTy IOB'SI3aHa 3 BHUCOKOIO 3aXBOPIOBAHICTIO HA I[yKpOBHUH aiaber. JlaHwmii
TECT MPU3HAYAETHCS JIKAPSAMH SK B YMOBaX CTaI[lOHApy, Tak 1 B moikiaiHikax. Kpim Toro, xBopi
Ha I[yKpOBUH JiabeT TaKoX 3MYIIEH] MOCTIHHO KOHTPOJIIOBATH PIBEHb IJTIOKO3M B KPOBi B JOMa-
Ta)XKEHHS, 3aCTOCYBaHHA 1HCYINIHY Ta IHIIMX YKPO3HWKYBAJIbHUX IpenapaTiB. Bunstkosa miar-
HOCTUYHA BaXJIMBICTh TECTY 1 BEJIMKA YAaCTOTA Ta OOCITU JOCHIKEHb 3yMOBUIH TOSIBY YHCENb-
HUX METOJIB BU3HAUCHHS KOHIIEHTpAIl IMIFOKO3W B KPOBI Ta CTBOPEHHS PI3HOMAHITHHUX THIIIB
MpUIIAIB A iX peaizariii.

B nanwmii yac icHye OinbIie COTHI METO/IB BU3HAYCHHS TIIFOKO3H, SIKi 3a CHEHH(IKOI0 Ta
XIMIYHUMH MEXaHi3MaM{ MOKHA PO3JIUTUTH HA TPH TPYIIN:

1. PengykroMeTpuuHi (B HaIll Yac Mai>ke HE BUKOPUCTOBYIOTHCS Yepe3 HEJOCTAaTHIO TOY-
HICTB), SIKi 0a3yIOTHCS Ha BiHOBITIOBAILHUX BIIACTUBOCTSX aJIbJICTiIHOI IPYITH TITFOKO3HU

2. KonopumeTpuuHi (B Hall 4ac Maike HE BUKOPHUCTOBYIOTHCS Yepe3 HEAOCTaTHIO TOY-
HICTB), AKi 0a3yIOTHCS Ha BIIACTHUBOCTI IIFOKO3M Ta ACAKUX 11 MOXIAHUX yTBOPIOBATH 3abapBicHi
CIIOJTYKH

3. ®epMeHTATUBHI:

a) TJIFOKO300KCHTa3HUM

- (oTroMeTpUUHMIT IO KIHIIEBIM TOYII



- (hoTOMETpUUHUHN KIHETUIHUN
- (hoTomeTpis BimoOpaskeHHs (BIIOUTTSA) — «Cyxa» XiMis
- @IIEKTPOXIMIYHUI

0) reKCOKIHA3HMIA.

I'nroko3o0xkcuaasHUil METO
CrhoromHi HaOUIBIIOTO MONMTUPEHHS HAOyJIW METOJM, 3aCHOBaHI Ha BUKOPHCTaHHI (ep-
MEHTY TJIFOKO30KCH/Ia3H. B OCHOBI METOY JIeXKUTHh HACTYITHA PEAKITis:

Imoxkoz00kclla3s

MMkoza + Hz O + Oz w | NHKOHOBA KWCNOTa + 2 Helsz

I'moK030KCH1a3a OKUCIIOE TIIOKO3Y 10 TJIIOKOHOBOI KHCIIOTH, KaTalli3yloUH «IepeHe-
CEHHs» JIBOX MPOTOHIB Ta IBOX €JIEKTPOHIB 3 MEPIIOTO BYTJICIIEBOTO (QJIbJIET1AHOTO) aTOMY TIIO-
KO3U Ha PO3YMHEHHUH B PIIKOMY peareHTi KUCEHb 3 YTBOPEHHSIM Iepekucy BoaHio. [Ipudomy, B
X0/l peakilii MePeKuc BOJHIO BIIHOCHO TJIFOKO3H YTBOPIOETHCS B EKBIMOJSIPHHX KIJTBKOCTSX,
TOOTO KUIBKICTh YTBOPEHOTO MEPEKUCY (B MOJISAX) JOPIBHIOE KITBKOCTI TIIFOKO3H (B MOJISIX) B PO-
3uiHi. TakKuM YMHOM, BUKOPHCTaHHS TIFOKO30KCHIA3HOI peaKilii, TpaHchopMye TOCUTh CKIIaTHE
3aBJIaHHs BU3HAYCHHs Oe3MocepelHhO KOHIIEHTPAIil TIIIOKO3H B 3aBJIaHHS BU3HAYCHHS KOHIICH-
Tparii mepeKkucy BOJHIO, SIKe 3HAYHO MpocTime nepmoro. Hachoromni icHye neKijgbKa METOIIB
BU3HAYCHHS KOHIIEHTpAIlli MEpeKUucy BOJHIO, IO IIHPOKO 3aCTOCOBYIOTHCS B J1aOOpaTOpHii
MPaKTHIII.

['on0BHI METOIM BUKOHAHHS TIIOKO30KCHIA3HOI peakilii, siki 3aCTOCOBYIOTHCS B Cydac-

Cnocodu peeccrpanii pe3vjbTaTiB ITIOKO30KCHIA3HOI peaKIil

GioximiuHi eNIeKTPOXIiMiYHi
/ \ (thepmeHmamueHo-amnepmempuYHi)
«MOKpa» Ximis «cyxa» ximis / \

depmeHTHI eNeKTPOXiMiuHi

eneKkTpoau eNleMeHTU nopTaTus-
memb6paHHOro TMNy HUX NIOKOMeTpiB
peaKkTusm (Biosen, Esat) (EnTa-Carennir)
ONA TpaguuinHoi
6ioximii

N

HaniBKiNbKicHa ) KinbKicHa )
(mecm-nonocku) (eidbueHi pomomempu i
- : mecm-noaocku 00 Hux)

Cepen nepepaxoBaHUX BHUIIE CIOCOOIB peecTpallii HalOLIBIIOr0 MOIMMpPEeHHsT HaO0yB (o-
TOMETPUYHHNA G10XIMIYHUI METO/, B IKOMY MOJIEKYJIH MIEPEKUCY BOJHIO MiJ Ai€l0 (hepMEeHTy Ie-
POKCH/Ia31 PO3IICIUTIOIOTHCS 3 YTBOPEHHSAM aKTHBHOI (DOPMHU KHCHIO — Cymepokcua-aniony (02),
SIKUH B CBOIO YEpPr'y OKHCIISIE XPOMOTEH, 110 MPU3BOAUTH 10 3HAYHOI 3MIHU CHEKTPY IMOTIMHAHHS
BHUXIJTHOTO XPOMOTEHY.

Mepodckaasa

KONbOpPOBUA |

NPOaVKT +HA
Benuka nmonysspHIiCTh TaHOTO METOAY BHU3HAUEHHS TIIIOKO3U 3yMOBJIEHA HOTO BHCOKOIO

creur(ivHICTIO 1 MPOCTOTOI0 BUKOHAHHSA. METOJ MOYKHa peali3yBaBTH SIK 13 3aCTOCYBaHHIM

3BHYafHOTO (JOTOMETPA, TaK 1 32 IOTIOMOT0I0 aBTOMAaTUYHUX O10XIMIYHMX aBTOAHAJ13aTOPIB.

H,0, ————— O, + xpomoreq ——=
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['mroko30KCcHIa3HMIA METOJ] BUSHAHHUKA CHOTOJHI OAHUM 3 HAWOIIBII TOYHHX KITBKICHUX
METO/I1B BU3HAYCHHS TIFOKO3H. B sIKOCT1 010710T1YHOTO MaTepiary BUKOPUCTOBYETHCS SIK CHPOBa-
TKa KpOBI, Tak 1 LinbHA KpoB. [Ipu poOOTI 3 OCTaHHBOIO CIiJ BpaXOBYBAaTH TOM (akT, IIO MPH
B3STTI KaIJIsPHOI KPOBI YaCTKAa CUPOBATKH (TIJIa3MH) 3aJICKHUTh BiJl BETMYUHHA T€MATOKPUTY, IO
MOYKE€ HEraTUBHO BiJOMTHUCS HA TOYHOCTI pe3ynbTaTy. TOMY NpH BU3HAYEHHI TJIIOKO3U BHILE3a-
3HAQYEHUM METOJIOM OUIBII AOIJIBHO BUKOPHUCTOBYBAaTH CUPOBATKY KPOBI MAIll€HTA.

Oxpim TpanuuiitHoro MeToay (poToMeTpyBaHHs MO KiHLeBiil To4li, Kijlbka POKiB TOMY
3'SIBHTHCS HAGOPH, B SIKUX peali3oBaHuii KineTHuHuii Meroq (oTomerpyBanus. Moro cyts mo-
JsTae B TOMY, IO NP IIEBHOMY CITiBBITHOIIIEHHI aKTUBHOCTEW TIIOKO30KCHUIA3U Ta MEPOKCHIA-
3W, MIBUJIKICTh YTBOPEHHS (hapOOBaHOI CIIOIYKH JCSIKUNA Yac MICisi BHECEHHS MPoOU B poOOUHiA
po3uuH Oyze mpomnopiiiiiHa KoHIEeHTpanii roko3u B mpo0i. [lepeBara Takoro Merony nossrae B
TOMY, IO PE3YJIbTAT HE 3aJCKHUTh BiJ HaSBHOCTI B TPOOI 1HIITUX CIOJIYK, OCKIJILKH TTOTJIMHAHHS
ocTaHHiX crabinbHe B yaci. [IpoTe BiH mepenbauae 3acToCyBaHHs KIHETUYHOTO (poTOMeTpa, Ha-
MBaBTOMATHYHHUX aHAJIi3aTOPiB a00 aBTOMAaTUYHUX O10XIMIYHHUX aHATI3aTOPIB.

KoHneHTpalito riroKo3u IiIbHOT KPOBi 3pyYHO BUMIpPIOBATH NpUiIalaMH, poOoTa SIKHX 3a-
CHOBaHa Ha aMIIePOMETPHYHOMY NMPHUHIUI BUMipIOBaHHS, 32 JIOTIOMOTOI0 CHEmiadbHUX (ep-
MEHTHUX JaT4yuKiB. [lepekuc BOIHIO — BKpail HecTabilbHA XiMiUHA CIIONIyKa, SIKa MOXE CIIY>KUTH
JDKEPEIIOM 3aps/UKCHUX 4acTUHOK. CaMme 11e 1 BUKOPHCTOBYETHCS B (EPMEHTHHUX JAaTUYUKAX MEM-
OpaHHOrO THUITY 200 eNEeKTPOXIMIYHUX EIEMEHTaX MOPTATUBHUX TIIIOKOMETPIB.

Crnin mam'siTaTé ¥ PO HEMIOJTIKU TIIFOKO30KCHIa3HOTO MeToxy. [lo-mepiie, mepekuc BoI-
HIO 1 CYMepOKCH/]I aHIOH-PaIUKaJ, SIKI YTBOPIOIOTHCS, MOXKYTh OKUCIISITH HE TIILKUM XPOMOTEH, a i
1HIIIl pEYOBUHH, TPUCYTHI B O10JIOTTYHHUX PIIUHAX: aCKOPOIHOBY KHCJIOTY, CEYOBY KHUCIIOTY, O1Ti-
py6in. Ilpu mpomy, BiIMOBIHO, YAacTKa MEPEKUCY, siIKa Oepe y4acTh B OKHCICHHI XPOMOTEHY,
3HWKYETHCS, 10 IPU3BOANTE JI0 3aHWKCHHS Pe3yibTaTy 1o TiroKo3i. [lo-npyre, nieit meron 30e-
pirae JiHIAHICTD, SIK MPABUIIO, 1O KOHIIEHTpaLii Tiroko3u He Buiie 20-30 MMoJIb/I1.

I'excokiHa3zHHH MeTO
I'excokiHa3zHUN METOJ TaKOXK CKJIATAETHCS 3 JBOX IMOCTIJOBHUX PEaKIlii, ajge 30BCIM 1H-

11050.@ .
reKCoKiHa3a

[Mioroza + AT p [ nwokozo-B-thocdaT +A0D

rnoKo30-6-pocoar-
periaporeHasa

MMukozo-Bdocdar +HAOQD = GBdocdornokoHaT + HAQTH:

PesynbraTu peectpytotbes 3a citnonorauHanasM HAJID-H (nosxuna xBuii 340 HM).

Ileit meTox € BUCOKOCTICIM(IYHUM 1 HE Ja€ Peakilii 3 IHIUMHA KOMIIOHEHTAMHU CHpPOBAT-
KU KpoBi. BiH BBaxkaeThbcs pepepeHTHUM JUIsl BUSHAYCHHS TIIIOKO3U.

I'excokina3zHuii MeToj (Ha BIAMIHY BiJ TJIFOKO30KCHAA3HOTO) 30epirae JHIMHICTH J0
KOHIEHTpaIlii TTroko3u 50 MMOJIB/JI, IO T03BOJISIE HOTO PEKOMEHTyBaTH, TIEPeayCiM, TSl €HJI0-
KPUHOJIOTIYHUX IUCIIAHCEPIB Ta KIIHIK 3 €HJIOKPUHOJIOTTYHUMU BiJITIJICHHSIMHU.

JlabopaTopHa AiarHOCTHKA IYKPOBOTro AiadeTy

Po3pi3HSAIOTH 1B OCHOBHI IpyIU rimepriikemiii:

1. IncyasipHa — noB'si3aHa 3 HEAOCTATHIM BMICTOM 1HCYJIiHY a00 00yMOBiIeHa Hee(heKTH-
BHICTIO HOTO il.

2. HeincynsipHas (mo3aiHCyJsisipHa) — HE 3aJICKHUTh BiJl BIUIUBY 1HCYNiHY. Haitbinbmr ic-
TOTHE 3HaueHHS B ii (hOpMyBaHHI MaIOTh:

* TaJbMYBaHHS CHHTE3Y TIIKOTeHY

* MOCWUJICHUH po3majl TIiKOTreHy

* MiIBUINECHUHA TITIOKOHEOTCHE3

* 3HIDKEHHSI YTUJIi3allil MII0OKO3U TKaHUHAMU
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["anpMyBaHHS CHHTE3Y ITIKOTeHY abo HOoro mocuiIeHu# po3naj HailuacTimie MoB's3aHui 3
TU()Y3HUMHU ypaKEHHSIMH MEUIHKH (EeoXpOMOIMTOMI (TinepyHKITIs
MO3KOBOTO IIapy HAJHUPKOBUX 3AJI03 — TiMeKaTeXoIaMiHeMis).

[TinBuIIEHH TIIIOKOHEOTeHE3 Ta 3HIKCHHSI YTUITI3alli] TIII0OK03U TKaHUHAMH
Mi]] BILTABOM TOPMOHAIBHHUX AHTATOHICTIB 1HCYIIHY (2170KOKOPMUKOIOi8, COMAMOMPONIHY, 2i0-
KaeoHy, MUpOKCUH) Ta 1H.) CTIOCTEPITaEThCs Mpu cuHApPOoMI Inenko-Kymmara (rinepnpoayKitis
KOPTHU30I11y), aKkpomeraiii (rinepnpoayKIlisi COMaTOTPOITHOI'O TOPMOHY), THPEOTOKCUKO31, TIIFOKa-
TOHOMaX.

Buninsaiore Takox rinepriikeMii HEHTPaIbHOTO MOXOMKEHHS — HACHIJOK MEXaHIYHOTO,
TOKCHYHOTO, TIMTOKCUYHOTO Ta iH. 30y/KEHHS HEHPOHIB «IIYKPOBOTO IIEHTPY», SIKUHM pO3TaIIOBa-
HUil Ha aHi |V nutyHOuKy moBracroro Mo3Ky. HeBporenHi rimepriikeMii CocTepiraloTbes Mpu
TpaBMax rOJIOBHOTO MO3KY, TPOM0O031 MO3KOBUX CYAWH, BHYTPIIIHLOUEPEITHOMY KPOBOBUJIMBI, a
TaKOX MPH TOKKIA IHTOKCHKAIII1, TMXOMAaHIIi, eHIlealonaTisaX Ta IHIINX CTaHax. Y IHUX BHUMAJ-
KaX piBEHb TJIIOKO3H ITIBUIYETHCS HECYTTEBO — MakKCcUMyM J10 10 Mmmoib/i1. Pi3HOBHI0M HEBpO-
TeHHHUX Tinepriikemiil € emorliiina.

3HWKEHHS BMICTY TJIIOKO3W B KpoBi (Timoririkemisi) Moxe Oytr oOymMoBiIeHE aOCOJIOT-
HUM (rinepruiasis B-kmituH octpiBuiB Jlanrepranca) abo BiIHOCHUM (JlereHepalis o-KJIITHH OCT-
piBuiB Jlanrepranca) miaBUINEHHSIM PIBHS 1HCYJIIHY, SIKMH 1HT10Y€ TIIIKOTEHOMI3, TAIbMY€E TIIIO-
KOHEOTeHe3 Ta MPUCKOPIOE TPAHCMEMOPaHHHM TPAHCIOPT IUIFOKO3U B KIITHHH.

[lepBuHHA TiMEPIHCYTIHEMISI CIIOCTEPIraeThCs, HacCaMIEpe, MPU THCYIIH-TIPOAYKYIOUHUX
NyXJIMHAX OCTPIBIIB MiAINUTYHKOBOI 3ay103 (IHCYJIiHOMa — HaifyacTtima (QyHKIIOHYyI04Ya €HJ0-
KpPUHHA MyXJIMHA TiANUTYHKOBOT 3aJ103H, YaCTOTa SIKOi 3a TaHUMH ACSKHX JTOCIIKEHb, CKIIaIae
10 60% 1 Gunbie) 1 cuaapomi 3ominrepa-Enicona (ractpuHoma).

Hemankpeatudna rimorimkeMis CIIOCTEPITAETHCS B Pe3yIbTaTi MOPYIICHHS OallaHCy MIXK
BUPAXKEHICTIO MPOILIECIB YTBOPEHHS Ta PO3Majay INIIKOT€HY B MEYiHIN MPH TOCTPUX 1 XPOHIYHUX
renaTuTax, [Upo3ax, TOCTPii 1 mArocTpiit auctpodii meyiHKM, aIKOTOJIbHIM 1HTOKCHKAILii, OTPY-
€HHI MUII'IKOM, TPUBATI MeXaHI4HI{ >KOBTSHUII, IEPBUHHOMY 200 METAaCTaTUYHOMY paKy Iie-
YIHKU.

Iinormikemist CynpoBOJKye 0araTo eHAOKPUHHUX 3aXBOPIOBaHb, B TOMY UHMCIII rinodiza-
PHY 1 HAIHUPKOBY HEJIOCTATHICTh, TIMO(YHKITIF0 ITUTOBUIHOT 3aJ103H.

Bona Mo)ke BUHUKHYTH TaKOX 1 NP IIYKPOBOMY Jia0eTi BHACIHIJOK Pi3KOr0 3HMKEHHS
PIBHS TJIFOKO3H MPH HEMPABUIIBHO MiaiOpanii Teparii(!).

Onwucani BUNAAKU TPAH3UTOPHOI TIMOTIIIKEMIii HEHTPAIBHOTO MOXOJKEHHS — HACHIJIKU
MEePEHECEHUX TICUXOJIOTIYHUX TPaBM, eHIehaliTy, Cy0apaxHOilaaIbHOTO KPOBOBUIMBY, MyXJIMHH
MO3KY.

3yCTpiYaeThCsl W CIIOHTAHHA TIMOTIIKEMIsl, 10 BUHUKAE MICIIsI KOPOTKOYaCHOI aliMeHTap-
HOI rinepriikeMii, BUKJIMKaHOT YaCTUM BXKMBaHHAM Oararoi ByrieBonamu xi. Haituactime BoHa
BIJI3HAYAETHCS Y ACTEHIKIB, €MOIIIHO HECTIHKHUX 0Ci0, MIJIs SIKUX XapakTepHa ITiIBUIICHA TyTJIH-
BICTH JIO IHCYJIIHY.

OcobnuBa (hopma rinoriikeMii 3 KeTO30M BHUSBISETHCS Y HOBOHAPO/DKEHUX JIITEH BHA-
cIigoK AedinuTy anaHiHy abo MpU HENEPEeHOCUMOCT] JeHLNHY, KU 1HAYKY€e CeKpelito iHCYIIi-
Hy. TakoX TIMOTIIKeMIYHI CTaHHW CIIOCTEPITalOThCS Y JIITeH, HAPOHKEHUX BiJ] )KIHOK XBOPUX Ha
yKpoBuii fiabet. [IpnunHOI0 1BOTO € Te, 110 MiIBUIIEHUH BMICT INIIOKO3H B KPOBi Matepi nepe-
JAETHCS TUIOY 1 BUKJIMKAE Y HBOTO Timepruiasiro B-KiIiThH ocTpiBiiB JlanrepraHca, mo 306epira-
€TbCS MICJIA HAPOJDKEHHS 1 BUKJIMKA€E TIOCHIIEHY IPOAYKIIIO 1HCYIIHY.

I'moxo3ypist. [Ipu ¢izionorivHOMY piBHI TJIFOKO3H B KPOB1 B €Yl 3/I0POBOI JIIOJJUHU BOHA
HE BUABISETHCA, OCKUIBKH Micis (pimbTparii B Kiyooukax peadcopOyeThCsi B MPOKCHMAIBHUX
KaHAIBISIX HepoHiB. HupkoBuii mopir ais rimroko3u ckianae 7,8-9,0 mmons/n. Tomy npu rinep-
TJIIKeMii BUIIE I[UX 3HAYCHB TJIF0K03a BUSIBIIIETHCS B ceul (rimepririkeMist 3 rilKo3ypi€ew).

Pazom 3 TuM, TosiBa TITIOKO3W B CE€Ul BU3HAYAETHCS HE TUIBKHU 11 KOHIICHTPAIIEI0 B KPOBI.
e 3amexXuUTh TaKOX BiJl CTaHy HUPOK, TOOTO BIJMOBIAHOCTI MpoueciB ¢inbTpanii Ta peadcopOrii
TJIFOKO3W B HUX. B 3B 53Ky 3 MM PO3PI3HAIOTH 2 TPYIH TIIIOKO3Ypid: TIIEpriikeMiyHa 1 HOpMO-
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rimikemivHa. [imepriikeMiuHa, sIK 3a3HA4aioCh BUIIE, CIIOCTEPITaeThes MPH BUPAKEHIN Timep-
rmikemii. HopMorui-kemiuHa riioko3ypisi oB's3aHa 3 TOpYIICHHSM peadcopOiii TIroKo3u B
HUPKOBUX KaHabLAX. OCHOBHUMHU NPUYMHAMH ii € IHTOKCHKAIS PTYTTIO, OKHUCOM BYTJELIO,
CTPUXHIHOM, CHOJIIMHUMH TIpernapaTaMu, Xjopodopmom, Mop}iHOM Ta IHIIUMHU crioyKaMmu. Ta-
KOXK BOHA 3YCTPIYA€ThCA MPU TIIOMEPYIOHEPpUTi, XpoHIYHOMY TienoHedpHTi, HEPpO-CKIepo3i,
He(DpOTUIHOMY CKJIEPO3i, BariTHOCTI.

Po3pi3HAIOTH TaKOX aliMEHTapHY TIIIOKO3YPil0, sIKa CIOCTEPIraeThCs MiCHs MpUiloMy Be-
JIUKOI KUTBKOCTI BYTJIEBOIIB 1 3HUKAE Yepe3 2-3 TOANHHU.

Hatiuacrimme criiika i BUpa)KeHa TinepriikeMisl CIOCTePIraeThes IMPHU IyKPOBOMY Jia0eTi.

IlykpoBuii aiabetr — omHa 3 HaWOLIBII CEPHO3HUX MPOOJIEM CydacHOi CBITOBOI MEIUIIH-
HU. 32 octaHHi 30 POKIB BiIMIYa€ThCS Pi3Ke 3pOCTAHHS PO3MOBCIOPKEHOCTI Ta YUCENBHOCTI 3a-
XBOPIOBaHb Ha IYKPOBHUH JiabeT B yChOMY CBITi, B IEPIIy YEpry B MPOMHUCIOBO PO3BUHYTHX
kpaiHax (5-6% wnacenenns). 3a manumu BOO3, HachoromHi y CBiTI HapaxoByeTbcst 371 MITH.
XBOpUX, a 10 2025 poky ouikyeThcst 552 MIIH. XBOPUX Ha IyKpoBuUH niadet, 3 sikux 80-90% Oy-
IyTh CKJIAZIATH XBOPI HA LIYKPOBUIl 11abeT APYroro THILY.

3a MaHUMH eIiIeMIOJIOTIYHUX JOCTIDKeHh OCTaHHIX POKIB B YKpaiHi 3apeecTpoBaHO
O6mu3pKo 1,5 MITH XBOpHUX Ha IyKpOBH Aiadet (fioro momupeHicTs ckianae noxHaa 3000 xBopux
Ha 100 THC. HaceNeHHs) T a ICHY€E HassBHA TECHACHIIIS TTOCTIHHOTO 3017BIIICHHS YHCIIa XBOPHX.

OpnHi€ro 3 HAOUTBII aKTyaJIbHUX OCOOJIMBOCTEH /11a0eTy B HAIIl Yac € 3Ha4He 301IbIICHHS
YUCEIHHOCTI 3aXBOPIOBAHb CEepe]l MOJIOIMX JIFOJEH mparie3aaTHoro Biky (10 40 pokiB) Ta, 0co0-
JIUBO, JITEH.

Pi3HOMaHITHI yCKIaAHEHHS TIPH I[yKPOBOMY /ia0€Ti € TOJIOBHOIO NMPUYMHOKO 1HBAJIi3a-
il XBopuX (HaWOULIBII PaHHBOI cepel] YCiX XPOHIYHHMX 3aXBOPIOBAHB!), CKOPOUCHHS TPUBAIOCTI
X )KUTTS Ta BUCOKOI JIETATbHOCTI.

HyxpoBuii aiader — 1e rpyna MeTaOOJIYHUX 3aXBOPIOBaHb, 110 XapaKTEPU3YETHCS Ti-
MePTIIiKEMI€IO (3 TIIOKO3YPI€I0 Ta KETOAIHUI030M a00 0e3 HHX ), OPYIICHHSIM BCIX BU/IIB OOMIiHY,
SK1 € HACIIKOM Je(eKTiB CUHTE3y IHCYIIHY UM 3HIKCHHAM YYTJIMBOCTI 70 Horo Aaii abo 00ox
[IUX YMHHHUKIB. XpOHIYHA TimepriikeMis mpu aiabeTi CympoOBOKYEThCS YpaKEHHSIM, TUCHYHK-
III€I0 Ta HEJOCTATHICTIO PI3HUX OPraHiB Ta CUCTEM, 30KpeMa, O4ei, HUPOK, HEPBOBOI CUCTEMH,
cepls Ta KPOBOHOCHUX CYIHH.

Po3pi3HsAI0Th 2 OCHOBHUX TUIH LyKpoBoro aiabety: tum I (incyniHo3zanexxuui, I310) 1
tun Il (incyninonezanexuuii, [H311/]). XapakTepHi CHMITOMOKOMIIEKCH Y BHTJISI TOJIypii,
HOJIMIICIT 1 BTPATH MacH TiJIa CIIOCTEPIraloThesl MPU 000X TUTAX.

BuainsroTs Tako MOPYIICHHS TOJIEPAHTHOCTI JI0 TIFOKO3U — MPOMDKHUN €Tall MK MeTa-
OOJIYHUM CTAHOM 3/I0POBHX JIIOJICH 1 XBOPUX Ha IYKpoBuUil aiaber. Lleit cTan miarHocTyeThest Ha
MIiJICTaBl TPUBAJIOT MiABUIIICHOI KOHIICHTPAIIIl TJIIOKO3W B KPOBI ITCJIS MONEPEIHHOTO BKUBAHHS
NEBHOI CTaHJAPTHOI KiJIbKOCTI BYTJIEBOIIB.

IykpoBuii xiader I Tumy — 1e meTaboJiyHE 3aXBOPIOBAHHS, SKE XapaKTEPU3YETHCS
XPOHIYHOIO TiNEPrIliKeMi€0, 00yMOBIIEHOIO 3MEHILICHHSIM CEKpellii iHCYNiHy a00 MPaKTHYHO I10-
BHOIO 11 BijicyTHicTIO. [IprunHOI0 abCcomOTHOTO AeIUTY 1HCYIIIHY € BTpaTa 0eTa-KIiTHH OCTpi-
BIIB JlaHTrepranca mianuIyHKoBoi 3ano3u. [Ipu koMY MOPYIIYIOTHCSI BYTJICBOIHHM, JIMiTHUH 1
O11KOBHI OOMIH.

Takuit niabet yacriie BUSIBJISIOTH B AUTSYOMY a00 MiUTITKOBOMY Billi. 38 CyYaCHHUMH
ySIBIICHHSIMH, BHHUKHEHHSI 3aXBOPIOBAHHS ITOB's13aHE 3 BIPYCHOKO 1H(EKITi€r0, HeaIeKBaTHOIO PO-
00TOI0 IMYHHOT CHCTEMH 1 CIIaJKOBUMHU MPUYMHAMU (YCIAKOBYETHCSI HE caM Jia0eT, a TUIbKH
CXWJIBHICTB JIO HBOTO).

Haii0inpi xapakTepHuMu cuMnToMamu fiadety | Tumy € aHoManbHa cripara i CyXicTb y
pOTi, IPUCKOPEHE CEUOBUITYCKAHHS, HIYHE HETPUMAaHHS ceul, AeIiUT eHeprii 1 KpailHs BTOMa,
NOCTifiHE BITUYTTS TOJIO/Y, palToBa BTpaTa Baru, KaTapakra Ta IMOpyIIEHHS 30pYy.

Hia6et | Tumy qiarHOCTY€ETHCS 32 HASIBHOCTI IIUX CHUMITTOMIB Y TIOETHAHHI 3 PE3YJIbTaTOM
aHaJi3y, 110 BKa3y€e HAa BUCOKUH PIBEHB TJIIOKO3H B KPOBI.

13



Hyxposuii aiader II Tuny — 1e nopymeHHs BYTJIEBOJHOTO OOMiHY, CIPUYUHEHE Tepe-
BKHOIO 1HCYJIIHOPE3UCTEHTHICTIO Ta BITHOCHOIO 1HCYJIIHOBOIO HEJIOCTATHICTIO a00 3 TepeBax-
HUM Je(EKTOM CeKpelii IHCYIIHY 3 IHCYTIHOPE3UCTEHTHICTIO.

Leii tum, sik mpaBuiio, po3BuBaeThes y Bimi 30-40 pokiB 1 OibIIe Yy JTIOJEH, IO MAOTh
HaaMipHY Bary. [Ipu npomy miguiiyHKoBa 3a103a BUPOOIISi€ 1HCYIIH, ajle KIITUHH OpTraHi3My He
MO’KYTh IPAaBUJILHO Ha HHOTO pearyBaTH, X YyTJIUBICTb 10 1HCYJIIHY 3HI)KEeHA. Yepes 1ie IoKo-
3a HE MO)K€ MPOHUKHYTH B TKAHWHHU 1 HAKOMTUYYETHCS B KPOBi. 3roJIoM MpH AiadeTi APYroro Tu-
Iy MO’K€ 3HIDKYBATHUCS 1 IPOIYKIlIS 1HCYJIIHY, TaK SIK IOBIO ICHYFOUHI BUCOKHU PIBEHB TITFOKO3H
KPOBI 3ryOHO i€ Ha KJIITHHH, 5IKi HOT0 BUPOOIIAIOTH.

CumnTomamu 1ykpoBoro miadery Il Tumy € mpuckopeHe ce4oBHIyCKaHHS, HaaMipHA
crpara, HaJ3BU4aiiHO CHJIbHE MOYYTTS TOJI0Y, PO3IUIMBYACTICTD 30pY, AeilUT eHeprii i KpaiHs
BTOMA, OHIMIHHS Ta MTOKOJIFOBaHHSI B pyKax 1 HOTax, MOBUIbHE 3aTOEHHS paH 1 peruanBHI 1H)EKITii.

bararo mrozeit 3 niaberom Il Tumy He 3HAIOTH MPO CBiM CTaH MPOTATOM TPUBAJIOTO YaCy,
TOMY III0 CHMIITOMH XBOPOOH 3a3BHYail HE TaKi OYEBUIHI, IK CUMIITOMH aiadery [ Tury.

OCHOBHI J1arHOCTUYHI KpUTEpil IyKpOBOro AiadeTy 0a3yioThbes Ha JOCHTIKEHHI LYKPY
KPOBI i HASIBHOCTI KJIIHIYHUX CUMIITOMIB.

Kuiaiuai cuMnToMu IyKpoBOTO miadeTy — Iie MoJiypist; MOJiaIncis; mofidaris; BTparta
MacH Tija; HIYHEe HETPUMAaHHS Cedi; CYXICTh CIM30BHX 00OJOHOK pOTa; CBEpOISTUKa MIKIpH 1 CIU-
3yBaTHX; MiJBUIIIEHA HEPBOBA 30YJIUBICTh; TOJOBHUH OL7b; OUIb B YEPEBHIN MOPOKHUHI, HYJIO-
Ta, OmoBOTa (0COOMMBO TMPU KETOAIUA031); MiabeTUYHUN pyM’siHEIb; 3alax ameToHy 3 poTa;
CTOMATHT, B T.4. aHTYJIIPHUH; YacTi iHPeKIiT; QypyHKYIb03, SUMEHI; IIOPYIICHHS 30DY.

JlabopartopHi — rinepririkemis; TIIOKO3ypis (3a3BUYail 3’ IBISETHCS TIPU PiBHI IiIiKeMii Oi-
JbIIe, HDK 8,88 MMOJIB/T); KETOHYpIs, TIABUIICHUNH PiBEHb TIIIKO3UIHOBAHOTO TeMOTI00iHY; Ha-
SIBHICTh ayTOQHTHUTLI 10 aHTUTeHiB OeTa-KIIITHH, A0 1HCYIiHY, piBeHb C-ienTumy.

JliarHOCTHKA ITyKPOBOTO J11a0eTy 0a3yeThCsl Ha HACTYITHUX JOCIHKEHHSX :

1. Anani3 piBHS INIoKo3u B mia3Mi Haruie. IlepeBipsie piBHI riitoko3u Hatmie. s oro
MPOBEICHHS HEOOX1THO HE iCTH 1 HE TUTU HIYOTO, KPiM BOJAM, MPOTATOM 8 TOAWH Tepe] aHai-
3oM. [IpoBeneHHs aHami3y 3a3BUYail MPU3HAYAETHCA HA PAHKOBI FOJJMHM, 10 CHIJTAHKY.

2. BuMmiproBaHHS piBHsI TJIIOKO3H B TUIa3Mi B Oy/Ib-sIKWi MOMEHT 0€3 To-TIepeHbO1 Miaro-
TOBKH 110 TecTy. Lleit anani3, 3a3Buyail, NpOBOAUTHCS TOJI, KOJH €
OYEBHIHI CUMIITOMHM J1ia0eTy (HeCmo IiBaHa BTpaTa Baru, KpailHs BTOMa Ta iH.).

3. IlepopanpHuii Tect Ha TonepanTHiCTh H0 Tioko3u (IITTT). IlepeBipsie peakiiiro op-
raHi3My Ha I[yKpOBE HaBaHTaXCHHs. J[JI1 MpoBeneHHS IHOTO aHai3y HEOOXITHO BHITUTH
CrieniaJbHUN CONOAKUM Hamiil. PiBeHb yKpy B KpOBI BUMIPIOETbCA J0 MUTTS 1 yepe3 KoxkHi 30
XB. MICJI HBOTO MPOTSATOM 2 TOJIUH.

4. Anani3 Ha raikipoBanuil remorno6in (HbAlc). Busnauae cepenniii piBeHb LIYKpY B
KpOBI 3a ocTaHHi 2-3 micsi. [[is mpoBeneHHs bOro aHali3y He MOTPIOHO TOI0IyBaTH a00 MUTH
10-HeOy b 0coOHBe.

BiaminHOCTI Ta 0cobmuBocCTI epediry mykpoBoro maiadety I-ro i II-ro TumiB HaBeneH1 B
TaOJUIIL.

Tun 1 Tumn 11
. KOMOIHOBaHMH 1ePEeKT ceK-
ayTOIMyHHE 3HHIIECHHS o s . . 3
MaToreHe3 . : : perii iHCyIiHy Ta 1HCYIiHO-
B-kmiTHH; HecTaya 1HCYIIHY .
PE3UCTEHTHOCTI
emnigemiosoris (mo €Bporri) 0,02-0,4 % 1-3%
ayTOIMyHHa JECTPYKIIis [3- HEeB1JI0Ma, HEJIOCTATHS 1H-
eTi0JI0Tis KIIITHH TAaHKPEaTUIHUX CyJTiHOBA ceKpellis abo iH-
OCTpIBIIIB CYJIIHOPE3UCTCHTHICTh
BIK BUHUKHEHHS IUTSYUN BIK > 30 pokiB
. . HOpMaJlbHa, YacTo
Bara Tija 3a3BUYail 3HMKEHA
HaJJIMIIKOBA
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MOYaTOK 3aXBOPHOBAHHS IIBUIKAN [MOBIJIbHUH
CXWIBHICTh 10

BHCOKa HU3bKa
KETOAINI03y
OXKUPIHHS piako 4acTo
€HJIOTEHHUI 1HCYIIH HU3BKUM a0 BIICYTHIN HOpMa YW TiJIBUIIECHUN
AHTUTIIIA [0 KIITHH . . .
HasBHI1 BiJICYTHI

octpiBiiB Jlanrepranca
TeHETUYHA 3aJICXKHICTh MOJIIreHHA CUJIbHA

rinepriikemisi, TIIOKO3ypis, | TIMEpriiKeMis, TIIOKO3Ypisl.
KeTOHypis, keroamumo3. [lo- | [HCyniH Ha mowaTky 3axBo-

nabopaTopHa . . "
. IATKOB1 JOCIIIKEHHS — HU- pIOBaHHSI BHCOKUN a0o0 B
I1arHOCTUKA N X ) ) L.
3bKHUM PIBEHHb 1HCYJIIHY 1 | HOpMI, MIi3HINIE — 3HHMKYE-
C-nentuny Thesa. Keroanmmo3 — pinko
) . . . . Ji€Ta, MepopabHI TiMo-
TKyBaHHs €K30TCHHHI 1HCYIIH, Ji€Ta

[JIKEMIYHI JIIKA

B naBeneHniit Hik4e TaOnUIll 3a3HaUEH] pe3yIbTaTH BU3HAYCHHS PIBHS IIiKeMii Ta iX iH-
TepIpeTaris.

TecT Peayntrar Dlaruoa
> 4,0-< 8,1 MMONL/N Hopma
PiBEHL [MIOKO2M B NNaami ee- 2 6,1-< 7 MMONL/N MopylleHHA raikemil HaTlLe (NpegiateT)

HO2HOT KPOBI HaTLLE )
P L LU, Wwo notpetye niaTBepIXeHHA NOBTOP-

2 7 MMOnNk/ 1. ;
/ HUM TECTOM B IHLUMIA OEHE
[InA BCTAHOBNEHHA OiarHo3y 3pobUTU TecT
. 25,6-< 11,1 MmMone/n Ha BM3HAYEHHA PIBHA [MIOKO3W B NNasmi Be-
Bunankoewid piBeHs MIOKO31 HO3HOT KPOBI HaTLLe

KaninApHol KpoBi - - -
> 11,1 MMONL/ 2 HAABHICTIO LA, wo notpetye NiATEEpPIXEHHA NOBTOP-
KNACHYHUX CUMNTOMIB MNepraikemil | HAM TECTOM B IHLLIMIA feHE

< 7,8 MMOML/N Hopma

MopylLeHHA TONepaHTHOCTI 10 rmiokoau (NTT,

MepopansHWA rNIoKo20ToNe- > 7,8-< 11,1 Mmone/n npeqiatet]

PAHTHWRA TecT (ITT)

LA, wo notpetye NiATBEPIXEHHA NOBTOP-

= 11,1 MMons/n ;
' / HM TECTOM B [HLIKIA AgHE

[MiKo3uNEOBAHKUE reMornoGiH

> 6.5 % LA, wo noTpetye NiATRepPIXeHHA NOBTOp-
HbA1C (AK GaxaHWi TecT) =

HWM TECTOM B IHLUWIA OEHE

I'moxko3oTosiepantHuii Tect (I'TT) mpoBoAWTHCS ISl AIarHOCTUKHM MPUXOBAHUX TOPY-
IIEHb BYIJIEBOJHOTO 00MiHy. OOCTEXEeHHS MOKa3aHe y BUIAJKAX, SKIIO 3MICT TJIIOKO3U B KPOBI
HaTIIE KOJUBAETHCS Bl HOpMH 10 7,0 MMOJIB/JI, @ TAaKOk 0cOo0aM 3 BHSBICHUMHU (paKTOpamMH pH-
3WKY PO3BHUTKY IIYKPOBOTO Hia0beTy (IyKpoBHUH aiabeT y OMU3bKUX POIUYIB, HAPOHKCHHS BEIH-
KOTO IUIOJY, TMOPYIIEHHS TOJIEPAHTHOCTI JO TIJIFOKO31 B aHaMHE3i, eMi30[N4YHI Timepriikemii i
TJIFOKO3Ypii, OXUpiHHA (IHACKC Macu Tia > 27 Kr/mM2), KJIiHIYHA CHMIITOMAaTHKa ITYKPOBOTO
niabeTy Ha TJII HOPMOTJIIKEMii, HassBHICTh y Malll€HTa apTepiaibHOi rinepTeHsii, rinepxoiecre-
puHeMii, 0coOH, SIKi TPUBAJIMK Yac OTPUMYIOTH JiabeToreHH1 npemnapatu). [lokaszanus ajs tecty
TOJICPAHTHOCTI JI0 TJIFOKO3U MOXYTh 3aJI€)KaTH BiJl KOHKPETHOTO KJIIHIYHOTO BUIAJKY.

Bnponosx Tprox mi6 mepen mpoBeneHHsM ['TT xapuyBaHHS JIOAMHU Mae 3BUYAHUI
XapakTep (3 JOCTaTHHOIO KIUIBKICTIO BYTJIEBOJOBMICHMX MPOAYKTIB). 32 3 MOOM BiAMIHSAETHCA
NPUHOM Tia3WJIHUX JIypPETHKIB, KOHTPAICNITUBHUX TpenapaTiB, MIFOKOKOpTUKOimiB. [Ipu cucre-
MaTUYHOMY 3aCTOCYBaHHI Oy/Ab-SKMX IpenapaTiB HEOOXiTHO MOBIAOMHUTHU Jikaps. TecTt mpoBo-
JUTHCS BPAHIII HATIIE MICis 12-TOMWHHOTO TONEPEAHBOTO TOJI0TyBaHHS.

[Tpu mpoBeneHHI TeCTy BU3HAYAIOTh piBeHb ruiikeMii HaTie. [loTim o6cTexyBanuii Bipo-
JOBXK 5 XB. npuiimMae 75 T rimoko3u, pozunHeHoi B 200-250 mut Boau (i aiTel 103a TIIOKO3U
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BU3HAYA€THCS 3 po3paxyHKy 1,75 r Ha 1 kr macu Ttina). [1ig yac mpoBeneHHs TeCTy BHKIIOYA-
I0ThCS TiABUIIICHE (I3MYHE HaBaHTAKCHHS, TATIHHS, BXXKUBAaHHS Tki. PiBeHb TiikeMmii BU3Havae-
ThCst yepe3 1 i 2 roa. micis npuiioMy rTroKo3u (B meBHUX Bunaakax yepes 30, 60,90 Ta 120 xB.).

VY 310poBOi TIOAWMHU BKE Yepe3 15 XB. Mmicis MpUioMYy TIIFOKO3H CIIOCTEPIraeThes 3011b-
HIeHHs ii BMiCTy B KpoBi, sike MK 30 1 60 XBHIMHAMH J0CITa€ MaKCUMaJIbHOI BeTHuuHH. [ToTim
MMOYMHAETHCS 3HMKEHHS 1 10 120 XBUJIMHU BMICT TJIIOKO3U CSTA€ BUXIJHOTO PiBHSI, sIKE BiJI3Ha-
qanu Hatmiecepe (4 3 He3HAYHUMH BiJXHJICHHSMU B CTOPOHY IiJBUIICHHS a00 3HUKECHHS). Y
XBOPHUX Ha IYKPOBHUM J1a0CT BiA3HAYAETHCS MIABUINCHUN BUXIIHWA PIBEHb TIFOKO3HW 1 BHCOKA
rinepriikemis (MMoHa [ 8 MMOJIB/JT) BXKE Yepe3 TOAMHY MiCisl IIYKPOBOTO HAaBAHTAXKEHHS.

[Tpu nposeaenni I'TT 3 moaBiiiHMM HABAHTAKEHHSIM TJIIOK03010 JPYTY TOPITIIO JAI0Th
yepe3 1,5 rogunu micins nepmoi. Y 370p0oBOi JIIOIUHHU APYTHM MK rinepriikeMii Oyne MEHIINM,
HDK TIEPIINA, a y XBOPOTO Ha IIYKPOBUM J11a0eT BiH Oy/1€ BHIIE MEPIIOTO.

I'mikemiuna kpuBa Mae Tpu ¢asu. [lepma Qasza 3ymMoOBIeHA €0 BereTaTUBHOI HEPBOBOI
CHUCTEMH, KOJIU pedIieKc 13 CIM30BOi 0OOJIOHKH POTOBOI MOPOKHUHHU, NITYyHKA MEPEIAETHCS HA
CHUMITaTU4HI HEPBOBI BOJIOKHA, MICJI YOT'0 MOCHIIIOIOTHCS MPOAYKIIiS aipeHaliHy 1 po3maj IIiKo-
reny mnediHkd. [loyatok migBUINIEHHS PiBHS TJIIOKO3W B KPOBIi crioctepiraerbes uepes 10-15 xa.
BiJl TOYaTKy HaBaHTaXCHHSI.

Jpyra ¢aza xapakTepu3yeThCsl MAKCUMAJIBHUM MIAHOMOM, KM BigMmidaeThcst Ha 60 XB.
MICJIsl HABAaHTAXKEHHS, 1 B HOPMI PiBEHB TIIIOKO3M HA I1el yac OumbImii Bix BuxigHoro Ha 35-80%.
Is paza 3ymoBIE€HAa BCMOKTYBAHHSIM TJIFOKO3U B KPOB 13 KHUIIIOK.

Tpets (aza xapakTepu3yeTbecsi 3HIKEHHSIM BMICTY TJIIOKO3H, 1 B HOpMI uepe3 2,5-3 roa.
MOKE CITOCTEpIraTUcCs MOBEPHEHHS PIBHS TJIOKO3W J0 BUXIAHOTO a00 ONM3BKOrO 0 HBOTO 3a
3HAUCHHSIM.

Po3pi3HSIOTH AeKiTbKa OCHOBHHX BHU/IIB MIIKEMIYHMX KPUBHX (Ha CXEMi HIKYE).

1) nHopma

2) niadeToimHA — KpHMBa 3 BUCOKUM ITiIHOMOM, sIKa depe3 2-3 TOAMHU IC/IA HaBaHTaXCH-
HS HE MOBEPTAETHCS 0 BUXIAHUX 3HauyeHb (2a — npoctuit ['TT, 26 — noagiitauii I'TT). Cnocre-
pIraeThecsl TIPU I[yKpOBOMY aiabeTi, a TakoX (heoxpoMoIuToMi, akpomeranii, xBopoOi ImeHka-
Kyminra Ta iH.

3) ipuTaTMBHA — KpWBa 3 BUCOKHUM ITiIHOMOM Ta IIBHIKAM MaaiHHsAM. Taki KpHBi CIT0-
CTEpIraroThCs MPHU TIMEPTUPEO3i, TTIKOTCHO3aX, CHIBHIX eMOLIHHUX a00 TOKCHUKO-1H(EKIIHHUX
CTaHax

4) TopmigHA — KpWBa 3 HU3BKUM IIiJHOMOM 1 HIBHIKHM a00 MOBUILHUM 3HH)KCHHSIM.
CrnocrepiraeThbCst IpH 1HCYIIIHOMAX, MMAaTOJIOTIT MEYiHKH, MIKCEIeMI Ta iH.

Jlnist IpaBUIIBHOTO TPAaKTyBaHHS pe3yibTariB mpoBeaeHHs TTI HaiOiabIn BaxkIMBHHA ca-
Me XapakTep IUIIKeMIYHOi KPUBOI, X04a B JIEIKUX BUIAJKaX PEKOMEHAYEThCS TaK0XX PO3PAXOBY-
BaTH U MEeBHI KOEDIIEHTH:
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koedinienT boxyeHa (BiIHOIIEHHS MaKCUMAIBHOTO MiAHOMY TJIFOKO3H 10 11 BUXITHOTO
3Ha4YeHHsI, TOOTO Hatiie). B HopMi BiH popiBHioe 1,3-1,5. [Tigiiom Bume 1,5 o3Hauae maTosoriro

koedinienT Padanbebkoro (BiHOMEHHS TUPPHU MIHIMAIBLHOTO 3HAYCHHS TIIOKO3U 10
il BUXigHOTO 3HaUEHHS, HaTIIe). B HopMi BiH nopiBHioe 0,9-1,04.

B 2011 p. BOO3 B sKOCTi A1arHOCTHYHOTO KPHUTEPIIO LYKPOBOTO MAia0eTy CXBaluja
BU3HAYEHHS PiBHA IJIiKo3uaboBaHoro remoraodiny (HbAlc > 6,5%). IlepeBara Bu3HaUYCHHS
HbAlc nonsrae B Tomy, 1o ueit Tect, Ha Bigminy Big I'TT, moxe OyTH npoBeneHuil y 0y 1b-sIKHii
yac, BIJ3HAYAETHCS MEHIA BapiaOENbHICTh WOTO 3HAYCHb Yy Pi3HI JHI (3aJI€KHICTh BiJ CTPECIB,
PI3HUX 3aXBOPIOBAHb 1 T.I1.), @ 32 TOUYHICTIO BiH HE IOCTYMAETHCS BUMIPIOBAHHIO TIIFOKO3U KPOBI.

st mudepenmianbHoi AiarHoCTUKK IyKpoBoro miadety I i II TumiB mpoBoasiTh BU3HA-
yeHHss C-mentuay. C-nentupa — 1e OUIOK, IO BiJIIEIUTIOETHCS BiJ MOJIEKYJIH MPOIHCYIIHY B
mpoiieci cuHTe3y iHCymiHy. KimbkicTs mupkymtorodoro C-menTuay €KBiBaJeHTHA KIJIbKOCTI 1H-
cyniny. Tomy 3a HOro KilbKICTIO MOKHA YMOB-HO OLIIHUTH CTaH 30epeXeHHS 1HCYIIHOCEKPETOop-
HOT 3/1TaTHOCTI OeTa-KJIITHH MiANLTYHKOBOT 3a703u. [Ipu mykpoBomy aiadeTi I Ty KoHIIEHTpaIrist
C-nentuay B KpoBi HU3bKa ab0 BiH BiACYTHIN B3araii, nmpu mykpoBomy aiadeti II tumy piBeHb
OO O171Ka MOKE TPUBAIMMA Yac 3aJUIIATUCS B MEKax HOPMaJbHUX 3HAaUY€Hb a00 HaBITh OyTH
MiIBUIICHUM (TiepiHCYyTiHEMIs).

B Garateox Bumagkax mist audepeHItiaabHol AlarHOCTUKH ITykpoBoro niadery I 1 Il tumis
y XBOPHX, SKi HE OTPUMYBAJIM 1HCYJIHOTEPAIlil0, MOXXHAa BUKOPUCTOBYBATH BU3HAUYEHHS IMYHO-
peaktuBHOro incyJiny (IPI). Buznauenns IPI BUKOpPUCTOBYyeThCS Il OIIIHKH CTYIEHS 1H-
CYJIHOPE3UCTEHTHOCT] M (PyHKI[IOHATBHOT aKTUBHOCTI OeTa-KIIITHH 3a 1HIEKCaMH pPI3HHUX Mare-
MaTUYHUX MOJIETIEH.

JIEKIISANe 2
TEMA: Meta0o.i3M rJiKonpoTeiHiB, NPOTEOrIiKaHiB, INII0KO3aMIHOIVIIKAHIB, IIIKOTeHY
Ta Oro MOpyIeHHs.

OCKiTbKH B KUIIEYHUKY BCMOKTYIOTBCS BC1 IMOCTYTIa04i 3 kero MoHocaxapuau (ppykTo-
3a, rajaKTo3a, MaHo3a 1 T.11.), TO TIEPe/I OPTaHI3MOM ITOCTA€E 3aBIaHHS NIEPETBOPUTHU JIaHI TEKCO3H
B [UIFOKO3Y /IS il BUKOPUCTAHHS KIIITHHAMU. MeTa oo MPOIIeCy — YTBOPEHHS €IUHOTO CYOCT-
paty Uil IOAAIBIINX peakiiii Metadomizmy (o-D-Tiaroko3u), Mo 103BOMSIE 3HAYHO 3a0IATUTH
pecypeu KIIITHH, HE YTBOPIOIOYM MapajenbHi (epMEHTATHBHI LUIAXH ISl METaOOIIYHUX Iepe-
TBOPEHb KOXXKHOTO MOHOCaxapuay okpemo. DpyKTo3a Ta TrajlakTo3a BKIIOYAIOTHCS B OOMiHHI
IpoIecH HUIAXOM iX MepeTBOpeHHs Ha (ocopuiboBaHi edipy IaroKo3u abo 11 MeTabomiTIB —
1HTep-MemiaTiB TIiKoJi3y. Peakilii mepeTBOpeHHs 1UX MOHOCAaXapHiB B IIFOKO3Yy MPOTIKAIOTh B
eMiTeNii KUIIICYHHUKA 1, B OCHOBHOMY, B I'€laTOIMTaX. Y HOBOHAPOKCHUX JIITCH JACIKHMIA Yac Ha-
BITh MPU TINOTJIIKEMIi B KPOBI BiJI3HAYAETHCS BIAHOCHUM HAIUIIOK (GPYKTO3M 1 TajJakTO3H, 110
MOB'SI3aHO 3 PYHKITIOHATHFHOI HE3PUTICTIO 1X MEYiHKU.

[Tpu nedexti Oyab-aKoro 3 HepMEeHTIB, K1 3a0€3MeUyI0Th IEPETBOPECHHS 3a3HAYCHUX Te-
KCO3 B TJIFOKO3Y, IEBHUN MOHOCAXapH]l HAKOMUIYETHCS B KPOBI, [0 CIPUYHHIE BUHUKHEHHS Bi-
JIIOBITHOTO TATOJIOTIYHOTO cTaHy ((pyKTO3eMisl, rarakTo3emisi).

Meta60.1i3M QpyKTO3H.

OcHOBHHM JDKeperoM (PPYKTO3W B OPraHi3Mi JIFOJAUHU € 1i HAJAXOKEHHS 3 MPOIyKTaMU
xapuyBaHHs. BoHa BXOAMTH JI0 CKJIaIy Iucaxapujia caxaposu, sika TiIpoi3yeThCsl B KHIICYHUKY
(epMEHTOM EHTEPOIUTIB caxapas3oro 10 IBOX Iekco3 (MoKo3H 1 ppykTosu). OKpiM 1bOTO, TEB-
Ha i1 KUIBKICTh MOXKE€ CHHTE3yBaTHUCh B OpraHi3Mi 3 Iroko3u. CHHTE3 €HJOT€HHOI (PPYKTO3H 3
TJIFOKO3U BiIOYBA€ThCSA B TaK 3BAHOMY IOJIOJOBOMY METAOOIIYHOMY NUISXY 4Yepe3 YTBOPCHHS
MPOMIKHOT CITOJIYKH — IIECTHATOMHOTO CIIUPTY copOimo.ty (CHHOHIM — TUTIOLHUT). 3a TIEBHUX 00-
CTaBMH Deaklii MOXYTh HPOTIKaTH 1 B 3BOPOTHHOMY HaIpsMKy. Cxema B3a€MOIEPETBOPEHHS
TeKCO3 IMOJII0JIOBUM IIISIXOM IPEICTaBIICHA HUXKYE.
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CHO CH,OH CH,OH
HCOH AAPH neoy  HAI HEw O
HOCH HOCH HOCH
HCOH * HCOH - HCOH
HCOH HCOH HCOH
CHOH HAZI® CH.OH non ir;r;_nmn CH.OH

D-rnoKko3sa anbdo3pedykmasa D-copbiton QezidpozeHasa D-¢ppyKTO3a

[TomionmoBuii nuIsIX Mae BaxuIMBe (Di310JIOTIYHE 3HAYEHHS, MEPEAYCIM, JIs CIIEPMaTO30i-
TiB ((hpyKTO3a € CHEPreTHUYHUM JKEpesIoM 3a0e3neueHHs iX pyxy (3a paXyHOK 37aTHOCTI MITO-
XOH/PIH IUX KIITHH OKUCITIOBaTH (PYKTO3Y B mporeci GpykTomizy). ToMy KoHIEHTpaIis GpykK-
TO3U B CiM'sHIH pinuHi gocsrae 10 MMOITb.

HeraTuBHa KiTiHIYHA 3HAYMMICTh TMOIOIOBOTO NUIAXY (MIPU HAAMIPHOMY HOTO MOCHJICH-
Hi) IPOSIBISIETHCS, HACAMIIEPE, B BITHOMIECHH] KIITHH OLTBIIOCTI 1HCYTiH-HE3JICKHUX TKAHWH, B
K1 TJIFOKO3a HAJIXOJIUTh 3a TPaIi€eHTOM KOHIeHTpaiii. [le — B mepiry uepry, HEHpOHHU, a TaKOX
KPUINTAIUK OKa, €HJOTEeNiH, KIITUHU KIyO0Oo4KiB HUpOK 1 T.m. [Ipu BupaxeHiii Ta (0coOaMBO)
TPUBAJIN Tinepriikemii, 301IbIIYETHCA HATXOKEHHS TJIFOKO3W B JIaHI KJIITHHH 1, BIAMOBIIHO,
PI3KO 3pocTae MBUAKICTh CUHTE3y COpOITOIY B HHUX Ta CYIYTHI METa0OJIuHI 3pyLICHHS, L0 €
010XIMIYHOIO OCHOBOIO PO3BHUTKY XapaKTEPHHX 1a0CTUYHUX YCKJIAJHEHb — HEWpomaTii, aHTi-
omaTiii, peTUHoOMaTii, KaTapakTu, Hedpomarii.

B 3aranpHOMY, BKJIIOYEHHS BUTHHOI ()PYKTO3U B META0OTI3M KJIITHH MOXKE BIIOYBaTHCH
nuIsIxXoM i hochoprITFoBaHHS i JII€I0 OJTHOTO 3 IBOX (DEPMEHTIB — Heclenu(idHOl reKCoOKiHa-
31 (3 yrBopeHHsM D-dpykTo30-6-pocdary) abo cnenudiunoi ¢ppykrokinazu (3 yrBopeHusm D-
bpykro3o-1-pocdary).

I'excokinaza — hepMeHT, IPUCYTHIN B KIIITHHAX yCiX TKaHUH. [IpoaykT i1 mii Ha GpyKTO-
3y (D-ppykro30-6-pochar) € 3BuUaiiHuM TPOMIKHHM METa0O0JIITOM TJIIKOMI3y Ta TIIFOKOHEOre-
HEe3y, TOMY MOAAJIbIII HOTO MEePETBOPEHHS BIIOYBAIOTHCS OJHUM 3 IMX JBOX MUIAXIB (B 3aJIeXK-
HOCTI BiJ MOTpeO KOHKPETHOI KIITUHH Ha JaHUil MoMeHT). [IpoTe B OLIBIIOCTI TKAHUH T€KCOKI-
Ha3a Ma€ HU3bKY CHOPITHEHICTh 10 PpyKTO3H (0COOIHMBO 32 HAIBHOCTI B KJIITHHI TIIOKO3H), TO-
MYy 3arajoM UM IIJITXOM B HUX (POChHOpUITIOETHCS TUIIIe He3HAUHA 11 KITbKICTh. JJOCHUTh aKTHBHO
TFeKCOKIHA3HUI MIIAX MeTabomi3My GPYKTO3U peali3yeThCs JIMIIE B M s3aX 1 HUpKax, Lle mosic-
HIOETHCS MPAKTHUYHOIO BIJICYTHICTIO B KJIITUHAX LUX OpraHiB (pyKTOKiHa3u, ToMy (ppykro3a B
HUX TIEPETBOPIOETHCS B PPYKTO30-6-docdat, kUil Bipa3y HaIXOAUTh B PEaKIlii TIIKOJI3y abo
CHHTE3Y ITIKOTEeHY.

®pykTokKiHaza — (hepMEeHT, BUSBICHUN B TEUIHIN, HUPKAX 1 KAMIEYHUKY. BiH mposBise
abcomoTHy crienudivHICTh 10 GPYKTO3H, TOMY IHCYJiH HE BIUIMBAE Ha HOro akTUBHICTH. [Ipo-
nykT 1ii ppykTokinazu (ppykroso-1-pocdar) He Moxke oapa3y BCTYIUTH B TIIIKOMII3 (Yepes Bijl-
CYTHICTH BIAIOBIIHOTO (pepMEHTY HEMOKJIMBA HOTO i30Mepu3allist y ¢ppykro30-6-hocdar 3 Ha-
CTYTHUM YyTBOpPEHHSM ¢pykTo30-1,6-mudocdary). 3amicts 115010 GpykTo30-1-hocdar 3pazy
po3uieruttoeTscst GpykTo30-1-hocdartanbaonaszoro (anpaonaza B) HaBmin Ha ABI TPIO3W — MIOK-
cuanetoH-pocdar 1 rmnepanpaeria, skui dhochoprmtroeTsess pu B3aemoxii 3 AT® mix miero
Tpio3okiHa3u. TakuM YUHOM OOWIBI TPiO3U MEPEXOIATh HA LUIAX TJIKOJI3Y, 1€ BUKOPHCTOBY-
IOTHCS JJISI CHEPTrOYTBOPEHHS, 200 TIIIOKOHEOTEHE3Y — /Il PECUHTE3Y ITI0K03U. B meuinii Gpyk-
TO3a BKIIFOYAETHCSI, TOIOBHIUM YHHOM, B IPYTruil nuisix. KpiM 11s0ro, 4acTHHA TUT1APOKCHAIICTOH-
3-pochary Moxke BiTHOBIIOBATHCS 10 TiinepuH-3-hocdary i Opatu ydacTh B CHHTE31 TpHa-
[UITITIIEPOITIB.

OcCkUTbKM B IIbOMY BHMAAKY (y49acTh (PPYKTOKIHA3HM) YTBOPEHHsI (GocdoTpio3 3milCHIO-
€TbCS B 00X1/1 IBOX PEryIATOPHUX peakiiil rikomi3y (reKCOKiHa3Ho1 i, 0co0iuBo, Gochodpyk-
TOKIHA3HO1), sIKI 0OMEXYIOTh IIBUIKICTh JAHOTO MPOIECY B IIIOMY, 0OMiH (pyKTO3U BinOyBa-
€THCS 3HAYHO IIBH/IIIIE, HI’K TITFOKO3U.
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@pyKTOKiHA32A € THCYNIH-HE3IeKHUM PepMeHTOM. ToMy nepeTBOpeHHs (GPYKTO3H B Ii-
pyBar i anetuin-SKoA y niabeTukiB BiIOyBa€THCS MIBHUIIC, HK TIOKO3H. L{e moscHIOEThCS, Ha-
camIiepeli, <IrHopyBaHHAM» JiMiTyt040i (pochodpykTokinazHoi) peakiii kaTaboi3My IITIOKO3H.
[Tomanpmmii MeTaboJ13M HAITUIIIKOBOTO areTm-SKoA B JaHOMY BUITaIKy MOXKE TIPU3BECTH 10
HaJMIPHOTO YTBOPEHHS BUIIMX >KUPHUX KUCIOT 1 TPHALMITIIIEPOSIiB a00 BUHUKHEHHS J11a0eTu-
YHOTO KETOAIHJI03Y.

Cxema (pepMEHTATUBHHMX pEaklii MepeTBOpEeHHS (PYKTO3HM B TIIOKO3Y Ta 3aJIyueHH il
Ha IUISIX TIKOJII3Y/TIIOKOHEOTeHE3Y TIPEICTaBIICHa HIDKYE:

HOCHz . CHy0H (F)—ocHz . CHzOH (B)-ocH;

reKCokiHasa isomepasa
» H - 5 »
OH ’f' H H
H AT®  ang H
DpykTo3a pykToso-B-hocdar Mniokoso-B-chocdar
AT® Py
¢pyKTOKiHaA3a 3 boVvKTO020-1,6- rMOKO20-6-¢-
1 andocdarasa ¢Pocdarasa Py
Af®
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CnaakoBi ensuMonarii MmeTadoi3My GpyKTO3H — TATOJIOTIi MOB'A3aHI 3 TEHETUYHUMU
nedekTaMu CUHTE3y NeBHHUX (DepMEeHTIB MeTabomi3My GpykTo3u. Jlo HUX HaJIeKaTh:

1) noOposikicHa ecceHuianbHa GPYKTO3ypisi — maToorist 0OMiHy (GPYKTO3HU, CIIPUYMHEHA
HEJIOCTATHICTIO ()pyKTOKIHA3U. EH3MMoONaTist XapakTepru3yeTbes MOPYIIEHHSIM KIITHHHOT YTHITI-
3arii PpyKTO3H Ta MOSBOIO 11 B cedi 03 CyTTEBUX KIIIHIYHUX MPOSBIB

2) crmajaKkoBa HEMEPEHOCHMICTh (ppykTo3u (MampabcopOiis GpykTosu, GpykTo3emis) —
[aToJIOTis, 3yMOBIIEHa BPOPKEHUM Aedinurom depmenty ppykro3o-1-dhocdar-anpaonasu (ans-
nona3u B). Ile ayrocomHo-periecuBHe 3aXxBOpIOBaHHS, BUKiMKkane myTaiiero ALDOB-rena, pos-
TAIIoOBaHOTO B JIOKYyci q22.3 IX xpomocomu. depMeHTaTUBHUN 1e(DEKT CIPUUMHSAE HAKOITMUCHHS
B TKaHMHaX (PpykTo30-1-pocdary, skuii € 1HTIGITOPOM HEIKUX (HEPMEHTIB BYTJIEBOJIHOTO 00OMi-
HY, 30Kkpema (ocdopunazu riikoreny. [latonoris 3a3Buuail BUSBISETbCSA Y MAJIOKIB ITICJIsA BBe-
JIEHHSI IPUKOPMY Ta MPOSBIAETHCS QPYKTO3EMI€0, (GPYKTO3YPI€IO 1 BUPAKEHOIO TIMOTIIKEMIETO,
SIK1 PO3BHBAIOTHCSA MICIS CIIOKUBAHHS MPOAYKTIB, IO MICTATH (PPYKTO3Y, a TAKOK KOMIIEHCATO-
PHUM MTOCUJICHHSIM JIITIOJI3Y 3 HEOE3MEKOI0 PO3BUTKY METAOOIIYHOTO alHI03Yy.
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Kpim Toro € okpemi moBigoMIEHHS, 1110 A0 aHAJOT1YHUX MOPYIIEHb METa00II3My MOXKYTh
MPU3BECTH TAKOX 3HIKEHHsI aKTUBHOCTI (pykT030-1,6-1udocdarasu (Ha cxemi — 3) Ta hpykTO-
30-1,6-nmudocdar-anpaonazu (anpaonasu A).

MeTa60.1i3M rajaKkTo3mu.

OCHOBHUM J[KEPEJIOM TaJIaKTO3W B OpraHi3Mi JIFOAMHH € 11 HAIXOKSHHSI 3 TPOIyKTaMHU
xapuyBaHHs. BoHa BXOAUTH 10 CKJIaMy AUCaxapyuaa JIAKTO3H, SKA T1IPOTI3YEThCS B KHIIEYHUKY
(dhepMEHTOM EHTEPOIIUTIB JIAKTA300 JI0 ABOX I'eKCO3 (IIFOKO3H 1 TajiakTo3u). OKpiM IIbOTO, TIEBHA
il KUTBKICTh MOK€ CHHTE3YBaTHCh B OPTaHi3Mi 3 TJIIOKO3U (peakli€lo eniMepusalii — AMBUCh HU-
KUe).

lanmakTo3a BKJIIOYAETHCS B META0OII3M CKJIQIHIIINM MOPIBHSIHO 3 (PYKTO30I0 MUISIXOM.
Cnouatky crenudiyHa rajgakToKiHa3a KaTanizye (hochOopriyBaHHS TalaKTO3H 3a JOIMOMOTOIO
AT® 3 yTBOpeHHAM ranakto3o-1-gochary. Bimomo, mo rajgakTokiHasza Me4iHKH IJI0Ja 1 JiTeH
PaHHBOTO BIKY XapaKTEPHU3YEThCSI aKTUBHICTIO, IPUOJIM3HO B 5 pa3iB BHINOIO, HDK Y Topociux. B
HACTYIHIN peakiii epMeHT MeviHKH rajnakro3o-1-gochar-ypuamnrpancdepasa karanisye yTBo-
penns Y JI®-ranakTo3u B peakiiii 0OMiHy M rajgakro3o-1-gocdarom 1 VJID-rmoko3orw (Y ID-
TIIF0OK03a — 1€ aKTUBHA (popMa TIFOKO3H, SIKa BHKOPUCTOBYETHCS TAKOXK JIJISi CHHTE3Y TIIKOTEeHY).
VYr1Bopena Y /|®-ranakTto3a B KJIITHHAX BUKOPUCTOBYETHCS SIK JOHOP TAIAKTO3W B PEAKINISX CHH-
Te3y 6araThoX CHOJYK: JIAKTO3H (B MOJOYHIH 3a11031), TJIIKO3aMiHOTIIIKaHIB, MPOTEOTIIiKaHiB, Ii-
KOIPOTETHIB 1 raikomimiaiB. Kpim Toro, MoxxiauBe nmoaaneiie ¢pepMeHTaTUBHE TIEPETBOPEHHS 3a-
JTUIIKY Tanakro3u B Y JdD-ramaktosi — mig giero Y JD-ramakro3o-4-emiMepasu (peakiis emime-
puzanii 6ins [V aromy ByIJIeni0) BOHa MEPETBOPIOETHCS Ha 3AJMIINOK TIIIOKO3U (KOGEpMEHT B
peakuii — HAJl). YI®-rmoko3a MOXe 3HOBY B3aEMOJISATH 3 ranakTo3o-1-hocdartom, meperBo-
PIOIOYHCH Ha TIII0K030-1-hocdar, 41 BUKOPHUCTOBYBATUCH HA CUHTE3 TITIKOTCHY.

Cxema (hepMEHTAaTMBHHX peakiliii IEepEeTBOPEHHS T'aJJaKTO3H B TJIIOKO3Y Ta 3alTy4eHHS il
Ha IUISIX TIKOJII3Y/TIIOKOHEOTeHEe3Y IIPEICTaBIICHA HIDKYE.
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CnaakoBi eH3umMonarii MeTado0/1i3My raaakTo3u — NaTOJOTII MOB'I3aH] 3 TEHETUYHUMU
nedexTaMu CUHTE3y NEeBHUX (PEpMEHTIB 1i MeTabo13My.

Haii0inpiue kiriHIiYHE 3HaYEHHSI Ma€ CIaaKOBHUH nedekT cuHTe3y (hepMeHTy ramakro3o-1-
docdar-VY ID-Tpanchepasu, SKuii TPOSBISETHCS KIACHYHOIO MaHI(ECTHOI (HOPMOIO TrajJaKkTo3-
emii (Ha cxemi — 1). BHacnijok HECIPOMOXKHOCTI 010XIMIYHMX CHCTEM OpraHi3My IepeTBOPIOBa-
TH TaJaKTO3y Ha TIIIOKO3Y B KPOBI Ta BHYTPILTHIX OpraHax XBOPUX HATPOMAKYETHCS TAIAKTO3a,
ranakto3o-1-gocdar Ta npoaykTu ix NoOGIYHMX MEepeTBOpEeHb (HacamIepes, rajakTion abo ayib-
IIUT), SIKI IPU3BOJATH JIO TOCUTH PI3KUX MOPYIIEHD 3arajbHOr0 METaboIIi3MYy.

3axBOPIOBAaHHS MPOSABISAETHCSA B MEPIL K JHI MICIS HAPOPKEHHS, K TUIBKH JUTHUHA T10-
YUHA€ OTPUMYBATH MOJIOKO. PaHHI cHMITOMH 3aXBOpIOBaHHsS HecmenudiuHi: 4acTi BIAPHUKKH,
noraHa npubaBka MacH Tina, Aeriapartauis, Jiapes, >KOBTSHHULA. [10TiM MpHETHYIOTHCS O3HAKH
YPaKEHHSI TIEYIHKH (TeraToCIUICHOMETaIus ), TOpyIIeHHsT (PYHKIIIH HUPOK, TOMYTHIHHS KPHIIITA-
JMKa, 3aTPUMKa PO3YMOBOTO PO3BUTKY, IMiJBUIIECHHS PiBHS NEUiHKOBUX (PepMEHTIB, rinmepoisi-
pyOiHeMmis, rimoansOyMiHeMis, alka03, TOPYIICHHS 3rOpTaHHs KpoBi, aciuT. Hepinko 3ycTpiva-
€THCS TIMOTIIiKeMis. YaCcTOr MPUYMHOIO0 CMEPTI € TOCTpU cencuc, Bukimkanuii E.coli.

XBopoOa Ma€e ayTOCOMHO-PEIICCUBHUM THI YCIIAJKYBaHHS 3 MHOXHHHUMHU ayeissMu. Ya-
CTOTa cepel KUBOHapoKeHnX koiuBaeThes 1:2000-60000. Baxki hopmu 3akiHUyIOThCSA JieTa-
JHHO B TEPIIl THXKHI KUTTA, MPU 3aTSHKHOMY Mepediry Ha TEpIIUi IUIaH BUCTYIAOTh SBHUIIA
XPOHIYHOI HEJIOCTATHOCTI MIEUiHKH Ta/a00 ypaXeHHS IICHTPATbHOI HEPBOBOT CHCTEMHU.

JlaGopaTopHi AOCHIKEHHSI BUSBISIOTH TINEPrajakTO3eMil0, TaJaKTO3ypilo, MPOTEiH-
ypito, MATOJIOTIYHY KPUBY NP HABAHTAXCHHI TaIaKTO3010, 3HWKEHHS aKTHBHOCTI TajJaKkTo30-1-
dbocharypununtpancdepasu B epUTPOIUTAX.

Hacbronni Ha ragakTo3eMilo MPOBOIAUTHCS MAacoBe OOCTEKEHHsSI HOBOHapokeHux. Crio-
YaTKy BH3HAYAETHCS PIBEHB 3aralibHOI TaJaKTO3M B IUISIMaX BUCYIICHOT KPOBi (hIIyopeclieHTHUM
metonoM. Ilpu BUSIBIIEHHI MiABUIEHOTO PiBHS TaJaKTO3M JAJsl YTOUHEHHS J1arHO3y BU3HAYA€Th-
Csl pIBeHb aKTUBHOCTI TasiakTo30-1-hocdar-VY JId-tpanchepasm.

Jly>xe piaKo 3ycTpidaroThbes IeEeKTH JABOX 1HIIMX (DEPMEHTIB — rallakTOKIHA3M 1 YPUAUII-
docdar-4-enimepasu (Ha cxemi BiamoBiaHo — 2 Ta 3). BOHH MPOSABISIOTECS TaTaKTO3EMIET0, ra-
JIAKTO3Yypi€r0, KaTapaKTO (HE 3aBXK/IH), IPOTE BaXKK1 KITIHIUHI TPOSBU MIPH IbOMY BiJICYTHI.

["ayrakTO3eMir0 HE CIiJ] TUTYTaTH 3 HEMEPEHOCUMICTIO JIAKTO3H (TIOPYIICHHSIM PO3IICTIICH-
Hs 11poro nucaxapuny B LIIKT BHaciIOK HEAOCTATHOCTI JIAKTA3M).

OOMiH riikoreny

I"omormomicaxapu/i TTKOTeH («TBapUHHHUI KpOXMalib») — II¢ OCHOBHA (opma 30epiranHs
[JIIOKO3U B KIIITHHAX TBApHH, OUTbIIOCTI rpubiB, Oaratbox Oakrepiil Ta apxeil.l'onoBHuMH Mic-
ISIMA HAKOIIMYEHHS TJIIKOTEHY B JIFOJICBKOMY OpraHi3Mi € Te4iHKa Ta CKeJIETHI M'si3U. 31aTHICTh
NEYiHKY MMiIBUIIYBaTH KOHLIEHTPAIIO IJIIOKO3U B KPOBI 32 paXyHOK HasBHOCTI B Hilf Kpoxmale-
0Ai0OHOT pEUOBHHH, SKY OYyJI0 Ha3BaHO TJIiKOreHoM, Oyia Biakputa Kimomom bepaapom (1875).

3anacaHHs TIIOKO3U HE Yy BUTBHIN (opMi, a y BUIIISAI MMOMTiCaXapHuiB AUKTYETHCS TBOMA
npuanHaMu. [lo-nepie, kO, HANPHUKIAA, B TEMATOLMTI BCS TIIIOKO3a, IO BXOAWUTH JI0 CKIATY
TJIIKOTeHy, nepedyBaja y BUIbHOMY CTaHi, 11 KoHIeHTpauisa carayna 6 400 mmons/n. Lle npusse-
70 6 10 3HAYHOTO MiABUIIEHHS OCMOTUYHOTO THCKY IIUTO30JII0, HAAMIPHOTO HAIXO/KEHHS BOIU
B KIIITHHY 1 11 po3puBanHs. [lo-apyre, Taka BUCOKa KOHLIEHTPALis TIIFOKO3H 3poouia O (paKTHIHO
HEMOXJIMBUM 1i aKTMBHUH TPAHCIIOPT B KJIITHHHU. 30€piraHHs X TIIOKO3H Yy (OpMi TIIKOTeHY
JI03BOJISIE 3HU3UTH 11 KOHIIEHTpawito B KiIiTuHi 10 0,01 MKMOb/11.

I'mikoren € roMmomnoimMepoM o-D-Trirokomnipano3u, 3aluIIKy SKO1 3'€MHaHI MK COOOF0
(a1 —>4)-rniko3uIHIMY 3B'I3KaMU B JTiHIKAHI JaHord. Yepes koxHi 8-10 JTiHIHHO po3TalIOBaHUX
MOHOMEPHHMX 3aJIUINKIB € Biaramy:xeHus (0iuni riku npueanani (o1 —6)-38's3kamu), TOOTO MO-
JeKyJIa TIIIKOreHy 3HaYyHO OUIBII po3rayly’keHa 1 KOMIakTHa, HiK kpoxmaiio. Konu BinOyBaeThCs
TiAPOJIi3 TIIKOTEHY JJIT BUKOPUCTAHHS HOTO SK JDKepesia eHeprii, 3aJIUIIKH TIIFOKO3H TI0 OJTHOMY
BIJIIIEIUTIOIOTHCS BiJl HEPEAYKIOUMX KiHIIB (BCI PO3Taly’KEHHS TJIKOT€HY MaloTh HEpeAyKyroui
Kinmi). IX BenmKa KinbKicTh 103BOJISE€ CYTTEBO TIPUCKOPHTH MPOIIEC TOSBU BiIbHOT TIIFOKO3H.
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[TopymenHs oOMiHy TiiKoreHy, 00ymMoBieHe nedeKkTaMy BiANOBITHUX (PEPMEHTIB, NPH-
3BOJIUTH JIO PO3BUTKY TJIIKOTEHO31B PI3HUX THITIB.

I Tan (xBopo6a I'ipke) BUKIMKAHUI BIICYTHICTIO aKTUBHOCTI ()epPMEHTYIIIIOK030-6-
docharazu B MmeviHIl 1 CIU30BIA KUIIKIBHUKA. Y CIAKOBYETHCS 32 ayTOCOMHO-PEIIECUBHUM TH-
noM. Ilopymryerbess onHa 3 TONOBHUX (DYHKIN MEYIHKH — MIATPUMAHHS T'OMEOCTa3y TIIIOKO3H
KpPOBI — 1 MOPYIIYETHCS TPOIEC YTBOPEHHS TITFOKO3M 3 aMIHOKHCIOT. BomHodac y remarornurax
3HaxXosATh Oarato mimigiB. KimiHidHA KapTUHA QYK€ TUMOBA IS MEYiHKOBOT ()OPMH TIIKOTEHOBOI
xBopoou. OCOOMBICTIO € Te, MO Y JITeH 5-7 pokiB OyBarOTh TeMOpariuHi BUCUIIAHHS 1 KPOBOTEI,
NOB'sI3aH1 3 MOPYIIEHHAM (YHKIIIT TPOMOOLUTIB. [HIIIOI0 OCOOIMBICTIO € ITiABUILICHHS B KPOBI CeYO-
BO1 KHCJIOTH, CHMIITOMOKOMITJIEKC ITOJarpyd PO3BUBAETHCS B OLIBII Mi3HROMY Bimi. YacTo Bim3Ha-
YaeThCs 30UTbIICHHST HUPOK. JliarHOCTYBaTH 3aXBOPIOBAHHS MOKHA 32 JIOTIOMOT'O0 BBEACHHS Mide-
HUX aTOMIB TJTIFOKO3U. OCTaTOYHUI J1arHo3 CTaBIATh 3a pe3yIbTaTaMu O10TICii IEUiHKU: HAsSBHICTh
y KIITHHAX BEJIMKOI KUIBKOCTI HOPMAJILHOTO 32 CTPYKTYPOIO TIIIKOTEHY, IO € CHEU(IYHOI0 03Ha-
KOO IIbOT0 3aXBOPIOBaHHSA. XBOPUM PEKOMEHIYIOTh YHUKATH BXKHMBAHHS MPOJYKTIB, SIKI MICTSTh
caxaposy 1 JJaKTo3y.

II Tun (xBopo6a Ilomme) — xBopoOa Mae HaAWOLIBII HECTIPUATIMBUN Mepedir, mpu
IIbOMY B YCIX OpraHax BiJICYTHI Jli30coMallbHa ajb(a-TI0K031a3a 1 raMa-amiiasa, o Mpu3Bo-
JUTH 710 HAKONMYCHHS TJIKOT€HY B YCIX TKaHMHAX 1 HacaMIlepe]l IHTEHCHBHO TMPAIIOI0UMX M'S3ax
(cepre). XBopoOa 3'ABISAETHCS HA TEPLUIOMY POL KHUTTS y BUIJISAI CUMITOMOKOMIUIEKCY CEepILIeBOi
HEIOCTAaTHOCTI. Bim3HavaeThest 30UTBIICHHS CEPIIs, TIEYIHKH, TIepTpodist M's131B, 30UIBIICHHS S3UKA.
Jluruna vacto 30y/mkeHa, aje ii CIIOHTaHHI PyXH IOCTYIIOBO CTalOTh OOMEKEHHMH, CYXOXKHIIKOBI
pedaekcu 10 4-5-MiCSIMHOTO BIKY 3HUKAIOTh. [IpOrHO3 HECTIPUATIMBUN — TUTHHA TUHE 10 KiHIA |
poky xkutTs. [Ipu maronoroaHaToMiYHOMY JOCIIDKEHH] 3MIHH BUSBIISIIOTH B YCIX OpraHax i TKaHH-
Hax. [ eHeTMYHO 3aXBOPIOBAHHS BBAXKAETHCS AyTOCOMHO-PELECUBHUM. YacTirie XBOpiIOTh XJIOMYH-
ku. EdexTuBHOrO JTiKyBaHHS HE icHYe. MOXITMBA MpeHaTaIbHa 1iarHOCTUKA 1IHOTO 3aXBOPIOBAHHS
METOJIOM aMHIOIEHTE3Y (OCTIPKEHHS KIIITHH IIKIPH TUIOMY).

III Tun (xBopoda Kopi) BUKIMKaHUHA BiICYTHICTIO a00 3HMWKEHHSAM aKTHBHOCTI aMilo-
1,6-rmroko3upasu. [Ipu HbOMY CTpakaaroTh MEYiHKa, ceplie 1 ckeneTHi M's3u. KiiHidHaA Kap-
THUHA BIJIHOCUTHCS JO TMEYiHKOBOI ()OPMU 3aXBOPIOBAaHHS 1 MmojiOHa 10 Takoi mpu I Tumi riikore-
HO3y. [IporHo3, sk mpaBwWio, CIpUSTIMBANA. 3aXBOPIOBAHHS HAMOUTBII HeOe3rneyHe B 4-5 POKiB, KOJH
YacTi Hamaju rinoriikemii. B GiIbII 3pijioMy Billi CUMITOMH 3aXBOPIOBaHHS 3IJIA/KYIOThCS. JIiKy-
BaHHS JIa€ XOPOII Pe3ylbTaTH MPH 3aCTOCYBaHHI 0araroi Ha OLIKH JIE€TH 3 YaCTHMH MPHUHOMaMH
XKi, 00 YTBOPEHHSI TIIOKO3H HIIO OOXiTHUM IIUIIXOM 3a JJOIIOMOT'OI0 TpaHCaMiHyBaHHS aMiHO-
KHCIIOT.

IV tun (xBopo6a AHjaepceHa) CIpUUYMHEHHUH BIICYTHICTIO (pepMEHTYy amijoTpaHc-
TJTIOKO3H/1a31. 3aMiCTh TJIIKOTEHY B YPaXKCHHUX OpraHax CHHTE3YEThCS TMOJIicaxapua, MOoMIOHUHN 10
aMiIONIEeKTUHY. XBOP00a 3'IBIASETHCS 3 MEPIIOTO POKY JKUTTS 1 MOAIOHA 32 KIIHIKOIO J0 IIUPO3Y
nevyinku. MepMeHT BIACYTHIA B TEUiHIN, HUPKaX, CEJIE3IHIl, CEpIIEBOMY 1 KICTKOBOMY M'si3ax.
CMepThb HACTa€ Ha MEPIIOMY POLI JKUTTS.

V tun (xBopod6a Mak-ApaJisi) xapakrepu3yerbes aedinutom Gochopunazu TiTbKU B
M'si3aX. 3aXBOPIOBAHHS YCIAJIKOBYETHCS 3a ayTOCOMHO-pelecCHBHUM TUoM. KiriHika TumoBa yist
M's130BOi (JOPMH TITIKOT€HO3Y.

Cronmy4yHi TKaHMHM, Ha BIIMIHY BiJ BCIX IHIIMX TKAaHUH XapaKTEPU3YIOTbCS 3HAYHO
MEHIITUM CITIBBITHOIIICHHSIM 3arajibHOI KiJIbKOCTI KJIITHH JI0 BMICTY MIKKJTITHHHOT pEUYOBHHU.

MiXKTITHHHA PEYOBHHA CIIOJYYHOT TKAHHHHU MA€ TyXKe CKIATHUH XiMigawid ckiaa. Jlo
MDKKJIITHHHOTO MAaTPUKCY BXOSTh TPU OCHOBHUX KJIACH OUTKOBUX MOJIEKYH: (piopuasipHi 6ij-
KM J1BOX ()YHKIIIOHAIBHUX THUIIB — MEPEBAXHO cMpPyKmypHi (CIMEHCTBa KOJAareHy 1 elacTHHY)
Ta MEPEBAKHO adze3ueni (cimelicTBa ¢GiOpOHEKTHHY ab0 JTaMiHMHY), @ TAaKOXX MPOTEOrJIiKAHM.
Bci 3a3Ha4eHi 611K BiTHOCATHCS 710 TPYIU O1JIKOBO-BYTJIEBOIHUX KOMILIEKCIB.

BijIkoBO-BYIJIEBOJHI KOMILJIEKCH MO3aAKJIITHHHOTO MATPHUKCY

BinKoBO-ByIJIeBOIHI KOMITJIEKCH KJIACH(IKYIOThCS 32 IBOMA KPUTEPISIMH: 33 KIJIbKICTIO

(Tonero) BYTJIEBOJIB B KOMITJIEKC] Ta 3a SKICHUM MOHOCaxapuJIHUM ckiagoM. Cepen HUX BHII-
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JSII0Th npomeoznikanu (noHaa 95% syrneBonais), mykonpomeinu (10-50% ByrieBomiB) Ta 2i-
xonpomeinu (Menuie 10% ByryieBoAiB).

IIpoTteoriikanu — 11e 6ITKOBI KOMITJIEKCH, B SIKMX 3 MOJIEKYJIaMHU O1JIKa KOBAJIEHTHO 3B'-
s3aH1 2niKo3aminoznikanu. BiTku IPOTEOTIIiKaHIB Ha3uBalOTh KOPOBUMU Oiikamu (COre — cep-
LIEBUHA, CTPH)KEHB ).

I'niko3aminoraikanm — 1e reTepornoricaxapuay, MooyaI0BaHi 3a CTaHJAAPTHUM TPHH-
urnoM. BoHM CKTanaroThes 3 BEIHKOI KUTBKOCTI croiydeHux P(1-4) raiko3uaHUME 3B'S3KaMU
oucaxapudiag, 1110 TOBTOPIOIOTHCS,, MOHOMEPHU SKUX — YPOHOBI KUCIOMU TA 2eKCO3AMIHU — 3B'SI-
3aHi Mixk co0oro nepeBaxHo B(1-3) ado B(1-4) raiKO3UIHUM 3B'I3KOM.

Jyst OUTBIIOCTI TIIIKO3aMIHOTIIIKaHIB XapaKTEPHI HACTYITHI O3HAKH:

o CTPYKTYPHO € JIOBI'MMHU JIIHIKHUMH TOJTiCaXapuJHIUMHU JIAHIIOTaMU
o MOHOMEpPaMH iX IMOTiCaxapuIHUX JIAHIIOTIB € Pi3HI TeTepoarcaxapuIn
° B CKJIaJIl iX CTPYKTYPHHUX T€TepOJUCaXapyaiB OJMH 3 JIBOX 3aJUIIKIB— 11€ aMiHO-

1ykop: N-aleTUITIIIOK03aMiH a00 -TaJlaKTO03aMiH, SIKHM B O1IBIIOCTI TJIIKO3aMIHOTJIIKAHIB CYJIb-
daryeTbes; APYTHA LYKOP, K MIPABUIIO, YPOHOBA KUCIIOTA (TIIOKYpOHOBA a00 iTypOHOBA)

° MoJTicaxapyuIH1 JIAHITFOTH KOBAJICHTHO 3B's3aH1 3 KOPOBUMH O1IKaMu

I'miko3aMiHOTTIKaHN KIACH(DIKYIOTh 3a 3aJIMIIKAMH MOHOCAXapHiB, SIKI yTBOPIOIOTH iX
CTPYKTYpHI JAMCaXapHIHI MOHOMEpPH, 3a TUIIAMH 3B'A3KIB MK HHUMH, 32 JIOKaJi3alli€0 cyabaT-
HUX TPYM Ta iH.

[MonmicaxapuHi JAHIIOTH TIIKO3aMiHOTJIIKaHIB — pyXxoMmi cTpykrypu. Ha BinMmiHy Big
O11KIB BOHHM HE MOKYTh YTBOPIOBaTH KOMMAKTHI T7100yu. CTpyKTypHa Ta XiMIYHA OpraHi3a-1Iis
[JIIKO3aMiHOTJIIKaHIB 3YMOBJIOE iX 3[aTHICTh YTBOPIOBATH BIOPSAKOBaHI MeEpexi 3 MIKpo-
[IOpaMM IEBHOI BEIMYUHM, 110 3a0€3MeUyI0Th CEJIEKTHUBHY MPOHMKHICTh AJS PI3HUX PEUOBHH
(MOJIEKyJISIpHE CUTO) Ta € MEXaHIYHUM Oap'epoM Juia GakTepiil. Came B IbOMY MOJISTAE IX 3aXHUC-
Ha poJib. [ J1IKO3aMIHOTIIIKAHU 3B'SI3YIOTh BEIMYE3HY KUIBKICTh BoaM (10 500 MoyieKyn Ha OAHY
MakKpoMoJieKkyiy). [lopymieHHs 1i€l B1a-CTUBOCTI MOXKE MIPUBECTH 10 00€3BOIHEHHS a00, HaBIa-
KM, 10 HaJMIPHOTO HAaKONMWYECHHS BOJW (HAMPHUKIIAM, TIPU MiKceaeMi). 3aBIsSKH BUCOKIM TiaApo-
¢inbHOCTI Ta cBOOOAI BHOOPY KOH(pOpMAIli, ITKO3aMIHOTIIKAaHU 3aliMalOTh BENUKI 00'eMH,
YTBOPIOIOYH Tefli IPU JOCUTh HU3bKUX KOHIEHTpALIIX camoro nojicaxapuay. LluM 3ymoBneHuit
TYprop TKaHUH, SKAH TO3BOJISIE MPOTUCTOATH KOMIIpeCciiHUM cuinaM. Hampukian, cyriio0oBuii
XTI MOXKE BUTPUMATH TUCK B COTHI atMocdep.

lianyponar (riamypoHoBa KuCiIOTa ab0 TiallypoHaH) — HAaWOUIBII MPOCTUN TIIFOKO3-
amiHOTTiKaHiB. MOro CTYKTYpHHM IHCAaxapHaoM, IO MOBTOPIOIOTHCS 10 250000, € cromydeHi
B(1-3) rmiko3umHuM 3B'si3k0M D-rimtokypoHaT Ta ritoko3-N-amerunamin. Bin BusiBIeHHH B yCix
TKaHWHAX Ha BCIX CTallisgX PO3BHUTKY TBapuH. lle HaiOuIbII paHHs eBoJIOIiitHA (hopma TIIKO3-
aMIHOTJIIKaHIB 1, MOYKJIMBO, TOMY € HE 30BCIM THUIIOBUM 3a OymoBo10. ['iamypoHOBa KUCIIOTa — 11€
€IVMHUHN TIIIKO3aMIHOTJIIKaH, SIKWA HE MICTHTh B CBOEMY CKJaal Cyib(aTiB, BOHA MOXE CHH-
TE3yBaTUCS MPSIMO HA MOBEPXHI KOMILIEKCaMU (PEpMEHTIB, 3aHypEHHUX B IJIa3MaTHUHy MeMOpa-
Hy. BoHa He 3aBxau 3'€IHY€EThCS 3 OUIKaMU, a SKIIO 1 3'€IHYETHCS, TO IIEH 3B'I30K HEKOBAJICHT-
HUil. [lanypoHaT cuHTe3yeThCcs Ha 0a3aibHIM CTOPOHI €MiTeNialbHOrO APy 1 YacTO CIYXHTb
JUISl CTBOPEHHS BUTBHOTO MO3aKIITUHHOTO MTPOCTOPY, MO SAKOMY ITiJT 4ac MOPQOTreHe3y 1 3aro€HHs
paH MirpyroTh pidpobsactu Ta iHmi kiaituau. Came ii TycTa Mepexa 3 MiKporopamu 1 € 6apepom
JU1st 6aKTepiit (KpiM THX, 0 BUAUIAIOTE (PEPMEHT T1alypoHiIazy).

Ha BigMHy Bix riamypoHaty Bci iHIII TITIKO3aMiHOTJTIKaHH MICTATh Cylb(aTH 1 € BiIHOC-
HO HEBEJIMKUMH MOJIEKYJIAMHU.

Xouapoitue-4 (uu 6)-cyabgaru. [Iporeornikanu, Mo MICTATh XOHAPOITHH-CYIb(paTH,
3 O-TJKO3UIHUM 3B'S3KOM, BUsBIICHI B Xxpsmil. Koxken manior Mictuth 10 40 aucaxapuaHux
omuanIb (D-rmokyponar + [Nanakro3-N-aunerun-4- abo -6-cynedar, cnomydeni B(1-3) rmiko3u-
JTHAM 3B'S3K0OM) 3 MOJIeKyJisspHOI0 Macoro 20000-50000. XoHapoiTHH-Cyab(]aTH JTOKaTi3yIOThCS
TaKOX B MICISAX KaJbIMpikalii eHa0X0HApaTbHIX KicTOK. KpiM 11bOro, mporeoriikas, o Mic-
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TUTh XOHAPOITUH-CYNIb(}ATH, BUSBICHUN B NESIKUX HEMpOHaX, /¢ BUKOHYE POJIb €HIOCKEJETY,
NiATPUMYIOYH GopMy HEHPOHA.

Jepmaran-cyabdar. [1lupoko nommpeHuii B TBApUHHUX TKaHUHAX. CTPYKTYpPHO MOJi-
OHUII XOHZIPOITHH- 1 TemapaH-cynbdaTam. Ha BiAMiHY BiJl XOHAPOITHH-CYIb(}ATY 3aMICTh TIIO-
KYPOHOBO{ KHCJIOTH MICTUTh 1IypOHOBY KUCIOTY. JlepmaTaH-cynb¢aT ckiiepu Aoa€ il MilHICTb,
110 3abe3mnevye niaTpUMKy GOpPMH OYHOTO SOTyKa.

Keparancyabgaru I i I1. Bonn noOynoBani 3 qucaxapuiiB, KOTpi BKIIOYAIOTh rajlak-
to3y i N-ameruirimoko3ami, cronydeHux P(1-4) raiko3uaHuM 3B'13K0oM. ['amakTos3a i TIoKo3-
aMiH B CKJaJi IMX JIucaxapufiB cyinbaryiorbes. Kepatan-cynbdaru BiApi3HSAIOTHCS THUIIOM
3B's13Ky 3 OimkoM. Keparancynbdar 1 1 nepmarancynsdar npucyTHi B porisiii. Bonu po3srario-
BYIOTBCS MK KOJIAar€HOBUMH BOJIOKHAMU Ta BiAIrPalOTh BAXKIUBY POJIb B IPO30POCTI POTIBKH.

I'emapun. CxnanaeTscs 3 TII0KO3aMiHY Ta JBOX THIIIB YPOHOBHUX KHUCIOT: ITIOKYPOHO-
BOI Ta ilypOHOBOI, CHIOJTyYEHHX, Ha BIIMiHY BiJ] yCiX IHIIMX TJIiKO3aMiHOTIiKaHiB, o(1-4) riiko-
3WIHAM 3B'SI3KOM. bisbIlla yacTrHa aMiHOTPYM TJIIOKO3aMiHY CyJb(aToBaHa, a MEHINIA — arleTH-
JpOBaHa. [lypoHOBa KHCIIOTA YTBOPIOETHCS 3 TIIOKYPOHOBOI BXKE IICIs 301pKM MOJIEKYIH Tera-
PHHY 3a y4JacTio cremianbHuX (GepMeHTiB (emimepas). Y TKaHWHAX BXOIUTH JO CKIIATy MPOTEO-
TJIiKaHiB, OLIKOBI YaCTHHU SIKMX MICTATh OaraTo cepuHy i riinuHy. ['enapuH € BaXIMBUM aHTH-
KoaryJssHToM. BiH 3B's3yeThest 3 remoctatnaHuME paktopamu [X 1 X, ane HaltO1IbIIT BaXKIINBOIO
€ fioro B3aemois 3 anturpoM6inom III. 3B's3yrounchk 3 HUM B criBBigHOMIEHHI 1:1, remapun pi3-
KO MJACWIIOE 1HT10yI09y M0 aHTUTpoMOiHy. Lle moB's3aHo 3 ThM, 110 renapuH 3MiHIOE KOHDOP-
Marito OijKa, MiJCHIIOIYN B3aEMOII0 3 CEPUHOBUMU MENTHAAa3aMH. | enapuH BIIOMUN TaKOX
K CIOJyKa, 3/J1aTHAa crenu(iqHOo 3B'S3yBaTHUCA 3 JIMOMPOTEIHIINA30l0 HA CTIHKaX Kamisapis,
IPU3BOJISIYM JI0 BUXOY (DEpPMEHTY B KPOBOTIK 1 MIJICHITIOIOYH KaTabOoIIi3M X1JIOMIKPOHIB.

I'enapan-cyabgar. 3ycTpidaeThcs MepeBaXHO Ha KIITHHHIN ToBepxHi. Ha BigMiHy Bin
rernapuHy B HbOMY IepeBakae Majo CyIb(paToBaHHi IIIIOKO3aMiH 1 MIIOKYPOHOBA KHUCIIOTA.

['miko3aMiHOTITIKAaHN XapaKTEPU3YIOThCS IHTEHCUBHUM MeTaboi3MoM. Tak Hampukiaj,
MepioJ] HAIMIBXKUTTS TiaTypOHOBOI KHCIOTH Ckianae 2-4 mHi. Jlerpagarisi rriko3aMiHOTTIKaHIB
3MIMCHIOETHCS TOJIOBHUM YHMHOM JII30COMaIbHUMHU (epMeHTaMHU (€K30- Ta €HJIOTJIIKO3UIa3aMH,
cynbdorizponasamu i iH.).

[TaTonoris raiko3amMiHOTIIIKaHIB MOJISATAE B OPYIICHH] iX CHHTE3Y, po3maay ado TOTo i
IHIIIOTO TPOIIECiB OHOYACHO. HalOinbIl 1eTanbHO JOCTIIKEHO PSIJi MATOJIOTIYHUX CTaHIB, SKI
00'e1HAHI MTiJ] HA3BOI0 MYKOIO0JIicaxapua03u (XBOpoOH HAKOMMUYEHHS TIiKO3aMiHOTTIKaHiB). Ix
npuurHa — 11e aedinut GpepMeHTIB, HEOOXITHUX IS Ierpajarlii 3a3HaueHuX OJlirocaxapuaiB. Sk
paBuJjIo, 1ei nedImUT HOCUTh CIIaIKOoBHI xapakTep. [IpudoMy, B mepeBakH1i OUIBIIOCTI BUIIA-
JKiB OJIOK Ha MEBHOMY €Tarli po3Majay TJiKO3aMiHOIUIIKaHIB MEepPEIIKOIKAE Aii HACTYITHOTO IO
yep3i pepMeHTy, TOMY HalXapakTEepPHIIIUM sl TAKUX 3aXBOPIOBAHb € HAKOTIMYCHHS B JI130CO-
MaxX KJITHH HETiJpoli30BaHUX CyOCTpaTiB OJ0KOBaHOI (pepMEHTATUBHOI peakilii (4acTo pa3om 3
MOTIEPETHUKAMU ) 1 B TOM K€ Yac 301IbIIICHE BUAUICHHS 1X 3 €KCKPETaMH.

KommiekcHa OioxiMiyHa JiarHOCTHKA MYKOIOJIICaXapu03iB BKJIIOYAE KiJIbKICHE BH-
3HAUEHHS TUIIKO3aMIHOTIIKaHIB, M0 €KCKPETYIOThCS (32 BMICTOM YPOHOBUX KHCJIOT Ta T'€KCO3),
enextpodopernyHe (PppakiioHyBaHHS iX (IO MOXKJIMBOCTI 3 IEHCUTOMETPIEI0) Ta BU3HAYCHHS aK-
TUBHOCTI ()epPMEHTIB Jerpaaiii TIiko3aMiHOTIiKaHiB. Bka3aHi TOCIIKEHHS T03BOJISIFOTH TIPO-
BeCTU NU(EPEeHIIitHY T1arHOCTUKY MYKOIOJIiCaXxapua03iB 3 KIHIYHO MOAIOHUMHU MaTOJOTiYHH-
MH CTaHaMu (TJIIKOIPOTEIHO3aMH, MYKOJIIIIJ03aMH1, apTPOTPUIIO30M, TIIOTUPEO30M, CIIOH]IUIIO-
emiizapHuMU JUCIUTA31IMH Ta 1H.), @ TaKOXX BITHECTH XBOPUX JO BIJIMOBIIHOT (DEHOTHUIIUHOL
Ipynu (3a BUIOM NPOAYKTY HAKOIIUYEHHS).

Myxkonosicaxapuo3u JU(PEPeHINoTs Ha JEKUIbKa HO30JOTIYHUX OJWHUIB (XBOPOO
ab0 CUHIPOMIB), HABEJCHUX B TAOIUII.

Cunapom HedexT pepmenty IIpoayKT HAKONIMYEHHS

I'ypaepa a-L-itypoHinasza JiepMaTaH- i renapa-cyiabpaTu
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XaHTepa cynbdoinypoHar-cynbbaraza JepMaTaH- 1 renapaH-cyiabdaru
Canoinin- | A.renapan-N-cynbsgatasza rernapas-cyib(aru
o B. a-N-aueruinriroko3amininasa

C. a-Tmoko3aMiH-aneTmiI-Tpaicdepasza
*

D. N-anerunrmoko3amin-6-cynbdarasza

Mopxkio A. N-anetunranakTo3amiH-6- KepaTaH- 1 XOHIPOITHH-6-CynbdaTu
cynbdaraza
B. B-ranakrozigaza

[eiie*™ a-L-itypoHinasza JiepMaTaH-cyib(aru

Maporo- N-anerunranakro3aMin-4-cynb(daraza | aepmaTtaH-cyiabdaru

Jlami

Crnas B-D-rmrokyponinasza XOHJIPOITHH-CYIb(hATH

* (hepmenT Oepe yuacTb He B po3naji, a B cuaresi(!) remapan-cynbdary
** HaChOTOJHI BBAKAETHCSA OUTBII M'IKUM BapiaHTOM Tuity | (MaHidecTyeThCs Mi3HIIIE Ta MOBI-
JBbHIIIE); OTMCaHa TaKOXX MPOMiXKHA KiIiHiuHa popma — cunapom ['ypnepa-1lleiie

Bci BkazaHi XBOpOOH yCIaAKOBYIOTHCS 110 ayTOCOMHO-PELIECUBHOMY THITY, 32 BHHATKOM
cuHIpoMy XaHTepa (peleCUBHUM, 34eIIeHNH 3 X-XpOMOCOMOIO).

VYpaxeHHs CIIOJIyYHOI TKaHWHU TP PI3HUX BapiaHTaX MYKOIOJiCaxapua03iB CYTTEBO
BIJIPI3HSIOTHCS 32 CTYIIEHEM BUPKEHHOCTI CHMITTOMIB Ta OPTAaHHOIO JIOKAJTI3AITi€TO.

Tun
MYKOIOJIi- XapakTepHi cMMITOMU
caxapuaosy
Typepa .P(.)SYMO.Ba Bi;[CTanicTL, paHHs KaTapakTa, Ba)KKi IOPYIICHHS CKEJETY, rapro-
1113M, BiCIIepoMeraiis
Xanrepa quyMoF? BIJICTAJIICTh, JU30CTO3, KAPIUKOBICTh, I€MaTOCTUICHOMET IS, Ka-
paiomnarii
. PosymoBa BincTanicTh, TOMIpHI MOPYIIEHHS CKEJETY, BiCIlepoMerais, Ka-
Candininmo
TapakTa
Mopxio IHTGJ‘I.CKT B HOpMI, KaTapakTa, Ba)KKi OPYLIEHHS CKeJIeTy, aopTajibHa HEJ0-
CTaTHICTh
[eiie [HTENeKT B HOPMI, KaTapakTa, HE3HAYHI MOPYIICHHS CKEJIETY
Maporo-Jlami | [HTENnEeKT B HOpMI, KaTapakTa, BaXKi MOPYIIEHHS CKEJIETY, Taproulizm
Coas Po3ymoBa BiicTanicTh, IU30CTO3, TENATOCIUICHOMET AN

[IpoTeornikanu MoOyAOBaHi 3 Pi3HUX 332 PO3MIPOM Ta CTPYKTYPOIO JIAHIIIOTIB TIIIKO3a-
MIHOTJTIKaHIB, KOBAJICHTHO 3B'I3aHUX 3 KOPOBUMH OiTKaMH. BUIIISIOTH TpW TUIH 3B'SA3KY MiX
IJ1IKO3aMiHOTJIIKaHaMU Ta KOPOBUMH O1JIKaMu:

o O-TniKO3UIHUH 3B'SI30K MIXK KCHUITYJI03010 Ta cepuHOM. Llei 3B's130k XapakTepHUit
JUIs OLIBIIOCTI MPOTEOrTiKaHiB. BiH yTBOPIOETHCS MPU MOCTPHOOCOMATLHOMY MPOLIECHUHTY 3a-
3HaYeHUX OUIKIB HUIAXOM MEPEHECeHHs KCHIIYJIO3U Ha cepHH KopoBoro Oinka. CyOGcTpaTom Juis
TaKoTo TepeHeceHHs CIy uTh Y JID-kcuynosa. [1oTiM 10 KCHITYI03U OMAIOTHCS 1B 3AJTUIIKH
rajlakTo3H, YTBOPIOIOUHM 3B'3yrounii Tpucaxapu. JIaHIIOT TIIiKO3aMiHOTIIIKaHy pOCTE HUIIXOM
IIOCTYIIOBOTO HAPOIIyBAHHS BKa3aHOTO TPUCAXAPHTY.

o O-rniko3ugHUHA 3B'130K Mk N-aneTuin-raiakro3aMiHOM i CEpUHOM (TPEOHIHOM),
XapakTepHU# i Kepartan-cynbdarty. [JloHopom ramakrozaminy € Y J1D-N-anerunranakrozamis.
° N-rmko3uIaMiHHHE 3B'130K MK N-areTHI-rIroKo3(rajgakTos3)-aMiHOM 1 aMigHUM

a30TOM acHaparify.

Bynyun CTpyKTYpHHMH KOMIIOHEHTaMH IO3aKJIITHHHOTO MAaTpPUKCYy, MPOTEOTIIiKaHU
crenu$igHO B3aEMOJIIOTh KOJIATEHOM, €1aCTHHOM, (hiOpOHEKTUHOM, JIAMIHUHOM Ta IHITUMH Oi-
JTKaMH; 3a0€3MeuyloTh MDKKIIITUHHY B3a€EMOJIII0, Oepydyd ydacTh y (JOpMYBaHHI pPEIenTOpiB Ha
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NOBEPXHI MeMOpaH; BXOAATH 10 CKJIQAy CHHANTUYHUX Ta 1HIIMX BE3WKYJ; BIUIMBAIOTH Ha KIIi-
TUHHY MITpaIlito; 3a0e3MeuyoTh Typrop pi3HUX TKaHWH; 3B'S3YIOTh TOJIIKATIO-HH Ta KaTIOHW;
perymooTh (iIbTpalilo B KIyOOUKaX HUPOK; MPOTUCTOATH KOMIIPECIHHUM CHJIaM B XPSIIOBIN
TKaHUHI; MATPUMYIOTh MPO30PICTh POTIBKH; BUKOHYIOTh CTPYKTYPHY POJIb B CKJIEPI; MIIOTh SIK
AHTUKOATYJISTHTH.

I'nikonpoTeinu 1 MyKONpoOTeiHM — 1€ JIBa KJIacH OUIKOBO-BYIJICBOJHUX KOMIIJICKCIB,
SIKI MOXHa 00'eTHATH B OAWH. BiqMiHHOCTI MiXXK HUMH CTOCYIOTBCS JIUIIIE KUTBKOCTI BYTJIEBO/IIB,
KOBaJIEHTHO MPHEIHAHUX 10 OUIKIB: y MIIKOMPOTETHIB BYrjeBoIu ckiafgatoTh 10 10%, a y Myko-
npoteiniB — 10 50% Big Macu MoJjieKynu. MoHOcaxapuIu TIiKO- Ta MYKOIPOTETHIB MpeacTaB-
JSIIOTH CO0010 OB PI3HOMAHITHY TPYIITY, TOPIBHSIHO 3 TIIIKO3aMiHOTITIKaHaMU. KpiM riroko3w,
raJIakTO3M Ta iX aMiHIB B CKJIAJ[i OJIIrOcaXapyIHIX KOMITOHEHTIB IIMX CKIAIHUX OUIKIB BUSBIICHO
byko3y, ManHO3Y, N-aneTuaHerpamMiHOBY KUCIOTY 1 1H. CyOcTparamu, siKi IPUMMalOTh y4acTh B
CHHTE31 ITIKO- Ta MYKOIIPOTETHIB, € aKTHUBHI (OPMHU 3a3HAYCHUX MOHOCAXapHIiB Ta IX MOXIIHUX:
VY 1®-ranakro3a(rinokosa), Y d-anermi-ramakro3(riokos)-aminu, ['JId-man-wo3a 1 ['J]D-
¢dykoza, [M®D-nHelipamiHOBa KUCIOTA.

['miko- Ta MyKONMpOTEiHW BUKOHYIOTH PI3HOMAHITHI (PYHKIIi: BOHH € CTPYKTYpHUMH
KOMITOHEHTaMH KJIITHHHUX MeMOpaH, (GpiOpUIsipHUX BOJOKOH, KiCTKOBO-TO MAaTPUKCY; BUKOHY-
IOTh POJIb 3MAIyBAJILHOTO Matepiany, 00yMOBIIOIOYH 3MEHIICHHS TePTS JOTHYHUX MOBEPXOHb
(MyLIMHH); € TPAaHCTIOPTHUMHU MOJICKYJIaMH JJIsl BITaMiHiB, JIiMiJiB, MIKPOEJIEMEHTIB; BUKOHYIOTh
pOJIb CIIOTYYHOTO €JIEMEHTY B MDKKJIITHHHIA B3aemomii. ['mikonmpoTeiHaMu € iMyHOTJIOOYJIiHH,
AQHTUTeHH TiCTOCYMICHOCTI, KOMIUIEMEHT, 1HTep(EepOH, a TaKOX JesiKi TOPMOHU (THPEOTPOIiH,
XOPIOHIYHUHN TOHAJOTPOMIH) Ta ¢hepMeHTH (Tiaposa3u, HyKJiea3u, TIIIKO3U1a31, YNHHUKH CHUCTe-
MU TFE€MOCTa3zy).

Tun 3B's13Ky MikK OUTKOM 1 BYTJIEBOJIOM B O1JTKOBO-BYTJICBOJHUX KOMIUICKCAX € PE3yJib-
TaTOM PI3HHUX MeXaHi3MiB cuHTe3y. [lominentuani Januoru (KOpoBi 611KK) 060X TUIMIB O1JIKOBO-
BYTJICBOJITHUX KOMIUICKCIB CHHTE3YIOThCS Ha MEMOpPaHO3B'sI3aHUX ToJiipuObocoMax. Byrieromna
X 1X 4aCTHHA yTBOPIOETHCS JBOMA PI3HUMHU CIIOCOOAMH.

Omnirocaxapuani naHiora O-3B'A3aHUX KOMIUIEKCIB CHHTE3YIOThCS MIJISTXOM IOCTYIIO-
BOT'0 MPHUETHAHHS MOHOCAXapHIiB 10 YTBOPEHOTO MOJINENTHAHOTO JaHItora. Lleit mpouec kara-
Ti3yI0Th MEMOpPaHO3B's3aH1 TITIKO3WITpaHchepa3u. Y TBOPEHHS KOKHOTO THUITY 3B'S3Ky 3a0e3re-
yye okpemuii crierudiunuii pepment. [IpueaHanss neporo Mykpy BiiOyBa€eThbes i 4ac TpaH-
CIsAIii, a 1HII J0Mar0Thes (hepMEeHTaMH, JTOKaTi30BaHUMH Ha €HAOIIIa3MaTHYHIN Mepexi. Dep-
MEHTH, 1110 MPUEIHYIOTh OCTaHHIN IIYKOp, JIOKali30BaHi B anaparti [ onbmxi.

Cunre3 omirocaxapumHoi 4yacTUHU N-3B'I3aHMX KOMJICKCIB BiIOYBA€THCS OKPEMO BiJl
6inkoBoi KoMnoHeHTH. [IpoBiaHY posib B IIbOMY Bifirpae noiixon (croiyka 3 17-20 onuHUIb
130TIpEHIB), Ha SIKOMY MPOXOAUTH YTBOPEHHsI BYTJIEBOIHOTO JaHItora. CHHTE30BaHMM OJIiroca-
Xapuj MEepeHOCUThCS Ha aMiJHHIA a30T acmapariny kopoBoro Oinka. Ilpmdyomy acmaparin BXo-
JUTH JI0 CKJIaJy XapaKTepHOTO TPU MENTHAY — acnaparin-X-cepuH (4¥ TPEOoHiH), ae X — Oyib-
sKa aMiHOKHCJIOTa OKpIM MpoJiHy Ta acnaprary. Karamisye mporuec nepeHocy €IuHuid MmemOpa-
HO3B'sI3aHUI PEPMEHT — oJlirocaxapua-Tpancdepasa.

[TopymenHs cuHTe3y O1TKOBO-BYIJIEBOJAHUX KOMIUIEKCIB NMPHU3BOAUTH /10 BAKKHUX CH-
CTEMHHUX 3aXBOPIOBaHb.

Po3nan 611KOBO-BYIJIEBOJAHUX KOMIUIEKCIB BiZIOYBA€THCS 32 YYacTIO BIAMOBIAHUX Ji30-
COMaJIBHUX TiJpoJia3 — o-HelpamiHigasu, B-rajakTo3uaasu, B-rekco3-amiHigasu, o- 1 B-MaHHO3H-
na3, o-pykosunasu, eHno-p-N-anerTuriroko3aMinigasy, acnapTUIATIIOKO3aMiHi1a3u Ta iH. ['eHe-
TAYHO JETEPMIHOBaHHWH JePEeKT BKa3zaHUX (EPMEHTIB BeAe IO MOPYIICHHS pO3Maay MEBHUX
O1IKOBO-BYTJIEBOJIHUX KOMIUIEKCIB Ta PO3BUTKY OJHOTO 3 BIAMOBIIHHMX TJIKONPOTETHO-3iB:
clanuao3u, MaHHO3WIO03U, (YKO3MIIO3M, acIapTHITIoKo3aMinypis. Ll 3axBoproBaHHS MaloTh
PI3HOMaHITHI KJIIHIYHI IPOSBU, 1HOAI 1X BIAHOCSATH JO MYKOJIITiI031B. [x miarHoCTHKA 3acHOBaHA
Ha JIOCJTIDKEHHI aKTUBHOCTI 3a3HaueHuX (hepMEeHTIB (HaidacrTiie B JIeWKonuTax). B psiai Bumnaz-
KiB MO’KJIMBA MpeHaTalbHa JiarHOCTUKA IIJISIXOM aHaJli3y BiAMOBIAHUX (DEPMEHTIB B aMHIOTHY-
HIN piauHI 1 KpOBI MaTepi.
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JIEKIISANe 3
TEMA: Mera0ouizm ainigis. Tpancnopr qinigis B kpoBi. MeTa0o0/1i3M TpHanuIrIinepo-
JiB. O0OMiH BUIIIUX KUPHUX KU CJIOT.

Tpuanuaraineposu (TpUrTinepuan, HEHTPAJIbHI KUpPH) ckiagaioTh 85-90% Bcix
JMIiIB OpraHi3My JIIOAWHU. binblla yacTwHA TPHAIMITIIIEPOJIIB HAKOIMMYYETHCS B KUPOBIi
TKaHuHI (65%) 1 € TOTY>)KHUM PE3epBHUM JIKEPETIOM €Heprii, 1[0 00yMOBJIEHO, MEePEAyCiM, TBO-
Ma HalO1IBII CYTTEBUMHA YNHHUKAMU

* BUCOKOI0 €HEPro€EMKICTIO TPUAIIMIITIIILIEPOJIIB — IIPU MOBHOMY PO3LIETIICHHI 1 MOJIs
rmroko3u 10 CO2 ta H20 yTBOproeTsest 36-38 monie AT®, a mpu TOBHOMY po3IIerieHHl 1 Mo
tpucreapary — 460 momnis ATO!

* KOMIIAKTHICTIO 1X AeNMOHYBaHHS B KJIITHHAX — TPUALWITIIILEPOIN € HETOISIPHUMH,
HANOUIBII TiAPO(HOOHUMH MOJIEKYJIAMH 1 TOMY HaKOIIUYYIOThCS MPAKTUYHO B O€3BOAHIN opMi y
BUTJISIZII BHYTPINTHBOKIITUHHUX JKUPOBUX Kparelb, TOJI SIK TJIKOTeH ayke riaparoBanuid (1 T
PE3EepPBHOTO TITIKOTEHY 3B'3Y€E 2 T BOAM).

ToMy HaAMUIIIOK BYTJIEBO/IIB B OPraHi3Mi JIOJUHU JIJIsl TPUBAJIOTO ACTIOHYBAHHS, 3a3BH-
Yaii, IepeTBOPIOETHCS B )KUPH. BHACTIIOK 1IbOT0O 3aranbHi 3amacu TIiKOreHy B OpraHi3Mi Jopoc-
701 moauHu Macor 70 kr ckiangaroTh Bchoro 350-400 r, a 3amacu tpuanuiriainepomis — 10-15
kr(!), IKUX JOCTaTHBO JUIs 3a0€3MeYeHHs CHEPTeTUYHUX OTPeO OpraHi3My MpOTATOM, MTPUHAKN-
MH1, 40 THIB TOJIOyBaHHS.

3a XIMIYHOIO CTPYKTYpPOIO TPUAIIMITIIIEPONU — L€ CKIaaHi edipu (ecrepu), yTBOpeHi
TPHOXAaTOMHUM CIIUPTOM IJIiLIEPOJIOM Ta TPhOMa BHIMMH KMPHUMH KHCJI0TAMM, SKI MOXYTb
OyTH HacH4YeHUMH (TTaTBLMITHHOBA, CTEAPHMHOBA) a00 MOHOHEHACHYEHUMH (TTaTbMITOJICIHOBA,
0JIeTHOBA).

Fnivepun
H BinbRi Xuphi xucnomu
H— ci:-—on O-
H—C—OH )\/\/\/\/\/\
o
H—C—OH
H Touaniuepud

H

| _o
H—c”
l
H—C—0_ 0
| \l(\/\/\/\/\/
H—C
| No_ 0
H Y\/\/\N\/
o
3a CKJIaIoM BUIIUX KUPHHUX KUCIIOT BCl TPUALMIITIIIEPOSIN PO3NOAUIAIOTH HAa MPOCTi Ta
cKJaaHi (3mimani): B IPOCTHX BCI TPU JKUPHI KUCIIOTH OJHAKOBI (HAIPHKIIAZ, TPUIAIbMi-

THIITIJILEPOJI, TPUCTEAPWITTILEPOa), a B CKIaJHUX — pi3HI (HaOmpuKiIal, JUMaIbMITHIICTEa-
PHIITITILIEPOJT, TTATBMITHICTEAPHIOICTITIIIIEPOIT).

CH, — 0 — CO — (CH,);4 — CHy<— nanbmitnHosa

| CTeapuHoBa
CH,— O — CO — (CH,);g — CH;«—
I
CH,— O — CO — (CH,); — CH = CH — (CH,); — CH,
]

L Il
rniuepon BULLi KUPHI KuUcnotu

oNeiHoBa
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CuHTe3 TpHANMJITJIILEPOJIiB.

Tpuamunriineponu (TAID) cuHTe3yr0ThCS B 0araThOX OpraHax i TKaHWHAX, ajie Hai-
ORI BaXXJIUBY POJIb B X CHHTE31 BIJITParOTh KITHHU TMEUYiHKU, EHTEPOLUTH, CEKPETYIOUi KJIi-
THHMA MOJIOYHHUX 3QJI03 B MEPiOJ JIAKTaIii Ta aJUIIONUTH XUPOBOi TKaHMHU. BHaAcmigok gocuTh
IPOCTOT CTYKTYPH iX MOJIEKYJ JJIsl CHHTE3y TpU-alMITIiIeposIiB He0OXiIHI BCOTO JBa KOMIIO-
HEHTH:

* akTHUBHA (hopma riinepuny — riinepodocdar

* aKTUBHI (OPMHU BUIIUX KUPHUX KUCIOT — anfuia-KoA.

AKTHBAUIA riIineposy:
Le#t mporiec Mae BIAMIHHOCTI B PI3HUX TKAHWHAX Ta OpraHax.
Tak, B eHTeponHTax Ta KIITHHAX HUPOK aKTUBHUN (EPMEHT 21iuepo.i-KiHa3a, BUKOPHU-
croByroun AT®, pochopuintoe HassBHUI B HUX BUIBHHUI TIIIIEPOJT.

‘sz “OH 10 Ago 'sz - OH

cH —on >~ cH-om

| rniyeponkinasa | £

CH; - OH CH, -0 - F-OH

OH

B sxupoBiii TKaHWHI TTIIEpONIKiHa3a BIACYTHA. TOMYy B aIMIONMTAX Ta M'si3aX MOIepe]-
HUKOM riinepodocdary € He BUIBHHIA IITLEpOII, a MPOMIKHUAN MPOAYKT TIIIKOMII3Y — AloKcHale-
ToHpochaT (ogHa 3 pocdoTpios, MO YTBOPIOETHCS MPHU PO3IICIUICHH] PpyKkTO30-1,6-1udochary
anpnonaszoro). [lin giero eniyepon-3-gpochamoeciopozenasu, xopepmentom sikoi € HAJI-H, Bin
BIJIHOBJTIOETHCS 110 Taitiepodocdary.

CH370H CH,0H

| . I

C=0 + HAlH+H =———————= CHOH + HAO
I rniugpocbocd)aT-

CHoOPO3H, ACTIAROTENA3  CHLOPO3H2

B manomy Bumanky, nimoreHe3 (0COOJWBO B KMPOBIM TKaHWHI) CYTTEBO 3aJICKHUTh BiJI
MOCTa4YaHHS KJIITHH IIFOKO3010, SIKa € JKepesioM aiokcuarnetoHdocdary. OCKiIbKY MPOHUKHICTh
MeMOpaH aJUMOLHMTIB IS TIIOKO3H € THCYJIH-3JICKHOIO (Uepe3 CTUMYJIIAIII0 TpaHCMEMOpaHHUX
TparcnoprepiB raokoszu ['JIKOT-4), HopmanbHe BUPOOICHHS MiAILTYHKOBOIO 337103010 IHCYIIHY
€ BOXJIMBOIO TIEPETYMOBOIO 010CHHTE3Y TPHALMIITIIIIIEPOIIIB B aIUTIOIIATAX.

B xniTHHAX MeYiHKK MOXKITMBI 00MBA IIUISIXH YTBOPEHHS riinepodocdary.

AKTHBaLiA BULINX KUPHUX KUCJIOT:
AKTHUBaIlIS] BUITUX KUPHUX KHUCIIOT BiIOYBAETHCS 3a y4dacTio crneruiuHux (HepMEeHTIB
ayun-KoA-cunmemas (miokina3z) 3 3arparoro eneprii AT® (mpuuoMy B JaHOMY BUITAJIKY Bij-

OyBaeTbes Tubokui rigponiz AT® g0 AM® Ta Heopradiunoro mipodocdarty!):

R-COOH + KoA-SH + AT® —= R-CO-5-KoA + AM® + ODu

BiacHe cuHTEe3 TPHANWITIILEPOJIIB:

YTBOpeHUii OylIb-IKUM 3 3a3HAYCHUX IUIAXIB Tiinepodocdar 3a ydacTio (epMEHTIB
aniyepon-3-gpocham-ayunmpancghepazu ta l-ayuneniyepon-3-gpocham-ayunmpancghepazu
MOCITIZIOBHO B3a€MOJII€ 3 JBOMA MOJIEKYJIaMU aKTUBOBAHUX KMUPHUX KUCJIOT 3 YTBOPEHHSIM ¢hoc-
dbaTuanoi kucaoru. [IpuyoMy, T0CUTH YacTO MpH APYroMy allUIIOBAHHI BUKOPUCTOBYETHCS 3a-
JIMIIOK HEHACHYEHOI ;KUPHOI KHCJIOTH.
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I-Atmarigepost-3-(oedar Pocduriu Kiuehota

Jani docharuana kucnora aehpochHopriroeThes i Aieto pepmeHTy gocghamasu (go-
chamuoamghocghozioponazu) 3 yrBopeHHsM 1,2-aianmiriainepoay.

I 1t
HzC“‘O“C&"RI 1,0 i HEC_G#C{;R].
il N / | I
HE—0-C-Ry = HC—O-C-R,
H,C—0-(P) H,C~OH
ocardiHa KHcaoTa | 2-Jhagenaniepon

Ha 3aBepmanpHOMYy eTami 10 J1alUITIALIEPOITY 3a JOTIOMOTOI0 (PepMEHTY diayuizii-
yepon-ayuampancgepazu aHanoTivHO JIBOM MOIPETHIM MPUETHYETHCS TPETS MOJIEKYJa alu-
KOA 1, TakiM YMHOM, YTBOPIOETHCS TPHANMJITJIILEPOJT.

Kara0oai3m Tpuanuiriainepo.is
HaBiTh B CTaHi CIIOKOIO cepiie, CKeNeTHI Ta TNaJCHbKI M'S3H, MEYiHKa MOHAJ MOJIOBUHY
HEOOX1THOT eHeprii OTPUMYIOTh 32 PaXYHOK OKHUCJICHHS kupiB. [Ipu ¢izuuniii poOOTi Ta cTaHaX
oprauiamy, ski TOTpeOYyIOTh MIABHIIEHUX EHEepro-3arpar, a TaKoX Ipu TOJIOAYBaHHI
CIOXKMBAHHS TPUTITIIEPUIIB )KUPOBOI TKAHUHU 30UTbITYEThCs. Pa3oM 3 TuM, ciijf maM’siTaTu, 1o
KJIITHHU TOJIOBHOT'O MO3KY HE MOKYTb OKHCIIIOBATH BHIL )KUPHI KMCJIOTH, TOMY 3a0€3Me4eHHs 1X
EHEepTi€r0 BiAOYBA€EThCS JUIIE 32 PaXyYHOK OKWCJICHHS BYTJEBOMAIB. | TibKM 32 IEBHUX YMOB (SIK
BUKITIOUEHHS) KJIITHHHA HEPBOBOI TKAHWHU MOYMHAIOTH BUKOPHUCTOBYBATH SIK PE3EPBHE JKEPEIIO
€HEepTii KeTOHOBI TijIa — MPOYKT MEPETBOPEHD KUPHUX KUC-JIOT, aJIe HE CaMi KUPHI KUCIIOTH.
bruzpko 95% Bciel 61070T1YHO TOCTYITHOT €Heprii MOJIEKYJIN TPUALMIITIIILEPOITY MICTUTHCS

B 3QJIMIIKaX >KUPHUX KUCIIOT 13 TOBI'UM BYTJICLIEBUM JIAHIIOTOM 1 Jiniie 5% eHeprii npurajae Ha
yacTKy riinepoiy. Crnodyarky TpHALMITIIIEPOIN pO3MagatoThes (TiApoTi3yIOThCs) Ha TITLEPOT
Ta BHWINI JKUPHI KHUCJIOTH, a TMOTIM o0OWMIBa IIi KOMIIOHEHTH, MOMEPEIHbO AKTHBYIOUHCH,
OKHCITIOITECS (KokeH cBoiM mupixoMm) 10 COz 1 H20, mo cynmpoBOIKYETbCS BUAUICHHSIM
eHeprii.

depMeHTaTUBHUHN T1IPOJi3 TPUAIMIITIILIEPONIB (JIMOi3) B aUNONUTAX 13 BUBLIHHEH-
HSIM BUIBHUX BUIIMX XUPHUX KUCJIOT, K1 HAAXOJATh B KPOB, OTPUMAaB Ha3BY Mo0Oinizauia yHcup-
HUX KUCA0Mm 13 XUPOBOI TKAHUHU

Peakii rigpomizy TpUTIiEepUIaiB MPUCKOPIOIOTHCS 32 IOMIOMOTOK BHYTPIITHHOKTITHH-
HuX ¢pepMmenTiB inaz (KO 3.1.1.X: kiac 3 — rigponasu, migkiac 1— ecrepasu (Tigpoii3 cKiai-
HUX edipiB), miamiakiaac 1 — edpipu KapOOHOBHUX KHUCIIOT).

Po3pi3HSAIOTE npocmi nina3u, sKi KaTaTiTHYHO MPUCKOPIOIOTH T1POJIi3 BUIBHUX TPUIIIi-
HEPHUIIB, 1.1inonpomeinainazu, Mo 3a0€3MeUy0Th, TOJIOBHUM YMHOM, Tiapoii3 TAI ximomikpo-
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HIB Ta JINOMPOTEiHIB JyXe€ HU3BKOI MIUILHOCTI —ABOX (hpakiiiid JiMOMmpoTeiHiB (KJIac CKIATHUX
TPAHCIIOPTHUX O1UJIKIB IJIA3MH KPOBI), K1 MICTATh HAMOUTBITY KiJIbKICTh TPHALIAJITIIIIIEPOITIB.

CrenudiunicTs Iii Jima3 BU3HAYAETHCA MOJOXKEHHAM e(ipHUX 3B'A3KIB B MOJIEKYII
TPUALTAITIIEPOITiB. ['11poTi3 TPUTIIEPHUIIB, K 1 IX CHHTE3, TAKOXK HI€ CTYIIHYACTO: CIIOYATKy
pO3MagaoThCs JIBa 30BHIIIHI aHAJOTIYHI 3a BIACTUBOCTAMHU CKJIanHOE(DipHI 0-3B'SI3KH (TOOTO
3B'SI3KM, YTBOpeHI mepBuHHUMHU cnuptoBuMHu (-OH) rpymamu riinepony) i1 yTBoproroThes f-
MOHOTJinepuau. Tak, HaMpUKIAA, BiIOYBAETHCSA TIAPOII3 TPUTIILEPHUIIB Y KHIICYHHUKY ITi]T
BIUIMBOM RAHKPeAMUu4Hoi 1inasu.

0 TPHALHIILIT 0 AiaLHNITi~
CHy-0-C /E)R | |mepominasa CHy-0-C ”—OR1 T cmy-0H
I I 0
CIEHZ-O-C”-(I)a , _+tHo (I:HZ-O-C”—R , _THOo CH-0-C%R,
[
CHy-0-c“R,  -R-COOH CH,-OH - R-COOH CH,-OH
TPHALHILIIIEP Ol TiaUMLITIep ot MOHOALIITITLIEP O]

Jlamni B-MOHOTTIIEepHId MOXKYTh KiHLIEBO TiAPOJI3yBaTUCh Mif €0 HecTIeUnpidyHUX ec-
Tepas, 3JaTHUX MPUCKOPIOBATH PEakKilii TiApomi3y ckiagHux edipiB BTOpUHHHX cnupTiB. [Ipu-
KJIaJJOM MO CIIY)KUTH TiApOIi3 B-MOHOTIIIEepHIy Mg Ji€r0 KapOokchecTepasu (amiecrepasu)
MEYiHKH.

Mouoau_;[mmi-
CH,-OH Hepoirasa CH,-OH
I P + HyO I
CH,-0-C-R, CHy-OH
| _ |
CH,-0H -R-COOH  cq,.0m
MOHOALJILITLIEP OTT Irirepon

['minepon noOpe po3YMHSAETHCA B TUIa3Mi, TOMY Yy BUIBHOMY CTaHI TPaHCIIOPTYETHCS
KPOB’I0 B MEYiHKY, 1€, B OCHOBHOMY, i1 BiZlOyBa€eThcs ioro Meraboii3m, a 3Ha4HO TixpodoOHiri
HeecTepudikoBaHi (BiJIbHI) KMPHI KHCJOTH 3B'SI3YIOTBCS B TUIa3Mi 3 allbOyMiHAMU, SIKUMH
TPAHCHOPTYIOThCS 10 OaraThOX TKAHUH, JI€ BUKOPUCTOBYIOTHCS SIK JKepeno eHeprii. Tpancmop-
TYBaHHSI KHCJIOT BiJl KHPOBOI TKaHWUHH JI0 Pi3HHX OPTaHiB MPOXOAMTH TYXKE IIBUIKO, TOMY iX
KOHIIEHTpAIlis B T1a3Mi He3HayHa — 1-3% BiJ 3araibHOTO BMICTY JIMIAIB Y KPOBI.

st oOMiHY KHMPIB XapakTEepHE HIMPOKE 3BOPOTHE BHKOPHUCTAHHS TMPOIYKTIB iX Tif-
pOIi3y A PECHHTE3y HOBUX HEOOXimHuX mimifiB. Tomy 3HauHa yacTWHA -MOHOTTINEPUIIB, a
TaKOX TJIIEPUHY 1 BUIIUX KXUPHUX KHUCIIOT, IO BU-BUIBHSAIOTHCS MPH TiAPOIi3i, 3HOBY BUKOPH-
CTOBYETHCS JUISI PECHHTE3Yy TPUTIILEPUIIB, ajle JCMI0 IHIIOr0 KUCIOTHOTO CKIaay Ta OYyIOBH,
XapakTepHOI I JAHOTO OpTaHi3My.

HeiiporymopaJibHa peryasinist Jinosizy

[lenTpanpHa HEpPBOBa CHCTEMa BIUIMBAE HA JIIMIIHUA OOMIH OE3MOCEPEHhO Ta Yepes
3aJ103M BHYTPIIIHBOI CEeKpeLii.

BianoBigH1 AUISHKY KOPH BEIMKUX MiBKYJb TOJOBHOTO MO3KY Ta ITiIKOPKOBI siipa de-
pe3 BereTaTHBHI HEPBOBI BOJOKHA BU3HAYAIOTh CKJIAJ Ta KUIBKICTh CEKPETIB TPABHOT'O TPAKTY,
BIUTMBAIOYM, TAKMM YMHOM, Ha MPOIIECH MEPETPaABICHHS 1 BCMOKTYBAaHHS JIITIJIIB, @ TAKOXK PETy-
JIOIOTh 1X TKAaHWHHUM GlocmHTE3 1 MoOimizamito. IMmynben, sKi HIyTh MO CUMIIATUYHUX HEPBO-
BHUX BOJIOKHAX, CIIPUSAIOTH PO3Maay JIMiAIB, @ IMIYJIbCH IMApACUMIIATUHYHUX BOJOKOH — iX HaKO-
nuyeHHI0. LIeHTp perynsuii 3HaXoJUThCS B MPOMDKHOMY MO3KY (rimoranamyc). Bimomo, 1o
MOIIKO/KEHHSI TIIMOTAIaMYCy BUKJIMKAE OKAPIHHS.

Jocutb GaraToyHKI[IOHANBHOIO € W €HJAOKPHHHA PEryJislis oOMiHYy HEHTpaIbHMX JIi-
T IIB.

SIk mpaBumIIo, 3arajibHa MBUAKICTH OyIb-SIKOT0 0araTOCTYNEHEBOr0 METabOIIuyHOro Ja-
HITIOTA 3aJICKUTh BiJ] aKTUBHOCTI KIFOUOBOTO (PEPMEHTY, 110 KaTaji3ye HalOUIbII MOBIIBHY (JTi-
MITYIO4Y) CTaJiI0 BChOTO mporiecy. Tomy came 1ieit GepMeHT i € pezyiamopHum.
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Jlinomi3, mo BiIOyBa€eThCS B aUIOLUTAX KUPOBOI TKAHWHU, € MPUKIAIOM 0aratocTy-
MEHEeBOr0 MEeTaboJIIuyHOTO Tpoliecy. BiH kaTamizyeTbcsi TppoMa (EepMEHTAMU — mMpu2iinepuo-,
ouzniyepuo- Ta MoHozniyepuo- ninazamu. 3araibHa MIBUKICTH JIIOJI3Y KOHTPOJIIOETHCS aKTH-
BHicCTIO TAI-minasu (TpuanuiarIinepouIinasu) — peryJsTopHOro (epMEeHTy, SKUW KaTali3ye
HaO1IbII MOBUIBHY peakiito Jimomisy. J[Ba iHII eH3uMH MOCTIHO aKTUBHI, ane iX naig 6e3 yua-
cti TAI-ninma3u HEMOXKJIMBaA Yepe3 BiACYTHICTh BIAMOBITHUX cyOCTpatiB. /i KIIFOYOBOTO €H3H-
MY PETYIIOEThCS 0araTbMa TOPMOHAMH.

Karexonaminu (adpenanin, nopaopenanin) ta riiloOKaroH moCHIIOIOTH JIi-1TOJII3 3a pa-
XYHOK aKTHBaIii TPUAIMITIINEPOJUTIAa3H aIUMONMTIB NUIIXOM CTUMYISIIT -AM®-3anexHo01
BHYTPIIIHHOKTITUHHOT KacKagHO1 cucTeMu. MoJiekyssipHa OCHOBa peryisiii aktuBHOCTI TATI-
Jina3u aJuMoLUTIB aHAJIOTIYHA PETyJIALii aKTUBHOCTI TIIIKOTeHCUHTA3M Ta TiiKkoreHdochopuia-
3U — KosaieHmHa moougpikayia dhepMeHTy (3BOPOTHE ¢hocghopunrosannsn-oeghocghopunrosan-
na). KaranitnaHo aktuBHOKO € GocdopmiboBana Gpopma TAI-nminasu, a HeaKTHBHOKO — nedoc-
dbopriiboBaHa.

3a paxyHOK Aii KaTexoJaMiHiB Ta TJIIOKaroHy BiIOYBA€ThCs MIBHJIKA aKTUBALIS JIIMOJIZY
B JKHMPOBIA TKaHWHI Ta MOOUTI3aIisg HeecTepru(PIKOBAaHUX KUPHHUX KHUCIIOT, IO 3ade3rneuye
IiABHILEHI €HEPreTUYHI MOTpedn opraHizMy 3a yMOB cTpecy ado rojoayBaHHS.

JlimoniTi4Ha nis KaTeXoJaMiHIB peai3yeThCs NMpH (I3UYHOMY HANpPY>KEHHI1, CTpeci,
3HIDKEHHI TEMIEpaTypu HaBKOJMIITHLOTO CePEeIOBUIIIA.

Jlist TIII0KaroHy MposIBIAE€THCSA MPU 3MEHIICHH] HAAXOKEHHS TIIOKO3U Yepe3 IITyHKO-
BO-KMIIKOBHH TPAKT a0 MOCHJICHHI BUKOPUCTAHHS ii TKAHMHAMHU.

Incyain iHTiOye MMOMi3 1 YMOBUIBHIOE BUBUIPHEHHS BHUINUX KUPHHUX KHUCIIOT 3 aJIUIIO-
IIUTIB 32 PAXYHOK JIBOX O10XIMIYHHX MEXaHI3MiB:

* 3MeHIIeHHs KoHneHTpaiii n-AM® uepe3 aktuariito pochoauecrepasu n-AMD

* IiABUINEHHS MPOHUKHOCTI MEMOPaH aJUIOIUTIB JIsl TIIFOKO3H, 1110 IPUBOIUTH JI0 aK-
THBAIIi1 TJIIKOJII3Yy Ta OCWJICHHS JIIMOTEHE3Y 3 MIPOIYKTIB METa0O0II3MY TIIFOKO3H.

agpeHaniH ) )
rAKaroH iHCYNiH
Ll@ 4»‘111
@ i ® ageninar-
membpaHHMIA —=—* G-6in0K —=—> uxnasa dochoauecrepasa
peuenTop ,,.,-—4\—\\
AT® oD uAMo AMD
@
npoteiHKiHasa A npoTeiHkiHasa A
(HeaxkmusHa) {axmusHa)
TAl-ninasa / TAl-ninasa @
(HeakmusHa) (akmueHa) -+
AT AfQe

TpMauuaraiuepon auaunnraivepon
; DATl-ninasa

(akmueHa)
¥HUpHa KMQnoTa

MOHoauuAaraiyepon

MAT-ninasa
(akmusHa)

ComaToTponiH (TOpMOH POCTY) aKTHBYE JIIIONI3 B >K1/1p013i171 TKaHWHI 32 paxyHOK Tif-
BUIICHHS CHUHTE3y HEOOXITHUX A IIbOro Mpolecy OinkiB-GpepmeHTiB. lle miaTBepmKyeThCs
THM, 110 WOTO fis (Ha BIAMIHY BiJ BHIIE PO3TVITHYTHX TOPMOHIB) IMOBHICTIO OJIOKYETHCS 1HT101-
Topamu cuHTEe3Y BianoBinHux M-PHK. Meraboniuni eekT ropMOHY pOCTY PO3BHBAIOTHCS T10-
BUIBHO, 1110 CBIYHMTH MPO MPOBITHE 3HAYEHHS COMATOTPOIIHY B MOCTYIOBIM ajmamnTaliii opraHis-
MY JI0 TOJIOTyBaHHSI.
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Jlimomi3 B iHIIMX TKaHWHAX (M's3aX, MEUIHIl) PETYIIOEThCS 32 MOAIOHUMHU HEHPOTYMO-
paTbHUMHU MEXaHI3MaMHu.

Kara6o.1i3m riineposy Ta eHeproe(exkT Horo OKMCJIeHHSA

['minepon, skuii BUBUTBHAETHCS M1 Yac TAPOII3Y TPUALMITIIIEpOoTiB ado riinepodoc-
¢omimiziB, 3aX0IUIIOETHCS MIEPEBAKHO MEUIHKOIO 1 METa0O0I3yeThCS 32 TAKMMHU IIISIXaMU:

* OKHCJIFOETHCS B a8POOHUX UM aHAEPOOHUX YMOBaX

* BUKOPHCTOBYETHCA SIK CyOCTpaT Uil CHHTE3Y TJIIOKO3HU B TIIIOKOHEOTeHE31

* IOBTOPHO BUKOPUCTOBYETHCS JIJIs1 O10CHHTE3Y PI3HUX KJIACiB TIIIIIEPH/IiB.

BxuttoueHHIo riinepoiy a0 Oyab-SKOro 3 3a3Ha4eHUX NUIAXiB HOro MeTaOoJiYHUX TIe-
pPETBOPEHB MEpey€e aKTUBAIlis, sKa Toysirae B Horo (GochopuioBanHi i €0 2niyepoKiHazu
3a yuacTio AT® 3 yrBOpeHHsIM raineposidocdary, KUl TOTIM OKHUCIIOEThCS 2niyepongoc-
damoeziopozenaszoro (kopepment HAJl) 3 yrBOpeHHsSM auriapokcuamnerondocdary (1 1aBi
(dbepMeHTaTUBHI peakilii aHaJIOoT14H1 BIAMOBIIHUM peakuisM npu cunresi TAT).

CHy>=0H
L =on
- CH=—OH
Lbimo®)
2 + CHa>—0OH
avrippokcnaueton-  HALH + H AT® ivepon
docoar HAL AL P
aniyepongocpam- _ ) ]
alézll?apczersa M“ Hz—OH aniyepokiHasa

H=0H

cHy—o—{P)
rnivepodocoar
B noganemomy murigpokcuanerondocdar mia aiero mpiozogocghamizomepazu izome-
pU3YeThCs A0 rainepasbaeria-3-gocdarty, kil € OMHUM 3 IEHTPAITBHUX METa0OITIB TITIKOII-
3y Ta TJIIOKOHEOTeHe3y. ToMy BCl MOAaNbII MEPEeTBOPEHHS TJinepanb-3-hocdary, yTBOPEHHOTO
P OKUCJICHHI TTIIEPOITy, CIIBIMAJAI0Th 3 META00II3MOM HOT0 aHAIOTY 1O BiIMOBITHUX IIUIAXaX
00OMiHY BYTJICBO/IIB.

H;COH L
=0 - H—C—OH
. TpioczodoctaT- —L—
H, COPO i !
2 3 130MEpasa HECDPD%
OurigpokcnaueTok- Mnivepansaerio-3
docdar docdar

Enepreruunuii epekT OKUCIECHHS TIIIEPOTY B AHAEPOOHUX YMOBAX CTAHOBUTH BChO-
ro oany mMoJsekyiay AT®. Xoua (gk 1 B aHaepoOHOMY TJIiKoIi31) B ocdormineparkiHa3Hii Ta
nipyBaTKIHA3HIA peakIisiX CUHTE3YIOThCs ABI Mosiekynn AT® (cyoctparae docdopuatoBanHs),
HEOOXiJTHO BpaxoBYBaTH, 110 ofHa MojieKkyna AT® BUTpayaeThCs HAa aKTHBAIIO TIILEPONY B
nepirii peakuii (mpu yrBopeHHi riinepoidocdary). Huxde HaBeneHi cxemu 000X KiHa3HUX pe-
aKIIiiH.
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Eneprernunnii 0ajaHc MOBHOTO OKHMCIIEHHS IUIILEPOIY B aepOOHMX YMOBAX CTaHO-

BUTH 22 moJjiekyau AT®D, B 1.4.:

* 2 monekynu AT® yTBOPIOIOTHbCA HIISIXOM CyOCTpaTHOTO (pocdopuiitoBaHHS (SK 1 B
aHaepoOHUX yMOBax) B 2 KIHa3HUX PEAKIiSX, PO3TIISTHYTUX BUIIES

e me 9 AT® (3x3) cuHTEe3yeThCS B AUXAIBHOMY JIaHI[031 (OKHCHE (hoChOpUITIOBAHHS) 3
Tprox Moiiekyn HAJI-H, yrBopeHux y BIAMOBIAHUX PEAKIlisSIX TIIKOTITUYHOTO NMUISIXY (0JHA MO-
nexyna HAJI-H — npu oxucnenHi riiuepodocdary, apyra — nIpu OKHCICHHI TUIiLEpaIbaeria-3-
docdary, a TpeTs — Mmija Yac OKHUCHOTO JeKapOOKCUITIOBaHHS MIPYyBaTy 3 MEPETBOPEHHSIM HOTO B
aneTiii-KoA)

* okucnenHs anetmin-KoA no CO2 ta H20O B nukimi Kpebca nae me 12 ATO.

Ix cyma cxnanae 23 monekymu AT®, 3 skuX (SK i B monepeHLOMY BUINAJIKY) HEOOXiTHO
BHUpaxyBaTH oJiHy MoJiekyny AT®, o Oyna BUTpaueHa Ha aKTUBAITIIO TITIIEPOITY.

3arajabHa xapakTepucTHKa riinepodgocdoinigis Ta 0co0IMBOCTI iX 00MiHY

Ha BigmiHy Big TpUTTIIEpHUIIB 1 BUIIMX KUPHUX KUCIIOT MOJISIPHI JIIMIAN HE € ICTOTHUM
€HepreTHYHUM MaTepianoM. BoHHU BiZlirpaloTh BaXIJIUBY pOJb B CTPYKTYpi Ta (PpyHKIisX OioJori-
YHUX MEMOpaH, BHYTPINTHbOKIITUHHIN PEryJsiii MeTa0oi3My, MPOBEJAECHHI HEPBOBHUX IMITYJIhb-
CiB, 3rOpTaHHi KpPOBi, IMyHOJIOTIYHUX PEaKIIisX, Mpolecax KIITHHHOI mpodideparii i pereneparii
TKaHWH, (OpMyBaHHI JIMOMPOTEITHUX KOMIUICKCIB, aKTHBaIlii MEMOpaHHHX 1 JII30COMAaTbHUX
(dbepMeHTIB, B IEPEHECEHHI EIEKTPOHIB B JUXaTHbHOMY JIAHI[I031 MITOXOH/TIH.

B ninmomy, nonspHi docdominian B opraHizmi (3aJIeKHO Bij CIIUPTY, IO BXOJUTH J0 iX
ckiany!) mpeacTaBieHi ABoMa KiacaMu — rJinepodgocdodiniaun i chinrodocdoiniau (B HUX
3aMiCTh TIHIEPUHY MiCTUTBCS JBOXaTOMHHUI aMiHO-CHHPT c(iHro3uH. IX mpeacTaBHUKU — cqhin-
2omieninu).

CrninpHOIO 03HAKOK BCiX (hocdomnimiaiB € ixas aMm@pidiabHICTh: BOHU MaOTh Tigpodi-
JBHY Ta T1ApohoOHY YaCTHHH, 110 BJIACHE W pOOUTH iX MosipHUMH. Taka OymoBa, HacaMIiepes,
J03BOJISIE€ IM YTBOPIOBATH B BOJHOMY (TIOJISIPHOMY) CEPEIOBUII MIllETH Ta JBOMIAPOBI CTPYKTY-
pH, SKi CKJIaJIal0oTh OCHOBY Oil0JIOTTYHHX MeMOpaH. ToMy B opraHi3Mi BOHM BUKOPHUCTOBYIOTHCH,
TOJIOBHUM YWHOM, I TUIACTUYHHX (YHKIIH, SBISIOYKCH (pa3oM 3  XOJIECTEPUHOM)
000B’3KOBUMH CTPYKTYPHHUMH KOMITOHEHTAMHU KJIITUHHHUX Ta OpPraHelbHHX OlomemOpaHn. Jlyis
docdomimiais, K 1 I IHIIUX CTPYKTYPHUX KOMIIOHEHTIB Oi0MeMOpaH, XapaKTepHUM € TOCTii-
HE OHOBJICHHS, TOOTO CTaH IWHAMIYHOI PIBHOBaru MiXk iXHIM CHHTE30M 1 kKarabomizmoM. doc-
¢ominiM IHTEHCUBHO OHOBIIIOIOTHCS B aKTUBHO (DYHKI[IOHYIOUMX TKaHUHAX (MEYiHIli, HEPBOBI
TKaHWHI, €HJI0- Ta EK30KPUHHUX 3aj103ax Tomo0). KpiMm mporo, B Ckazai iX MOJEKy (B MOJOXKEHH]
2) 4yacTo MICTAThCS MOJIIHEHACUYEHI eliko3aHoBi (C20) KUpHI KUCIOTH, 3 SIKHUX, 32 HEOOX1THOCTI,
CHHTE3YIOThCSl BUCOKO aKTHBHI TKAHEB1 TOPMOHH € KO3aHOIIH.
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I'minepodocdominian MiCTATh B CBOEMY CKJIa/li Ba 3AJIMIIKH KUPHUX KUCIIOT, 3AJTUIIOK
oprodochopHOi KUCIOTH 1, 3B’s13aHY 3 HEIO MOJSAPHY YacCTHHY (A30TOBMICHI CIIOJYKH, CEPHH,
iHo3MTOIN). Halibinb1 nomupeni NpeaCTaBHUKY IIiLepopocdOoIiniliB MPeICcTaBIeH] HIKYE:
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Kpim Buiie 3a3HadeHux riinepodocdomimiiB, ki MaloTh «KJIACHUHY» CTPYKTYpY, Ce-
pel HUX JTOCUTH PO3IMOBCIOKEHI 1 crienudivydi 3a OyJ0BOIO MPEACTAaBHUKHU — 1€, HacaMmIepe/,
KapaioJiniHg Ta mi1a3MaJJoreHu.

B kapnionininax (oughocghamudineniueponax) npi Monexkynu rnesHoro gocdatumaiirii-
1epoiTy 3'€JHaHI MIX COOOIO TIIIEPUHOM, (OPMYIOUH TUMEpPHY CTPYKTYpy. BOHM € BaXIMBUM
KOMITOHEHTOM BHYTPIIIHHOI MEMOpaHM MITOXOHJAPIA, HEOOXIMHUM mJisi (DYHKIIIOHYBAaHHS YHC-
JICHHUX (DEePMEHTIB EHEePreTHYHOr0 OOMIHY.

B ma3zmanorenax (aivoecioozennux ninidax) B TepIIOMY TOJIOKEHHI TITIIEPUHY 3HA-
XOJIUTHCS HE )KUPHA KUCIIOTA, a 3B'I3aHUN 3 HUM MPOCTUM e€(ipHHUM 3B'SI3KOM 3aJIUIIOK HEHACH-
YEHOTO CHHUPTY 3 JOBrUM amipaTHIHUM JIaHIIOroM. OCKUIBKK TIPH iX TiApOJIi3i YTBOPIOIOTHCS
QJIBJICT1IM BIAMOBITHIUX HEHACUYCHUX CIHPTIB, K1 HA3UBAIOThH MJIA3MAJISIMU, 1€ i BUZHAYWIIO 1X
Ha3By. OCHOBHI MiJKJIacH TIa3MalioreHiB — GocdaTuaaiabxoniny, ¢pochaTuaaabeTaHOIAMIHHA 1
dochaTuaanbcepuHu.

m;-—-ﬁu—cm 4] H,?—O—CH-CH—!,
"0-P=0  “O-P-0 —0—CH ﬁ .
? o HQC—O—T“’O—CHQ—CHQ—N(GH:;};;
CH CHz O
T P 0-
R|-C‘,_o_?H H?—D-G-Rs
n,—ﬁ~o+cHn HaG—O—ﬁ—h KapaioniniH (3niea) Ta nnasmanoreH
o

Bci  docdormineponimian TposBISIOTE BIACTUBOCTI  demepzeHmie (TIOBEPXHEBO-
aKTUBHHUX pedyoBUH). ToMy, 30KpeMa, TOJIOBHUM KOMITOHCHTOM Jle2eHea020 cypghakmanmy (T10-
3aKJIITUHHOTO JIMIAHOTO 1Iapy 3 HEBEJIMKOIO KUIBKICTIO riipodoOHMX OUIKIB, 10 BUCTUJIAE TO-
BEPXHIO JISTCHEBUX aJbBEOJ 1 3amo0irae 3JMUMAHHIO iX CTIHOK i Yac BUJUXY) € AMNAJbMITOI-
JadochaTuainxodin, sxuii craHoButh 61m3bko 80% Bix ycix QocdomimiaiB, M0 BXOIAATH 10
ckiany cypdakranty. Bin cunTe3yeThest maeBMonTamu |l Tumy B mpoiieci eMOpioHaIBHOTO Po-
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3BUTKY, 0COOJIMBO aKTUBHO B Tepion Bix 32 mo 36 TmxHiB BaritHocTi. HenoctaTtHe popmyBaHHS
cyp(akTaHTy y HEIOHOIIEHUX MAITeH Micis HApOIXKEHHS MNPU3BOAMTH 10 PO3BUTKY Ba)KKOTO
pecnipaTopHOro JucTpec-CHHApoMY. BaxknuBuii 1abopaTopHUil MOKa3HUK HOPMAJIBHOTO PO3BHU-
TKY JICTEHIB IUIOAY IIPH MPOBECHI MPEHATAIIBHOI JIarHOCTUKH — 1€ CITIBBIAHOIIEHHS dochaTu-
JUIXOIHY Ta C(IHTOMIENIHY B aMHIOTUYHIN piAuHI , siIke Ha 35-My THKHI BariTHOCTI MMOBHHHO
CKJIaJiaTu He MeHIe, Hix 4 : 1. JluHamika iX CIiBBIAHOIIEHb HA PI3HUX TEPMIHAX BariTHOCTI IO-
Ka3zaHa Ha rpaQiky.
mrign

22 -
docdaTmnainxonin

T e Y
[ = = -
| B e

1 r © §© 7

\( chiHromienin

1820222426283032343638  1,¢Hi BariTHOCTI 4

Biocunre3 riainepodocdoiniais.

[ToyaTkoBi peakuii CHHTE3Y TPHALMITITIIEPOTIB 1 TiinepodocdoiniaiB CriBNaaaoTh 1
B1I0YBAIOTHCS 32 HASIBHOCTI TITIIEPUHY 1 dKUPHUX KUCIIOT:

1. YTBopenns riinepodocdary uepes3 BiAHOBICHHS JiokcuaneToHpochaty ado docdo-
PWITIOBaHHS BUTLHOTO TUIIIEPUHY.

2. AxTHBalis BHIIMX >KUPHUX KHCJIOT 3a ydacTio aumi-KoA-cunreras (mioxinaz) 3
yTBOpeHHM anui-KoA.

3. IMocnigoBHe mpueaHaHHs 00 riinepodocdary TBOX MOJEKYT aKTUBOBAHUX KUPHUX
KHCJIOT 3 YTBOpeHHsIM ¢ochatuanoi kuciaotu (pepmentu — raineposdocdar-anmnrpanchepasa
ta l-amwriinepon-3-hocdar-anunrpancdepasa).

Criz 3a3HaYUTH, IO MOJANBITY 1010 (hochaTuIHOT KUCIOTH BU3HAYAE 11 JKUPHOKHUCIIO-
THUHW CKIIQJ: SKIIO B 1i CTPYKTYPi MICTSThCS HACHUEHI 1 MOHOHEHACUYCH] KUCIOTH (MATbMITHHO-
Ba, CTEapUHOBA, MAJLMITOJICIHOBAS, OJIETHOBA), TO BOHA «HAIpaBJsieThes» Ha cuHTe3 TAIL, a ¢o-
chaTuaHa KUCIO0TA 3 TOJMIHEHACUYCHUMH KUPHUMH KUCIOTaMu (JTIHOJICHOBA, apaxilOHOBA, KHUC-
J0TH ©3-PATY) € ToTepeTHUKOM (PocdoJTiiIiB.

4. Nani ¢ocharuana kucnora aedochopuintoerses min giero pocdarunardocdoriapo-
7134 3 YTBOPEHHSM 1,2-T1alluTIIinepory.

[Tonanbmii nepeTBopeHHs 1,2-11aliIrinepory MOXXYTh HTH PI3HUMH LUISA-XaMU.

OnuH 3 BapiaHTIB — II€ TONEPEIHs] aKTUBAIllsl MalOYTHHOTO TMOJSIPHOTO KOMIIOHEHTY
docdominigy — eTaHonIaMmiHy, XOJNiHY a00 CEpHHY, sIKi 32 JOMOMOTOI BHCOKO €HEPreTUYHOIO
nykineotuny LIT® meperBoprotorhes BianoBigHo B I[J[dP-eranonamin, [[Jd-xomn ta [[AD-
CEepHH.

Jam 3 yrBopeHUMH akTUBHUMH [[M®-moxigHuMu B3aeMoJi€ IUAIMITIINEPOJI, TpU
1iboMy BuaLIgeThCS LIM® 1 yTBOpIOETHCS BiANOBIAHMH Tiinepodocdomimi.

JlaH1 peakiiii aHAJIOTTYHI aKTUBAIIIl TJIFOKO3U a00 TajJaKkTO3H ILIIXOM B3a€EMOJIi 3 HYK-
aeotunoMm Y T®, Tob6To moaiOHO 10 TOro, K ypuauHTpudocdar 6epe ydacTb B CTBOPEHHI BUCO-
KO aKTHBHHMX HYKJICOTHIHUX MOXITHUX B 0OMiHI ByrieBoiB, [IT® Bucrymnae B sKOCTI aHAJIOT14-
HOT'O BKJIMBOTO KOMITOHEHTY B O10CHHTE31 JTIMI/iB.
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Jlnst mpuKiIagy, HUKYE MPEICTaBICHI cXeMH Mepediry (epMEeHTAaTHMBHUX PEakliid mpu
cuHTe31 dhochaTuaieTaHoIaMIHy JaHUM CIIOCOO0M.

CriouaTKy eTaHOJIaMiH 32 Y4acTIO BiAMOBIAHOI KiHa3u (OChHOPUITIOETHCS 3 YTBOPEHHIM
docdoeTaHoIaMIHY:

ATd AllD Fﬂ
* Mg_u + |
HaN-CH2-CH2-OH N —-/ = HsN-CHy-CHy-0-P-0H
eTaHo/NaMmiHKiHa3a El}H

eTaHoNnamiH )
docdoeraHoNnamiH

[Totim Bin B3aemogie 3 LIT®, B pezynbrati uoro yrBoprotothes LIJID-eTanonamin Ta mi-
podocdar:

NH3
CHg
] |
NHg I:IZJ—:?
- 2
CHy + yre - + PP
{':J etaHonamiHdocdar-
I uuTUANNTpaHcdepasa
O=P-0"
|
o-
docoo-
eTaHoNaMiH

UAdP-eraHoNaMiH

B zakmrouniii peakmii 1[JI®P-eTanonamin, B3aemoaitouu 3 1,2-aUrminepuaoM NepeTBO-
proeTbes Ha GocdaruaineranonaMid. Peakiist karanizyeTbes etanonaminpochoTpanchepaszoro.
UAd-etaHonamiH + 1,2-gurnivepupg = pocparngineraHonamiun + UM
Mix riinepodocdominigaMu MOKIIUBI Pi3HI B3aEMOIIEPETBOPECHHS.
Tak 3 ¢ocharuaineranonaminy Moxe yTBOproBaTUCS (HOCHATUAUTXKOIIH, OTPUMYIOUN

MOCJTIZIOBHO 3 METWJIBHHUX TPYIH BiJ iX YHIBEpCAIBLHOTO JIOHOPA S-aJIcHO3UIMETIOHIHY (ITepeHo-
CHHMKH METWJIHHX T'PYII — TETPAriipoQorieBa KUCIOTa i METHIKOOAIaMiH).

'T'Ha S-apeHo3un- S-apeHo3un- I;;{GHal'a

I METIOHIH aCH romouucteliH

?H’ ~.\ 7 — (e

|
CHg NOCNifOBHE METWNIOBAHHA 3 Y4acTio Ha
| TroK Ta metunkobanamiHy

O - thocdatmamn O -docdarmaun
B cBoro uwepry, ¢ocdarumineranosaMiH MoXe cUHTe3yBatucs 3 (ocharumiicepuny
BHACIIIZIOK HOro JexkapOOKCHITIOBaHHS abo 3HOBY IepeTBOproBatucs B (GochaTruaiicepus muis-
XOM OOMiHY €TaHOJIaMiHY Ha CepPHH:

36



CHO-CO-R, CH0-CO—-R,

| |
R;—CO-0 HfI:H E COOH -nrm_n—r_!:ﬁ ﬁr
CHO=P=CH;=CHa—NH; = CHO-P-0-=-CHy—~CH; = MH;
t!_IH ,/"_ 1‘\ {;m
GO

IcHye me onuH 1mIsIX cuHTe3y pocaruamixominy, B skomy L{TD BUKOPUCTOBYETHCS B
sIKOCTI mepeHocHuKa He pochoeranomaminy, a Gesmocepeatbo Gochoxominy. Moro Ha3HBAOTH
HIISIXOM PeyTHIIi3allil XoliHy abo ioro «psaTiBHUMY (Salvage) nuisxom, ajpke BiH 3amobirae 6e3-
MOBOPOTHINA BTpaTi I[IHHOTO XOJiHY, KWW BUBUIBHIETHCS MPU PO3IICTUICHHI allETHIXOJIHY Ta
IHIIIMX XOJTIHOBMICHHX CITONYK.

B nanomy Bumanky, Ha mepHIoMy €Tari BUIBHHM XOJIIH MOMEPEIHbO aKTUBYETHCS ITiJT
JE€I0 XOMHKIHA3Y 3 YTBOPEHHAM Pochoxominy:

XoniH + AT® = pochoxoniH + AQP
[Totim dhochoxomin pearye 3 LITD, yreoproroun nuTuaiHARPOCHATXOTIH:
docooxonin + UTP = LUAD-xoniH + nipodocdar

B nopansmomy LIJI®-xomin B3aemosie 3 1,2-quriinepuiom, B pe3yabTaTi 4oro i yTBo-
proetbest hochaTHIUITXOTIH:

UAad-xonin + 1,2-gurniyepug = pocparmnainxonid + UMeP

ITIpu Giocuntesi (ocdoinozuTnaiB Qocharuaunosuii 3anumox 3 monekynu L[JD-
JIaAITIIIEPOTy 32 JOTIOMOTOK0 BIAMOBIAHUX (epMeHTIB (TpaHcdepas) MEepPeHOCUThCS Ha 1HO-
3UTOJ 3 YTBOPEHHSIM MOHO(DOCHOIHOZUTONY:

I
OH OH OH 9—P—0—CH,
HO Me 1q _
ul) + - ajaunarainepoa _d’_, m 0 H(i:-DCUR
- OH  cy_ocor
OH OH
igosETOA MonodocdoinoanToA

Jani MoHO(OC(OIHO3UTOIN MOXKYTh NEPETBOPIOBATUCH B TH- Ta MoJiochoiHO3UTOIN
nusixoM (ochoprtroBanHs BUTbHUX TiapokcmibHUX (-OH) rpym iHO3uTONMYy 32 ydactio ATO.
Hanpuknan, ¢ocdatuninino3uton moeranHo ¢ochopumoersess 10  (HochaTtuainino3uTon-4-
MoHodochaty Ta pocharuaininozuTon-4,5-6igocdary.

[Momidochoinozuronun — 0OOB’S3KOBI KOMITIOHEHTH JiMITHOTO Oimapy IIa3sMaTHYHHUX
MeMOpaH — BOJHOYAC € TIOTIEPETHUKAMU M OPUHHUX MeCeHO cepié (BHYTPIIHbOKIITHHHHUX TO-
CEpeIHUKIB TIepeavi CUTHANIB). YHCICHH] 30BHINTHBOKIITHHHI CUTHAIBHI MOJIEKYJIH (TOPMOHH,
HelpomemiaTtopu, (GakTopu PoCTy, IMyHOTJIOOYITiHH, aHTUTEHHU Ta 1H.) TIPH B3a€MOJIIi 31 CBOIMH
peLenTopaMu BUKIHMKAIOTh akTuBalilo ¢ochoininazu C, ska riapomizye dochaTtuainiHo3UTON-
4,5-0i-¢hocdar 1o AuauuATIinEepoy Ta iHo3uTo-1,4,5-rpudocdary — BTOpUHHUX MMOCEPEIHHKIB
peryJssiii BMICTy BHYTPIIIHbOKIITUHHOTO Kajibllito, akTuBalii u-I'M® Ta 3MiH KIITHHHOTO Me-
TaboJII3MYy.

Kapaionininm — rosoBHi ¢docdoninign MiTOXOHAPIAIEHUX MEMOpaH — CHHTE3YIOThCS
nursixoM B3aemoii LJI®-aiamunrinepoiy 3 MoJieKy10t0 (hochaTuauiIrmimepory:
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, |
Wie-pamarsinepon LH® g 0 0 COR ?Hﬂ-ﬂ-i-ﬂ-tlznz

focaTaamarainepoa RCO-O-CH g HC-OH HC-OCOR"
I
1-12;;:_0_2_0_(:Hﬂ CH,-OCOR"
Kapaioainix

Cunte3oBaHi Oyab-KMM HUIIXOM (ocdomimian 3a TOMOMOIOI0 HUTOIUIA3MATUYHUX
JIMII-TPAHCTIOPTHUX OUIKIB TIEPEHOCATHCS JO MEMOpPaH 1 BOYJOBYIOTHCS Ha MICII€ CTapUX MOJIe-
19718

BaxnuBUM MOMEHTOM € Te€, 110, 6HACAIO0K KOHKYpEeHUil 3a chiivHi (00HAK08I) npo-
mixcni cyocmpamu () Ha nusixax cuHTe3y GochoiniaiB i TPHALMI-TITILIEPOIIiB, BCI pEYOBHHH,
SK1 COPHUSIIOTH CUHTE3Y (OCQOIIITiTiB, aBTOMATHYHO MEPEIIKOKAIOTh HAMIPHOMY HaKOMUYECH-
Hi0 TAI' B TkannHax. Taki peyOBHHU HA3UBAIOTHCS JiNOTPONHi daxTopu. /[0 HUX BiTHOCATHCS
XOJIiH, 1HO3UTOJ, CEPUH, METIOHIH, BiTaMiHU — TeTpariapodomieBa kucmota (BY), merrikobana-
min (B12), mipunokcanbdocdar (akTrBHa popma BiTaminy B6 — monerirye nekapOOKCHITFOBaHHS
cepuHdochaTuIiB) Ta iH.

Cxema OCHOBHHUX HLISIXiB cUHTe3y ¢ocdoraineposiniais

Kapmioaimia raimepoa
LM AT
PochaTHIRATAIIEPOA @ AP
rainepoa-3-gocdar
q:ocllm \(. ;ZR-GD-BI{M
Z28KoAH
M.. I.I.T-Ii
LM
Hné-mnmrm-apm - tochaTaar
HOIHTOA Eﬂﬂ
® 0o
o]
imoamroamorodocdar 1,2-niamasrainepoa
@ AT eTaHoAAMIN xoaln
e o i
imoamroanoaidocdar dbochoeTancaamin dpocdoxoain
T4 LTS
3—-%’&@ 'M"‘q ®Cm
IO -eranosnmiy L= Nd-xoaln
f
pooprans meD|  Bome
xoain ‘ '
docharaans- Gocharmama-
ETAHOAANMIE Roaim

Kara6oizm ¢ochoaunnriineposiB 3A1MCHIOETHCS TIAPOTITUYHUM HUISXOM 32 Y4acTiO
ninoi rpynu depmenTiB gocdostinaz-annariapoaas (Al, A2, C ta D). dani rigponasu (ocob-
muBo C i D) xapakTepu3yloThCs MO3ULIIHOI0 crIenu(ivHICTIO 1 cTepeocnenndiuHicTio A0 3B'3-
KiB, sIK1 T1Apomi3ytoTh. Lle mosiICHIOEThCS THM, 110 HE BCi CKiIagHOoeipHi 3B’ I3KHU B MOJICKYJ (o-
cdorminepuaiB MoAiOHI 10 TpUrIinepuaHuX. J[Ba mepr 3 HUX — NiiCHO aHAJIOTIYHI BiJIMOBIA-
HUM 3B’s13kaM TAI', OCKUTbKM BOHHM TaKOX YTBOPEHI BHIIMMH KUPHUMHU KHUCJIOTaMH Ta TIEPBUH-
HO- 4M BTOpHHHO-cniupToBuMH (-OH) rpymamu rinineposny, Tomy i gocdomninazu Al Ta A2 — e
aHaJoOTH TPU-, TU- Ta MOHOAIMITIIEepoiina3 (y Hux B mudpi ¢hepMeHTIB CHiBIAIal0Th KIiac,
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niaxnac ta migniaknac — K®. 3.1.1.X). IIpore Tperiii Ta yeTBepTHil eipHi 3B I3KH B MOJEKYII
dbocdorminepuiB YTBOPEHI OJHUM 3aTUIIKOM opTodocdaTy, SKUHA B3a€MOMIE 3 T1APOKCHIOM
riinepony (TpeTiit 3B’s30K) Ta OH-rpymnoro meBHOro MOJIIPHOTO KOMIIOHEHTY (ocdomiminy
(eraHoNaMiHy, XOJIIHY, CEpUHY, 1HO3UTOJY Ta 1H) — YeTBEPTUM 3B’ s130K. TOOTO B TaHOMY BHIMa/I-
Ky opTodochopHa KUCIOTa YTBOPIOE MOJBIHHUN CKIaaHU edip (auectep) 3 pi3HUMHU PEUOBU-
Hamu. Tomy dochominazu C ta D, siki 3 BIAMOBIZHUX CTOPIH T1APOJII3YIOTh HOTO, BITHOCATHCS 710
niamigkiacy gocdoauecrepas — KO. 3.1.4.X.
Micus nii BignoBigaux (ocdorinas mokasaHi Ha cXemi.

thocdoainasa A -\ﬁ

sk
AN — n—cn o oCamA
I [
dociponinasa Az cn,-n—-lr-—u—cn ;—CH,—N'(CH,),
b tpocihoninasa D
JEKIIS Ne 4

TEMA: OOMiH cTepoiniB Ta KeTOHOBHX Tijl. Perynsinisi o0Miny Jimiais.

Bunii skumpHi KHCJI0TH — 116 OCHOBHI TipooOHI KOMIIOHEHTH MPOCTHX Ta CKIATHUX
ninigiB. BoHU € JOBroaHIIOTOBUMH OPTaHIYHUMHU MOJICKYJIaMH, 10 MICTSATh MOJIIPHY KapOo-
KCHJIBHY TPYITy 1 IOBIUH HEMOJISApHUHN ByriieBogHeBUM «xBicT». BJKK — 000B’s13K0B1 CTPYKTYpHI
KOMIIOHEHTU OY/b-SIKOTO OMIJIIEMOTO Ty, B MOJEKYJIi SIKOTO KOBAJICHTHO 3 €JHaH1 3 BiaIO-
BIJIHUM CIIUPTOM. Pa3oM 3 TUM, B HEBEIMKHX KUIBKOCTSIX KHCIIOTH BHUSBISIOTHCS W y BUIBbHIM
dopmi (HEXKK — HeeTepudikoBaHi >KUPHI KUCIOTH).

KupHuMu KuCIoTaMu B3araji BBa)KalOThCSI MOHOKApOOHOBI KHCJIOTH, TOYHMHAIOYH 3
macistHoi kucnotu (C4), xoda KUCIOTH, OTpUMaHi 0e3MocepeIHhO 3 TBAPUHHUX JKHUPIB, MAIOTh
BiCiM (KampujIoBa KMCJI0Ta) Ta OUIbIIEe aTOMiB KapOOHY. Bci )KUpHI KUCIOTH YMOBHO MOIIISIOTh-
csl Ha Hucui (10 7 aTroMiB KapOoHy), cepedni (8-12 atomiB kapOOHY) Ta euwi (OibIIe TBaHAI-
ATH aToMiB). HacudeHi KUpHI KUCIIOTH 3 JIOBXKWHOIO JIaHITIOTa moHas 10 aToMiB BYTJICIIO TIPH
KIMHATHIM Temreparypi € TBepAUMHU pEYOBHHAMMU, a HEHAaCH4YeHI — piauHamu. B oprani3mi mto-
JTUHY HAUTIOMMPEHIIT HACHYCHI )KHUPHI KUCIOTH — 1ie najgbMiTuHOBa (C16) 1 creapunosa (C18).
Bbinbm xopotki (C12-C14) ta nagmosri (C24-C28) KUCIOTH 3YCTPIiYaIOThCS JUIIE B HEBEIHUKIM
KUTbKOCT1. KiTbKICTh aToMiB KapOOHY B MPUPOJHUX BUIUX KHPHUX KHCIOTaX B OCHOBHOMY
napHa, 1110, TOJIOBHUM YHHOM, 3yMOBJIEHE OCOOJIMBOCTSMH 1X O10CHHTE3Y 3a y4acTiO JIBOXBYTJIe-
neBoro anetTmi-KoA.

3 pi3HUX JdinigiB BuaIeHo moHasa 300 KUPHUX KUCIOT, SIKI BIAPI3HAIOTHCS MIXK cO00I0
3a JOBXMHOIO JIAHIIOTA, YUCIIOM 1 TTOJIOKEHHSM MOABIHHUX 3B'A3KIB, a TAKOXK HASBHICTIO B BYT-
JICBOAHEBUX JIAHIIOTAX AEAKHX 3 HUX TiAPOKCH- YU KETO-TPYH, OOKOBUX PO3rally’KeHb, IIUKIiY-
HUX CTPYKTYDp Ta iH.

Buii sxupHi KHCTIOTH Majlo34MHHI y BOJI, a IX HaTpi€Bl 1 KaJieBi coni (MUJIa) — PO3YHH-
Hi, BoHu € gereprentamu (MoBEpXHEBO-aKTHBHUMHU PEYOBHHAMM ), JIETKO YTBOPIOIOTH MIIIEIIH.

3a BIACTUBOCTSAMH BUILI KHUPHI KUCIOTH — 11 aM(ipiibHI CIIONYKH, K1 MICTATh OIHY
rigpodiibHy KapOOKCHIBHY TPYITy, SIKa JOCHTH JIETKO JCTPOTOHYETHCS (OCOOIMBO B JY)KHOMY
cepeloBuILi), 1 TOBruil ripoGoOHMIA BYriIeBOAHEBUHN JTaHIIOT. OCKIIBKU KYTH MK OJTUHAPHUMHU
BAJICHTHUMH 3B'SI3KaMH y BYTJIEBOAHEBOMY JIAHIIOTY KHUCIOT CKIaaaroTh 109°, cTpykTypHY (do-
pMyiy Oynb-sIKO1 HACHUYEHOI KUCIOTH 300paXyIOTh Y BUIJIA/I 3UT3arono{iOHO1 MpsMoi JlaMaHo1
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JiHi1, aTOMHU KapOOHY B SIKiif HyMEpYIOTh, TIOYNHAIOYM 3 KapOOKCHIIbHOI rpynu. Hukxde HaBeneHa

CTpyKTypHa dopmyia naabMiTHHOBOI (C16) KHUCIOTH 3 HyMEpaIli€l aTOMIB:

1
15 13 11 9 7 5 3 COOH

6 14 12 10 8 6 4 2
3aCTOCOBYETBCS TaKOXK III€ OJUH CIOCIO Hymepailii aToMiB KapOOHY BYTJIEBOJIHEBOTO
JIAHIIOTa )KUPHHUX KHUCIIOT 3a JOMTOMOTOI0 MAJICHBKHX JIITEP TPEebKOro andasity, mpuaomy B Ta-
KOMY BHUIIAJKy MMO3HAYCHHSI TOYMHAETHCS 3 aTOMa BYTJIEIIO, CYCIAHBOTO 3 KapOOKCUIIBHOKO TPY-
noto (!). OcobmmBOCTI IMX ABOX BapiaHTIB HyMepallii MpeICTaBlIeHI Ha CXeMi:

3 2 1 /0
H,C—(CH,),—C—C—C(
OH

KoBasieHTHI 3B'sI3KM MiK aTOMaMH KapOOHY B MOJIEKYJIaX >KUPHUX KHCIOT MOXKYTh OyTH
OoIMHAapHUMH a00 MOABIHHUME. ByrieBoiHEH1 JTAHIIOKKHA KUCIOT 3 OJIMHAPHUMH 3B'SI3KAMH Ma-
IOTh MaKCUMaJIbHO MOJKJIMBY KIJIBKICTh aTOMIB TIAPOreHY, TOMY TaKi KHCJIOTH HAa3HUBaIOTHCS
Hacu4eHUMHU. KucioTu 3 oJHUM MOABIMHUM 3B'SI3KOM B iX JAHIIO)KKY IMEHYIOTh MOHOHEHACH-
YeHHMH, a 3 JIBOMa Ta OiJIbllIe MOABIHUMU 3B'SI3KaMH, K1 PO3TAIIOBYIOTHCS B iX MOJIEKYJI ye-
pe3 oany metuieHoBy (—CHo—) rpyny, — mosiiHeHaCHYEeHHMHU.

JKupHi KUCIOTH PO3PI3HSIOTHCS 32 KUIBKICTIO aTOMIB KapOOHY B JIAaHITIO31, & HEHACHYCHI1
KHCJIOTH — III€ 1 3a KUIBKICTIO 1 TIOJIOKEHHSM TIOJIBIMHUX 3B’SI3KiB B MOJIEKYJII Ta 3a iX KoH}op-
Mariero. Sk mpaBuio, B MPUPOIHIX KHUCIOTaX — 1€ yuc-KoH(popMallis, TOOTO 0OuIBa alMIbHI
dbparMeHTH B X MOJIEKYJIi 3HAXOATHCS IO OJIHY CTOPOHY MOABIHHOTO 3B's13Ky. Taka koHpirypa-
I[is] POOUTH BYTJIEBOJAHEBUI JIAHIIOT HEHACUYCHOI KUPHOT KUCIOTH BKOPOUYCHUM B JIOBKUHY Ta
BUTHYTHUM, 1110 MOPYIIYE BIOPSAIKOBAHE PO3TALIYBAHHS HACMUEHUX PAIUKAIIB )KHUPHUX KUCIOT B
dochoninigax MmemMOpaH, 3HWKYE TeMIEepaTypy IaBieHHs 1 iH. JKUpHI KHUCIOTH 3 JIeKiJIbKOMa
MOABIMHUMHM 3B'SI3KaMU 3alMarOTh OUTBIIMK T€OMETPUYHUN MPOCTIP B JIMIAHOMY Oimapi MeM-
OpaH Ta € OUIBII )KOPCTKUMH, HI’K HACHYEHI KHCIIOTH.

Jlo Haitbinem nomupenux Hacuuenux BXKK BimHOCATHCS:

» mnanpMmiTuHOBa (C16:0)
» creapunoBa (C18:0)
» apaxinosa (C20:0)
110 MOHOHEHACUYECHUX'
» mnanbMitoosieinosa (C16:1, A9)
» oneinosa (C18:1, A9)
110 ROJIIHEHACUYEHUX.
» inonesa (C18:2, A9,12)
» o-nmiHoneHoBa (C18:3, A9,12,15)
» apaxigonona (C20:4, A5,8,11,14)

[epmra nudpa B ny’xkax Bkasye Ha KijabkicTh aTomiB ByrJento (C) B mosiexyni BXK,
npyra nudpa (Tmicias IBOKpANKW) — Ha KiJIbKICTh HEHACHYEHHUX 3B’SI3KiB B Hil, a udpu micis
A — micu iX po3TanryBaHHS.

Icaye nBa cmmoco6m ix Hymepartii: Tpaguniianii Ximiunuii (IFOITAK) — BigHOCHO mep-
II0T0 aTOMY BYIJICITIO JIAHIIIOTa (TT03HAYa€eThes yepe3 rpeubky OykBy A "nmenbra'") Ta Gioximiu-
HMii (6ion02iunuit) — BiTHOCHO HOT0 OCTAHHBOIO aTOMYy (MO3HAYaeThess OykBoro ® "omera"). 1le
3YMOBJICHE THUM, 110 (i310JI0TIYHI BIACTUBOCTI HE3aMiHHHUX IOJIIEHOBUX JKUPHUX KHUCIIOT 3aJie-
’KaTh, TOJOBHUM YHHOM, BiJi HaWOLIbII BIJJAJICHOTO BiJ KapOOKCHIBHOI TPYHH TOJBIHHOTO
3B’A3KY, MOJIOKEHHS SIKOTO 3aJIMIIAETHCS HE3MIHHUM Tpu iX merabomizmi. Tomy 6ioximiku 3a-
3HAYAIOTh 3arajibHy KUIBKICTh aTOMIB BYIJICIIO, KIJIBKICTh MOABIMHUX 3B’S3KIB 1 BKa3ylOTh IO-
JIOXKEHHS JTUIIC HAMOIIBII BiAAAICHOTO TOBIHHOTO 3B’ 3Ky, HAPUKIIAT JJIs O-TIHOJIEHOBOI KH-
cinotu — 1ie 18:3 w-3 (nns nopiBusuHs B [FOITAK Bona mo3znauaetses — C18:3, A9,12,15). Takum
YHHOM 3’ SIBUJIMCS TIEBHI O10Tr€HETHYH]1 POAMHU KUCIIOT, sIKi HA3UBAIOTh M-3, ®-6 Ta -9 HeHacu-

40



YEeHHMHU KHCJIOTaMHM, L0 BKa3ye Ha IUIAX iX OlocuHTE3y i1 MeTaboinizmy. HaiiOinbiie 3HaueHHS
MaloTh TIEPIIi JBa CIMEHUCTBA, KOTPI BIIACHE 1 € HE3aMIHHUMU (€CCEHITIaTbHUMU):
®3-KUPHI KHCIAOTH (MICTATHCS B pUO’ TUOMY JKHUP1):
»  o-muonenosa (C18:3, A9,12,15)
> TIMHOJIOHOBA (eiiko3oneHnTacHoBa, C20:5, A5,8,11,14,17)
»  KIyNaHOJOHOBA (JIoKo30meHTaeHoBa, C22:5, A7,10,13,16,19)
»  lepBOHOBA (I0KO30TEeKCcacHOBa, C22:6, A4,7,10,13,16,19).
®6-KUPHI KMCIA0TH (MICTATHCS B POCIIMHHUX OJIisiX, 00'€qHaHi mmig Ha3Boio BiTamiH F):
»  minonesa (C18:2, A9,12)
»  y-muonenosa (C18:3, A6,9,12)
> apaxigoHoBa (eiiko3orerpacHoBa, C20:4, A5,8,11,14).
Hacuueni xupHi KHCJIOTH BXOIATH 70 CKJIATy HEHTPAIbHUX KHUPIB, /1€ BUKOHYIOTH (Y-
HKIIIFO JETIOHYBaHHS eHeprii. B mpoTtuBary oMy, roloOBHUM CTPYKTYPHHM KOMIIOHEHTOM BHY-
TPITHBOTO TiapodoOHOTO Mmapy OioJoriyHUX MeMmOpaH, 10 BU3HAYA€E BIACTUBOCTI MeMOpaH B
JIOMY, € TIepEeBAXHO HEHACHUEH1 KUPHI KUCIOTH (HocdomimiIiB Ta cHiHT oMM IiB.
Bui skupH1 KUCTTOTH, SIKI BXOJIATH O CKJIAy MPOCTUX Ta CKIATHUX JIIIIB, XapaKTe-
PU3YIOTHCS HACTYITHUMHU HAWO1IbII XapaKTEPHUMH OCOOJIMBOCTAMHU:
€ MOHOKapOOHOBHUMHU
»  MICTSTh NApHE YKCIIO BYTJICIICBUX aTOMIB B JIAHIIIOTY
» X BYIJICBOJHEBI JIAHIIFOTH JiHIHHI (BIICYTHICTh PO3Tay)KEHb)
»  XapakTepHa Iuc-KoH(opMallis MOABIMHUX 3B'SI3KiB (3a iX HAIBHOCTI)
»  SKIIO B CKJIAJl XUPHOI KUCJIIOTH € JIBa Ta OUIbIIE MOABIMHUX 3B'S3KiB, TO BOHH
PO3TaIIOBYIOThCS Yepe3 MeTuieHoBY (-CHz-) rpymy.
BwmicT BUIIUX )KUPHUX KUCIOT B XapuOBOMY PaIliOHI TOBUHEH OyTH 30amaHcoBaHuM: 10-
20% mnonineHacuyenux, 50-60% mononeHacndeHux 1 30% HacHYEHUX KUPHHUX KHUCIOT. Lle cris-
BIJIHOIICHHSI 3a0€3MeUy€EThCS ITPU BUKOPUCTaHHI 1/3 pocIMHHMX 1 2/3 TBApUHHUX KHUPIB.
Ocob6auBOCTI CTPYKTYpHU Ta Ha3BU HainommupeHimux B npupoai BXKK npencrasneni B
TaOJIUIIL.

TpuBiajbHa Ha3Ba, Ha3pa 3a 7KeHeBCbKOI0 HOMEHKJIATYPOIO,
OpyTTO-hopmy.ia CTPYKTYpHa ¢opmyJia
Hacuueni
[Mansmitunosa CisH3 COOH 20

I'ckcaackaHoBa CH3—(CH2)14—C:OH

CTCapHHOBa C17H35COOH

20

Oxranexanosa CHy;—(CH,) 5~ CZ oH

Henacuueni
. éo
Oneinosa Cy7H;;COOH 9-Oxazenierona CHs—(CH)-CH=CH—(CHay—cZ_
Jlinonesa Ci7H3;COOH 9,12-OxranexamieroBa CH;—(CH,)s—

-CH=CH-CH,-CH=CH—CHy)r— Cng

Jlinonenosa C7H2sCOOH 9,12,15-Oxranexarpierosa CH;~CH,—CH=CH-CH;-
CH=CH-CH,-CH=CH—~(CH)~CZ gH

Apaxinonosa Cy9H;;COOH 5,8,11,14-Eiixo3arerpaecnosa CH;—(CH;),—CH=CH-CH»-
CH=CH-CH-CH=CH-CH,—CH=CH—(CHa)3— CfSH
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Kara0os1i3M HacMYeHMX BHIIUX JKMPHMX KHCJIOT 3 NMApHHM YHCJIOM aTOMIiB KapOoOHy

[Tpu moTpedi KIiTHH B €Heprii, B agunonuTax (I i€l aApeHaliny, TIIOKaroHy, aape-
HOKOPTHUKOTPOITIIHY Ta iH.) 3aITyCKA€ThCS MPOLEC JIMOJIi3Yy TPUIIIILEPHIiB, 1 BUBUIBHEHI 3 HUX
BHUIIII KUPHI KUCIIOTH, TIEPEBaKHA OLTBIIICTh SKUX € HACMYCHHMH Ta 3 MapHUM YUCJIIOM aTOMIB
KapOOHY, BUIUISIOTHCS B KpPOBOTIK. OTpuMaHHs eHeprii BiA0yBa€eThCs MUIAXOM iX MOAAJIBIIOTO
OKHCJICHHSI B MITOXOHJIPisiX. 3araJlbHOBH3HAHOIO TEOPI€I0, sIKA MOSICHIOE MEXaHI3M OKHCIICHHS
KUPHUX KHUCJIOT B OpraHi3Mi, € Teopis HiMerpKkoro Oioximika @pania Kuoomna (1904), kotpuit
OJIHUM 3 TIEPLINX 3BEPHYB yBary, 1o 10 CKJIaay MPUPOJHUX KHUPIB 3aBKAU BXOIATH KUPHI KHC-
JIOTH 3 TAPHUM YHCJIOM BYTJIEIIeBUX aToMiB. Lleil (¢akT BiH MOSCHUB TUM, IIO XUPHI KUCIOTHU B
OpraHi3Mi MOXYTh IEPEXOJUTH OJHA B OJIHY Y METa0O0J13yBaTHCh, OMHOMOMEHTHO BTPAdyarOuH
a00 MPHUEHYIOYN [Opa3y HE MEHIIIE TBOX aTOMIB BYTJICII0. 3BiICH BUILIMBAE, 30KpEMa, 110 TPHU
iX OKHMCIIEHHI XIMIYHI MIEPETBOPEHHS B1IOYBAIOTHCS 3 TPETIM Bijl KAPOOKCHIIHHOI TPYITH KUCITOTH
(B-aromom) kapOony, Tomy ®. KHoon Ha3BaB qaHuii MpoIiec P-OKHCIEHHSIM KUPHUX KHCJIOT.

[TpocTopoBo 1 GyHKITIOHATEHO B-OKUCICHHS TICHO TOB'SI3aHE 3 IIUKJIOM TPUKApOOHOBHUX
KHUCTIOT Ta JUXATBHHUM JIAHI[FOTOM — BOHO aKTHUBHO MPOTIKa€ B MITOXOHJIPISX KIIITHH JIMIIE B ae-
pOOHMX yMOBax.

JlocTaBka KHpPHUX KHCIOT JO MICIb iX OKHCJICHHS BiJOYBA€ThCS JOCUTH CKJIAIHUM
HUISXOM:

* TPAHCIIOPT KPOB’I0 3MIHCHIOETHCS 32 YUaCTIO aJIbOYyMiHIB

* B MEXax IIMTO30JII0 JKHPHI KHUCIOTH TIEPEHOCATHCS CIEHIAIbHUMH OlTKaMu-
tpancnioprepamu FABP (fatty acid binding proteins)

* X TpaHCMEMOpPaHHUH MEPEHOC 3 IIUTO30JII0 B MITOXOHIPII 3A1MCHIOETHCS 3a JIOTTOMO-
rOI0 KAPHITHHY.

3a MexaH13MOM TPOTIKaHHS, -OKUCICHHS BUIIUX KXUPHUX KUCIOT — 1€ TPOIIEC MOCTY-
MOBOT'O BKOPOYEHHS JJOBIOTO BYTJIEBOIHEBOTO JIAHIIFOTa MOJICKYIIH TIEBHOI JKUPHOI KHCIIOTH BHA-
CIIZIOK TOCTIJOBHUX IMOBTOPHHUX (DEPMEHTATHBHHMX BIJIIEIUICHb BiJl HE1 TBOBYyTJIELeBUX (par-
MEHTIB Yy BUIJIsI1I aKTUBHOT (hopMu oLITOBOI KUCIOTH — aneTua-KoA. Takum unHom, B-okucien-
Hsa BXXK nporikae y Burnsai irepaniii, To6To 6araTopazoBux MOBTOPEHb OAHAKOBUX i (XiMiY-
HUX [IEPETBOPEHD).

Teopis @. Knoona B 3araJpHOMY TPaBUJIBLHO MOSICHWJIA CYTHICTH TPOIECY, TPOTE
BOXJIMBUMH € J1Ba yrouHeHHs. [lo-niepiue, s Toro, o6 migaaTucs karabomiizmy, )KUpHa KUCIIO-
Ta MOBHMHHA aKTUBYBATHCh. [1o-npyre, «Biapi3aHHs» IBOX aTOMIB BYTJICITIO Bif ii MOJIEKYIH — I1€
HE OJIHOMOMECHTHE SIBUIE, a JIOCHTHh CKJIAJHWUN OaraTocTagiiHUN TUKIIYHUNA TpOLeC, SKHA
B1I0YBAETHCS B YOTHPH €TaITH.

B ninomy xatabomnizm BXKK npencrasnsie co0oro psia MOCTiTOBHUX CTaIiil:

* aKTHUBAIlS XKUPHHUX KHCIOT — yTBOpeHHsS anmi-KoA (BigOyBaeTbcs B IUTOIUIA3MI
KJIITHH) 1 € €Hepro3aTpaTHOIO (3a0e3MeuyeThesi SHEPri€lo TiApoJi3y MaKpOepriuHUX 3B’SI3KiB
ATOD)

* TpancMeMOpaHHui niepeHoc anuia-KoA (TpaHcnopTyBaHHS uepes Mo/ABiiHY MeMOpaHy
MITOXOH/IPii 32 TOTOMOTOI0 KapHITHHY)

* BJIACHE CaM TpoI1ec HOro B-OKUCIEHHS B MATPUKCI MITOXOH/IPiH 3 yTBOPEHHIM MEBHOL
KUTBKOCT1 MoJIeKys aneTuii-KoA (B 3a7eXHOCTI Bij yrcia aToMiB kapOoHy B mosiekyii BXXKK) ta
BiHOBJIEeHUX Popm KodepmeTiB nerigporenas — PAJ[-Hz2 i HAJI-H

* okucieHHs arneTmi-KoA B mukii TpukapoonoBux kuciot 10 CO2 1 H20.

Ha I cranii 311lCHIOETHCS aKTUBAITISI YKUPHUX KUCIIOT MIJISXOM iX 3B'sI3yBaHHs 3 Kodep-
MEHTOM A 3a yuacTio BiAnoBigHUX auui-KoA-cunmemas (miokinaz) 3 BAKOPUCTAHHSIM CHEPTii
AT®. Peakuis mporikae B aBa erany i BuMarae npucyraocti AT®, HS-KoA ta Mg?*. Cnouarky
KHUpHA KUCIIoTa B3aemojie 3 AT® 3 yTBOpeHHSM aluJiageHiiIaTy, SKuii OTiM 0e31mocepeIHbOo
pearye 3 HS-KoA. Ha croromni BijioMi JeKiibKa TiOKiHA3, CIEU(PIYHUX 0 KUPHUX KUCIIOT 3
PI3HOIO TOBXXHUHOIO BYTJICBOJHEBOTO JIaHItora. Li ¢pepMeHTH B KIIITHHAX MPOKAPIOT MPUKPITUICH]
JI0 KJIITHHHOT MEMOpaHH, a B €yKapioT — 710 30BHIITHLOT MEMOpPaHHU MITOXOHJIPIH.

42


https://uk.wikipedia.org/wiki/%D0%90%D0%B4%D1%80%D0%B5%D0%BD%D0%B0%D0%BB%D1%96%D0%BD
https://uk.wikipedia.org/wiki/%D0%93%D0%BB%D1%8E%D0%BA%D0%B0%D0%B3%D0%BE%D0%BD
https://uk.wikipedia.org/wiki/%D0%90%D0%B4%D1%80%D0%B5%D0%BD%D0%BE%D0%BA%D0%BE%D1%80%D1%82%D0%B8%D0%BA%D0%BE%D1%82%D1%80%D0%BE%D0%BF%D0%BD%D0%B8%D0%B9_%D0%B3%D0%BE%D1%80%D0%BC%D0%BE%D0%BD
https://uk.wikipedia.org/wiki/%D0%90%D0%B4%D1%80%D0%B5%D0%BD%D0%BE%D0%BA%D0%BE%D1%80%D1%82%D0%B8%D0%BA%D0%BE%D1%82%D1%80%D0%BE%D0%BF%D0%BD%D0%B8%D0%B9_%D0%B3%D0%BE%D1%80%D0%BC%D0%BE%D0%BD
https://uk.wikipedia.org/wiki/%D0%9B%D1%96%D0%BF%D0%BE%D0%BB%D1%96%D0%B7
https://uk.wikipedia.org/wiki/%D0%A2%D1%80%D0%B8%D0%B3%D0%BB%D1%96%D1%86%D0%B5%D1%80%D0%B8%D0%B4%D0%B8
https://uk.wikipedia.org/wiki/%D0%9A%D0%BE%D1%84%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82_A
https://uk.wikipedia.org/wiki/%D0%9A%D0%BE%D1%84%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82_A
https://uk.wikipedia.org/wiki/%D0%90%D0%A2%D0%A4

[Tpu upomy AT® rigponizyerses 10 AM® (1) 3 BUBIJIbBHEHHSIM IBOX 3QJIMIIKIB ocda-
THOI KUCIIOTH.

Ha II cranii yrBopenuii anmin-KoA nepeHocuThes uepe3 MeMOpaHy MIiTOXOHJIii 3a J10-
MOMOTO0I0 KapHITHHY (B-TiIpOKCU-Y-TpUMETHIIaMIHOMACIsTHA KUCJIOTa) Ta (EpPMEHTIB KapHITHH-
aruITpacdepas: B IIUTO30:1 (32 y4acTi HUTO30JIbHOT KapHITHH-anuiaTpancdepasu I) yrBoproe-
ThCSI AlMJIKAPHITHH, SIKWA 3IaTHAM TPAHCIIOPTYBATHCS Yepe3 MeMOpaHy MITOXOHJpPIH, a B MITO-
XOHAPISAX MiJ €10 aHAIOTIYHOT MITOXOHpiaibHOI KapHiTUH-auuiaTpancdepasu 1l BinOyBaeThCs
3BOpPOTHIN mporiec, 1 anui-KoA BuBimbHsA€TbCS. OcoOMMBO BENMKE 3HAYEHHS JJI OpraHi3My
KapHITUH Ma€ y BHYTPIIIHBOYTPOOHOMY IEPiOAi i B EPIIi POKH KHUTTS.

III crapis (BiacHe mporiec -OKUCIICHHS), K 3a3HAYAIOCh, BKIIIOYAE B ceOe JEeKiTbKa
MOCJTIIOBHUX €TaITiB, 5Kl IIUKJIIYHO MTOBTOPIOIOTHCS, IIOPa3y MPU3BOISAYN 10 YTBOPEHHS aIleTHII-
KoA Tta BKOpoueHHS BYIJIEBOIHEBOIO JIAHIIOTa BUX1IHOT )KUPHOI KMCJIOTH Ha 2 aTOMU KapOOHY.

[Mepmwmii eran — geriaporeHizauisi (deziopysanns). Bix K0KHOTO 3 IBOX aTOMiB ByTJIe-
110, CyCiAHIX 3 KapOokcunpHO0 Tpymnoto (C2 1 C3 abo a- Ta B-aToMH), BIIIEIUIIOETHCS 110 TIPO-
TOHY ¥ €JIeKTpPOHY — OTXKe LI KapOOHU OKHCIIOIThCS. [Ipu 1bOMYy yTBOPIOETHCS HEHacHYeHA
(mpanc-A?3-enonvna) NoxigHa KUCIOTH, KA BCTYIMIA B IPOIEC OKHMCIEHHS, ToOTO Mixk C3 i
C2 aromamu kapOOHY B i1 BYIJICBOJJHEBOMY JIAHIIIO31 3’ SIBJISIETHCSI MO/ABIHHUI 3B’ 530K (—C3=C2-).
Hanuii nporiec BinOyBaethes mig aiero ®AJl-3anexanx annia-KoA-neriaporenas (K® 1.3.8.8.);
B SIKOCTI MPOCTETHUYHOI TPYNU BOHU MICTATH (UIaBiHANEHIHAWHYKICOTH ] (aKTUBHY (GOpMY Bi-
taminy B2). B okucieHHI JXUPHUX KUCTOT O€pyTh y4acTh KOPOTKO-, CEPEAHBO-, JOBTO- 1 TyXKe
JIOBrO-JIaHIIOKKOBI anmi-KoA-aerigporena-3u. Tpu mepiri 3 HUX BiAHOCATHCA A0 (EPMEHTIB
MITOXOH/IPiaIbHOTO MAaTPUKCY, a OCTAHHS € €H3MMOM, IOB'SI3aHUM 3 MITOXOHIPIAIBHOIO MEMO-
panoto. Binnosnenwuii B uii peaxuii ®AJI-H2 nepenae orpumani HUIM IPOTOHH il €IEKTPOHU HA
kodepMeHT Q AMXaabHOIO JAHIIIOTA.

Hpyruii eran — rigparanis. J{o yrBopeHoro nozgiitHoro 3B’s3ky (—C3=Cz2—) npueanye-
ThCSI BOJIa, IPUYOMY TaK, IO il TAPOKCHIIbHA TPyIa po3TamoByeThes 611t C3 aToMy ByTJIEIIO
(B-Byrnews), a rigporen — Ouns C2 aromy. Takum ymHOM, 3a y4acTio (epmeHTy €HOLI-KoA-
rigpara3u yTBOPIOEThCS P-TiIPOKCH-TIOXIIHA BHUXIAHOI BHUIIOI >KUPHOI KHUCIOTH. Peakiist
crepeocnenudivyHa — MPOIYKT, 110 YTBOpHUBCA, Mae L-hopmy.

Ha tpethomy etami BimOyBaeThCsl MOBTOPHE OKUCIEHHs (meriaporewisamis), ajge, Ha
BIZIMiHY BiJ TIONIEPEIHHOI0 BUIAJKY, OOHM/IBAa MPOTOHU Ta €NEKTPOHH BiALICTUTIOIOTHCS Bifl OJ-
HOTO aromy — B-Byrierrio (1), TodTo #oro rigpokcmibHa rpyna (C—OH) okuciroeTses 10 Kapoo-
HiTpHOI (C=0), 1, BIAMOBITHO, B-TiAPOKCHU-TIOXITHA BUIOT )XHUPHOT KUCIOTH MIEPETBOPIOETHCSA B il
B-xero-moximny. L{sa peakmis karamizyerscs HAl-3anexHo0 L-B-rixpoxcuamui-aeriaporesa-
3010 (K@ 1.1.1.35). fIx i npu momeperHbOMY OKHCIEHHI, BiHOBiIeHMH Kopepment HAJI-H
nepesae OTpUMaHi HUM MIPOTOH Ta €JIEKTPOHU Ha AMXaIbHUM JTAHITIOT.

Ha gerBepromy erami BiJ PB-KeTo-TOXiAHOI BiJAUISAETHCS TBOBYIJICHEBUN (parMeHT y
BUTIIAI aneTnia-KoA, a HoBa (BKOpoueHa Ha JiBa aTOMH KapOoHy!) KMpHaA KHCIIOTa KOHJIEHCY-
€TbCA 3 KOEpMEHTOM A 1 BIIPaBISIETHCS HA HACTYIHY 1TE€pallilo HUKITY, /1€ BCl €Tany MOBTOPIO-
IOTHCS 3 HEIO B TIH ke mociigoBHOCTI. JlaHa peakiis karanizyerbes auuia-KoA-amunarpancde-
pasoro (B-xkemomionaszon).

KinneBumu npogyktamu koxkHoro Takoro mukiny € ®AJ[-Hz2, HAJI-H, saxi mepenaioth
OTpUMaHi MPOTOHHM 1 €JIEKTPOHU B AMXANbHUIA JaHItor it cuaTe3y AT®, i anierun-KoA.Takum
YUHOM, Hampukiaa, creapuHoBa (C18) kucioTa BpemTi-pemT MepEeTBOPIOETLCA HA JIEB'SITh MO-
nekyn anetui-KoA (9xC2), mpudyomy 1ie BigOyBaeTbes 3a BiciM (!) moCiIOBHHX BiIIIEIIICHBb
nBoByTJeneBux ¢parmentiB. CymapHe piBHSHHS OKHMCJICHHS CTEapHMHOBOI KHUCIOTH MAa€ Ha-
CTYIHUM BUTJIS;

creapui-KoA + 8®AJ] + SBHA'+ 8H20 + 8KoA—9Aunerna-KoA + 8®AJI-H2 + SBHAI-H

Hakinenp, Ha 3akmrouniii IV cragii koxHa 3 Mosiekyn anetuia-KoA KOHACHCYeThCS 3
1aBJICBO-OLITOBOKO KHCJIOTOKO 3 yTBOpeHHHM J'II/IMOHHOT KHCJIOTH, BCTyHaIO‘II/I, TaKMM 4YHMHOM, B
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UK TpuKapOoHOBUX KucioT KpeOca, 7ie TOBHICTIO OKHCIIOETHCS 10 KIHLIEBUX CHOJYK (BYTJe-
KHCJIOTO Ta3y Ta BOJIN).
Oco0uBocTi B-oKNCIeHHS HEHACHYCHUX )KHPHUX KUCJIOT.

B 3aranbHOMY TUTaHi, Taki BUII KUPHI KAUCJIOTH OKHCIIIOIOTHCS 3a THM K€ MEXaHI13MOM,
110 i HACWYEHI KUPHI KUCIOTH 3 TApHUM YUCJIOM aTOMiB KapOoHy. 30Kpema, MPOLECH iX TpaHC-
MOPTYBaHHsI KPOB'I0, akTuBaIlii (yrBopeHHs anmi-KoA) Ta mepeHocy B MITOXOH/IpIi 3a J0MOMO-
TOI0 KapHITHHY CIIBMAal0Th MOBHICTIO. [IeBHI po30iHOCTI BUHUKAIOTHh Ha AeskuX crafisx III
erany Ta Ha IV erami. Bci BoHm 00yMOBJ€HI BiMIHHOCTSMU B CTYKTYpl iX BYIJICBOJHEBHUX
JIQHITIOTIB. 3arajioM, MBUIKICTh KaTa0oi3My TaKUX KUCIOT Habarato BUIIA, HiXK HACUYCHUX, 1110
00yMOBJICHO HASIBHICTIO TMOJBIMHHMX 3B'SI3KIB. SIKIO B3STH 3a €TaJOH IIBHUIKICTh OKHCIICHHS
CTEapUHOBOI KHCIIOTH, TO IIBUJKICTh OKHUCIIEHHS oeiHOBO1 B 11, miHoneBoi B 114, niHoneHOBOT
B 170, a apaximoHoBoi maitke B 200 pa3iB BuIIIa.

OxucneHHs] HEHACUYCHUX KHUCIIOT JI0 MICIS PO3TallyBaHHS MEPIIOro MOBIHHOTO 3B'SI3-
Ky MpoTiKae aHajoriyHo B-okucinenHio HacuueHnx BXKK. Asne npu 11pomMy, TOCIIIOBHE BiJIIIeN-
JIEHHS JIBOBYTJIENEBUX (PArMEHTIB JI0 TOABiiHOrO 3B'13KY yacto mae A¥*-enoin-KoA, a ne nor-
pibHmit nns mpomosxkenHs aerpaganii BKK A23-cnoin-KoA, Tomy HeoOXimHe mepemilleHHs
MOJIBIHOTO 3B’s13KY (TIEpEeTBOPEHHS HEHAacHuyeHHX 3,4-i30MepiB B 2,3-i3omepu). KpiMm mporo, B
0araTbOX MPUPOJHUX HEHACHYCHHX KHCIOTaX OJWH YM JIEKUIbKA MOJBIMHHX 3B'SI3KIB MAIOTh
yuc-xoH(pirypamito. A s ydacti B P-OKHCIEHHI HeoOXigHa iX mpanc-koH)irypamis (amxe
cybcrparoM s pepmenTy eHoin-KoA-rigpaTasu B nukiax irepauii € mpanc-A>3-enoin-KoA).
Tomy, KpiM NepeMillieHHs JaHOTO 3B'A3KY HEoOXiaHa 1ie i 3MiHa foro koHQiryparii — nepeBox
nuc- B TpaHc-popMy. Ha choromni BBaKaeThcs, 10 0OMABA Il IEPETBOPEHHS KaTaTI3yIOTHCS
omuuM (epmentom A4-yuc-A?3-mpanc-enoin-KoA-izomepaszoro (K® 5.3.3.8), ocKiabku BOHH
B1JI0YBaIOTHCSI OTHOMOMEHTHO.

B Bumaakax, Koiu BUINE 3a3HAYCHI NMEPETBOPECHHS HEMOXKJIMBI, TaKi MOJBINHI 3B'S3KU
YaCTKOBO BiAHOBIIOIOTHCS 3a gornoMororo HAAD-3anexcnoi 2,4-nuenon-KoA-peaykrazu (KO
1.3.1.34), npu 1poMy 3 ABOX TaKUX 3B’SI3KiB YTBOPIOETHCS OJIUH, PO3TAIIOBAaHUN MiX HUMH, 1 110-
JajbIia Ierpaallis BUA03MIHEHOT )KUPHOI KUCIIOTH BiIOYBAETHCS 32 3BUYAHHUM MEXaH13-MOM.

Iakonu OyBae moTpiOHUU TIe OAWH MoAaTkoBul (epmeHT f-zciopokcuauun-KoA-eni-
Mepasza, sKuii 3a0e3reuye 3BOPOTHI nepeTBopeHHs D, L-cTtepeoizomepis, pobissuu iX HOCTyIHH-
mu st aii crepeocnenudiunoi HAJ[-3anexxnoi L-B-rizpokcuanmia-gerigporenasu (dpepmeHt
IIT etany mportecy B-oxucnenus BXK).

Oco00,1MBOCTi B-OKHUCIEHHS KUPHUX KHUCJIOT 3 HEMAPHUM YHUCJIOM aTOMIB KapOOHY

B minomy, >kKMpHI KHUCJIOTH 3 HEMApHUM YHCIIOM BYTJICIIEBUX aTOMIB, SIK 1 MOMEpE/Hi,
OKHCJIIOIOTHCSl TAKUM K€ YMHOM, SIK 1 KUPHI KHCIIOTH 3 MapHUM YHCIIOM BYIJICLIEBUX aTOMIB, 3
TI€IO JIMII Pi3HUIICIO, 110 HA OCTAHHHOMY €Talll [-OKHCICHHS PO3IIEIUIIOETHCS HE «CTaHAApTHA»
C4-B-keronoxigHa, sika gae aABi Mojekynu anetui-KoA, a CS5-B-keronoxigHa, YTBOPIOIOYH 110
onHil monekyi anetui-KoA (C2) ta npomionin-KoA (C3).

Otpumanuii TpuByryIeneBuid pparMeHT — npomioHin-KoA — yTumizyeTscs B IIUKII TPH-
KapOOHOBUX KHUCIJIOT, KU BiH BKJIIOYAETHCS MICIS MOMEPEIHBOTO0 MEPETBOPEHHS B CYKIIMHLI-
KoA, sike 3111CHIOETHCS 32 JOTIOMOTOI0 TPhOX IMOCTIAOBHUX (PEPMEHTATHBHUX PEAKITii.

Crnouatky min nieto nponionin-KoA-kapookcunazu (KO 4.1.1.41) BinOyBaeThcs Kap-
OokcuroBaHHS MPoMmioHUT-KOA 3 yTBOpeHHSIM S-MeTHI-MaoHiin-KoA (peakiiis cynpoBoKye-
ThCs rigpoinizom AT®). Kodpepmenrom 1iporo hepmeHTy ciry>kuTh 06i0THH (BiTamin B7).

Jlana peaxkiisi crepeocnernudiuna — ii mpoayKTOM € S-130Mep, KU 32 y4acTiO Memu-
manonin-KoA-enimepazu (KO 5.1.99.1) nepeTBoproeThCsi B HEOOX1THUMA ISl TOJANBIINX ik R-
130Mep.

B ocranniii peakuii mix niero gpepmenty MmeTua-manonii-KoA-myrasu (KO 5.4.99.2)
yTBOpeHnii R-MeTnia-manoHisi-KoA neperBoproerbest B cykumHiiI-KoA, skuit mani BcTymnae B
ki Kpebca, ockinbku € #oro mpuponHim iHtepmerniatom. KodepmeHToM naHoi MyTasu €
noxigHa BiTaminy B12 — ne3okcuaaeHo3uIniaHoKko0aaMiH.
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Oxpim 1poro, cykuuHin-KoA € ogHuM 3 BUXITHUX CyOCTpaTiB, HEOOXIAHUX JJISI CHHTE3Y
nporonopgipuny IX — ocHoBu remy, muroxpomy C Ta iHIMUX TOP(IPUHOBMICHUX CIOJYK.
Konpencarist cykuuHin-KoA Ta riinuHy 3 yTBOPEHHSM 0-aMiHOJIeBYJIMHOBOI KMCJIOTH — TIepIla
(BM3HAUaJIbHA) PEAKIliS OO MPOIIECY.

Eneproedexr B-oxkuciaeHH HACMUYEHUX BUIUX )KUPHUX KUCJIOT 3 MAPHUM YHUCJIOM aTOMIB
KapOony

OO6rpyHTyBaHHS (HOPMYIIH PO3PAXYHKY €HEPTroe(EeKTy OKHCIICHHS:

* 3arajJibHa KUIBKICTh YTBOpeHHMX aneTwi-KoA (OCKIIbKM BOHU € JBOXBYIJICIIEBUMU
dbparmeHTamu) Oyne JOPIBHIOBATH YUCITY aTOMIB KapOOHY B MOJIEKYJ BUX1JIHOI )KHPHOI KHUCIIO-
TH TIOAUICHOMY Ha 2 — MO3HAYMM HOT0 JIITepOoro N

* Ipu OBHOMY OkHcieHHI | mons anetun-KoA B mukii Kpebea cunresyerbes 12 mo-
neit AT®, 3HaunTh npHu oKucieHHi N Monei anetnin-KoA yrBoputbes 12xn moneit ATD

* YHCIIO IUKIIB [-OKUCIEHHS (TOOTO KUTBKICTh BIAIICIUICHb JBOXBYIJICIEBUX (Qpar-
MeHTIB) Oyze mopiBHIOBaTH (N — 1), TOMY 110 pO3MIETNICHHS 3aJUIITKOBOTO YOTHPHOXBYTIIEIIEBO-
'O JIAHLIOTa KUPHOI KUCIOTH HAaBIUI B OCTAHHBOMY LMK MPU3BOAUTH J0 YTBOPEHHS 01pa3zy 2
nBoByrieneBux ¢pparmentiB (C4:2 =2 C2)

* MIPU KOXKHOMY IUKIII -OKUCIEHHS yTBOPIOEThCs 1Mo 1 Moo BimHoBIeHUX DAJI-H> 1
HAJI-H. Ilpu nepenadyi HUMHU MPOTOHIB Ta €JIEKTPOHIB HA AMXAJIBHUM JAHLIOT CyMapHO CHH-
te3yerbest 5 Moneit AT® (2 mons Bim ®AJI-Hz ta 3 mons Bim HAJI-H). 3naunts 3a (N — 1)
UKTIB cuHTE3yeThes SX(N — 1) moneit ATD

OTke, 3aranbHa KUTbKICTh yTBopeHux AT® ckmame 12xn + 5x(n — 1) = 17xn — 5.

[Ipote, sk 3a3Ha4YaNOCh, I aKTUBAIlll MOJIEKYJI BHUIIMX >KHPHUX KucioT (Ha I cramii
npoiiecy) 3aTpauyerbest enepris riaponizy 1 AT® no AM® (!), oo 3a eHepro3arparaMu piBHO-
CUJIbHE «CTaHAapTHOMY» posiieruieHHI0 2 AT® no A/I®. Tomy 3 oTpuMaHOi 3arajbHOI Kijlb-
kocti AT® neoOxinmHo BupaxyBatu 2 AT®. Takum yuMHOM ocTaTo4Ha (OopMysIa PO3PaxyHKY
eneproedexty B-okucienus BXKK:

Zato = 17xn -7

3aranpHuil eHeproeeKT [-OKUCIeHHSI HEHACHYEHMX BHINHUX SKHPHHX KHCJIOT B
MOPIBHSHHI 3 HACHYCHUMH Ma€ BChOTO OJHY BiAMIHHICTb. OCKUIBKM MOABIWHUMN 3B'I30K (OAMH
YW JIeKiJbKa) B OyJb-sKiii HEHACHYEHIN KUCIIOTI BXKE €, TO B JAHUX MICIIX 11 JTaHIFOTY HeoOXin-
HICTh TEPINOi JAeTiaporeHizarii (yTBOpEeHHs MOABIMHOTO 3B'S3Ky 3a ydacTio ®AJ]) Biamanae, a
3HAYUTh B BIAMOBINHUX HMKIaX [-okucieHHs BigHoBieHud DAJ[-H2 He yTBOproerhcs. Pemira
peakiiii mpoxonars 0e3 3miH. Kinbkicth «HemooTpumanux» PAJI-H2 Biamosimae yuciy mo-
NBIHMX 3B'3KiB, a Tak sk PAJ[-H2, nepenatoun npoToHM i €NEKTPOHHU HA TUXAJIbHHUNA JIAHIIIOT,
3abe3neuye cuHTe3 2 Mojel AT®, To KoxHUI MoABIMHMI 3B'130K B Mosiekysi BXKK Oyne 3Hu-
KYBaTH 3arajbHU eHeproedekT mnpouecy ii okucnenHs Ha 2 AT®, Tob6to dopmyna Horo mij-
paxyHKYy B TaKUX BHUIagkax Oy/ne MaTH 10AaTKOBUM €JI€MEHT:

2ate = 17XN — 7 — 2M, Ode M — ye KinbKicmb NOOGIHUX 3653KI8 6 MONEKYi OaHOL
HEeHACUYEHOI BUUOT ICUPHOI KUCTOMU.

Oco0nMHMBOCTI PO3PAXyHKY 3arajibHOTO eHeproedekTy B-OKHCJIeHHsI BUIIHX KHPHUX
KHCJIOT 3 HEMAPHUM YMCJIOM aTOMiB KapOOHY 3yMOBJICHI THM, IO B PE3yJIbTaTi TiOJa3HOL
peakIiii OCTaHHBOTO IMKIIY iTepallii B JaHOMY BHIAAKy yTBoproioThes 1 anerun-KoA (C2) 1 1
npormioHin-KoA (C3). Tomy 3araibHa KUIbKICTb arieTHiI-KoA, siki yTBOPIOIOTBCS TIPH OKHMCIICHHI
TaKUX KUCIOT (MicIs BiMHIMAHHS TPHOXBYTIIEIIEBOTO MPOIMIOHITFHOTO (PparMeHTy) CKIajie:

n= (Z aTomiB kap6oHy — 3) D 2.

KinbkicTh HUKIIB iTepallii B TaHOMY BUIIAJKY CHIBIAAA€ 3 KITBKICTIO YTBOPEHUX alle-
tun-KoA, amxe KO)KHE BiAIICIUICHHS, BKIIFOYAI0YH 1 OCTaHHE, IPUBOANTH 10 OTpUMaHHs | are-
TUJIIHHOTO 3JTUIIKY.

YTBOpeHUit B OCTAaHHBLOMY ITUKJII iTeparii npomioHin-KoA, sk Oyno 3a3Ha4yeHo, depes
psAA MPOMDKHHUX (PEPMEHTATUBHUX PEaKIliii MepeTBOPIO€ThCs B CYKUMHUT-KOA, skuil B mmkii
Kpebca mocTymoBO OKHCITIOETHCS A0 IIABJIEBO-OITOBOI KHCJIOTH (OKcajoareTaTy), BHACIIIOK
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4oro yrBoproethes 1 makpoepriuna mosiekyna ['T® (ananor AT®) Ta mo oqHOMY BiTHOBIEHOMY
HAJZI-H 1 ®AJ/I-H2, yrunizanis skux B AMXaJbHOMY JAHLIOTY cymapHO nae 5 moiuekyn ATO.
ToOTo0 B pe3ynbTaTi nmepeTBOpeHHs CyKIMHII-KOA B okcanoarerar Bcboro cunresyerbess SATD
+ 1 I'T® = 6 makpoepris.

Taxkum ynHOM, 3aranbHuil eneproedext oxucineHus BXKK 3 HemapHuM 4nciom atoMmiB
KapOOHY 3 ypaxyBaHHIM BCIX OCOOJIMBOCTEH CKIIaIe:

2ATo = 12Xn +5xn + 6 = 17xn + 6, de N = (Z atomis kap6ory — 3) : 2.

CuHTe3 BMIIMX KMPHHUX KHCJIOT B KJITHHAX

B 3aranpHOMY BUTIIAII MOKHA BUAUTUTH HACTYIHI etanu 6iocunTe3y BXKK:

* YTBOPEHHSI B MaTPHUKCI MITOXOHIPiH aneTui-KoA (3 TIIFOKO3H Ta 1HIIUX MOHOCaXapu-
JliB, KETOr€HHUX aMiHOKUCIIOT abo npu PB-okucienni BXXK)

* iepeHeceHHs aneTwi-KoA 3 MITOXOHIPIH B IIUTO30J1b

* yrBopeHHs ManoHiI-KoA nyisixom kapOokcmitoBanHs aneTmin-KoA

* BJIACHE CaM CHHTE3 MOJIEKYJIM BUIO1 KUPHOI KUCIOTH.

Buxignum cybcTtpatoM A CHHTE3Y KMPHUX KHCJIOT B KIIITHHAX CIYXKUTh alleTHJI-
KoA, xoTpuii B OCHOBHOMY HAaJXOAUTh B iX IIMTO30Jb 3 MITOXOHAPIH, B MAaTPHUKCI SIKUX BIH
YTBOPIOETHCSI BHACIIZOK OKUCITIOBAJIBHOTO JEKAapOOKCUIIIOBAaHHS MipyBaTy YW [-OKUCIICHHS
BXXK. Bigomo, mo amnerun-KoA 6e3nocepe b0 HEe MOXe TU(YHIyBATH B IUTO30Jb KIIITHHH,
TaK SK MITOXOHJApiaJibHa MeMOpaHa HENPOHHUKHA JUI1 Hboro. ToMy crodaTky BHYTPIIIHbOMITO-
XOH/pianbHUN aneTmi-KoA KOHIEHCYEThCS 3 OKcajioaleTaToM, yTBOpIOYH mutpart. Llsg pe-
aKuis Karauizyerbest hepmenToM yumpam-cunmazoro (EC 2.3.3.1) ta € abCOMOTHO 11€HTHY-
Hoto I peakuii nukiry Kpebca. YTBOpeHHI IUTpaT MEPEHOCUTHCS Yepe3 MEeMOpaHy MITOXOHAPIM
B IIUTO30JIb 32 JOMOMOTOI0 CIEIiaTbHOI TPUKAPOOKCHIIAT-TPAHCIIOPTYIOUOT CHCTEMHU.

B murorutaszmi nmutpar (3 3atparoro eneprii ATD!) mix giero AT®-3anexcrnoi yumpam-
miazu (EC 4.1.3.8) pearye 3 KoA, 3H0By yrBOprotoun aneTtwi-KoA i okcamoanerar. OcranHiii
3a ydactio 1uto30ibH01 HAl-3anexcnoi manamoeziopozenazu (EC 1.1.1.37) BiTHOBIIOETHCS
710 TUKApOOHOBOI SIOIyYHOI KHCJIOTH (MajiaTy). Manar 3a IOOMOrow JUKapOOKCHIATTpaHC-
MOPTYIOUOT CUCTEMHU MOBEPTAETHCA B MITOXOH/IPIi, A€ Mij JI€I0 aHAJOTIYHOT MITOXOHIpiaTbHOI
HAl-3anexcuoi manamoeziopozenaszu 3HOBY OKHUCIIOETHCS J0 OKCAlIOAlLIETaTy, 3aBEPIIYIOUU
nuki. [likaBo, 1o mpoTUIIEKH] HAMPSMKHU MPOTIKAHHS JaHOI peakilii (OKUCIEHHS YU BiTHOBIICH-
Hs) B MITOXOHJIPISIX Ta IUTO30JIi BU3HAYAIOTHCS ciiBBinHOmeHHsM B Hux HAJI-H/HAJ™: Tak B
LUTOIJIa3MI BOHO JyX€ HU3bKE, TOMY TYT MaJlaT JIETKO OKHCIIIOEThCS 10 OKcalloalerary, miaBu-
mryroun Kounentpamito HAJI-H, a B miToxonapisx HaBmaku — criBigHomenass HAJI-H/HAJT*
JIOCUTh BUCOKE, TOMY OKCaJjoaleTaT TaM JIETKO B1IHOBIIOETHCSI B MaJlaT, 3MEHILYIOYH KUIbKICTb
HAJI-H.

HeoOxinHO mam'siTaTH, 110 HAaWBAKIWBINIOI YMOBOI TIepeMimieHHs areTui-KoA 3
MITOXOHJIPiM B HUTOIUIa3My Ta BUKOpPHUCTaHHs Horo st cuHTedy BXKK € mocraTHs KimbKicTh
AT® B kmituni. ko AT® B kiiTuHI Majo, To aneTwi-KoA posmieruiroeTsest B ki Kpedca
1o CO2 i H20, 3abe3neuyroun ii eHeprieto.

Criz 3ayBaKUTH, 110 OUTBIN CHEIU(IYHOIO Ta BAKIUBIIIONO 715 Tiporiecy cuHTe3y BXKK
€ HAJI®-3anexncna manamoeziopozenaza (EC 1.1.1.82), sixa, Ha BiAMIHY BiJ MONIEpEIHIX, MEepe-
BKHO 3HAXOJUTHCS B IUTOTUIA3MI KIIITHH TUX TKaHUH, 110 OEPYTh Y4acTh B O10CHHTE31 KUPHUX
KHUCTOT, OcKuTbk BoHA (sik 1 HAIMD-3anexmcna entoko3zo-6-ghopam-oeziopozenaza — dhepmeHt
nento3odocharnoro nukiny) nocradae e HAJI-H, a HAJI®-H, a came BoHM HeoOXimH1 1Ist
CUHTE3Yy BHUILIUX KUPHUX KUCJIOT Ta XOJIECTEPUHY.

Kpim toro, BusBneHi Haitbinbm yHiBepcanbHi A cuntedy BXKK nexapOoxcumioroui
MaJjaTAeriIporeHa3 — BOHU 3a0e3meuyoTh He Juiie nosBy BigHoBieHnx HAJID-H, a it ogHo-
YaCHO PETyJIOIOTh PIBEHb BYIVIEKHCJIOIO a3y, sIKHH TakoX HEOOXiIHUM JUIs TaHOTO CHHTE3Y.
Tak B MITOXOHIPISX 1 IUTOIIA3MI TENATONMTIB Ta 1HIMX KIIITHH, B AKUX cuHTE3ytoThCcsi BXKK 1
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dochomninign, npucyras HAAD-3anexcna oexapooxcunwiwua manamoeziopozenaza (EC
1.1.1.40), mo kaTai3ye peakiito:

(S)-malate + NADP* <=> pyruvate + CO2 + NADP-H

[TinroroBua peaxkuis cuatesy BXKK — kapOokcumoBanHs anetuin-KoA (yrBopeHHs mMalio-
Hi-KOA) — Karamizyerbcsi MyabTU(EPMEHTHIM KOMIUIEKCOM — ayemui-KoA-kapookcunaszoio.
Komruiekc ckimamaeTbest 31 3MIHHOTO YMCIIa OJTHAKOBUX CYOOIWHUIIb, KOJKHA 3 SKUX MICTUTH 0io-
muH, diominkapooxcunazy, KapooKcudiomun-nepeHocaAduil 10K, mpanckapooKkcunazy ta pe-
TYJATOPHUHN aJUTOCTEpUYHUM IEHTp. Peaxiiist mpoTikae B 1Bi cTamii:

* KapOOKCHITIOBaHHSA 010THHY 3a yuacTio AT®

* NIEPEHECEHHsI aKTMBOBAHO1 KapOOKCUIbHOI rpynu Ha aueTui-CoA 3 yTBOpEHHSIM Ma-
nouin-CoA.

Anernn-CoA-kapOoKcuiaza aKTUBYEThCSI IIUTPATOM, a 1HTIOYETHCS JTOBTOJIAHIIOTOBU-
mH aumit-KoA-noxigHumu (peTpoiHriOyBaHHS).

Takum unHOM, mJ1s 3a0e3nedeHHsT Oe3MOCEPEIHBO CaMOTO TPoIecy O10CHUHTE3y BHIIHMX
KUPHUX KUCIIOT HEOOXiJHAa HasBHICTb B LIUTOILIa3Mi KIIITHH HACTYIIHHUX CYOCTpaTiB: ameTHJ-
KoA, HAI®-H, CO2 ta AT® (a6o rotoBoro MaioHiJ1-KoA).

MynbTu(hepMEHTHHN KOMITJICKC «CHHTAa3a BHINUX KUPHUX KHCOT» (200 majabMiTaT-
CHHTAa3a), KU (DIKCOBAaHWU B MUTOIIA3MI HAa MEMOpaHaX €HIOIIa3MaTHYHOTO PETHKYIIIOMY, B
CBOEMY CKJIaJli MICTUTh IIICTh (PEPMEHTIB 1 creuianbHUi anuj-nepeHocsiumii 6iok (AIIB),
(GYHKIIIS SIKOTO TOJISATaE B MOCIHIIOBHOMY HHUKJIIYHOMY MEPEMIIIeHH] alluJIbHOI TPYIH, IO T0-
JIOBXKYETBCSI, BiJl OfHi€T CyOOquHMIII (PEPMEHTATMBHOTO KOMIUIEKCY JI0 1HIIOI B CYyBOpil BiAIo-
BIJIHOCTI 3 XiMi3MOM Tiporiecy. CTpYKTYpHO KOMILUIEKC «CHHTAa3a BUITUX YKUPHUX KHCOT» CKJIajia-
€THCS 3 ABOX MOJIMENTHIHUX JIAHITIOTIB, KOXKEH 3 SIKUX KOJIY€EThCsl 0THUM TeHoM. CyboauauIst A
MICTUTh AIWJINIEPEHOCTYHI OUTOK, KOHIEHCYIOUui (epMeHT 1 B-oKcoammipeaykrasy, a cyo-
onuHMI B — amermnrpancanuiaszy, MaJOHUI-TpaHcaluiasy, B-TiIpoKCHalMJeriiparazy Ta
E€HOLIPEAYKTA3Y.

OyukioHanpHOW JaHko AllB, mo npuiiMae 6e3mocepeIHI0 y4acTh B MPOIIECi CHHTE-
3y, € 6-poconanTterein (akTuBHA (popMa MAHTOTEHOBOI KUCIOTH — BiTaMiHy Bs), sikuii mae
tionoBy (-SH) rpymy, noniono 1o KoA-SH. B aktuBHOMY 1eHTpi nepiioro 3i 3Bsizanux 3 Allb
(dbepMEeHTIB MYJIbTHEH3UMHOTO KOMITJIEKCY — 3-KeTOAlMJI-CHHTA3! — TaKOX PO3TalllOBaHA aHa-
JIOTiYHA TiOJIOBa Tpyma Irpyna aMiHOKUCIOTH LUCTeiHy. B3aemonis nux aBoxX (pyHKI[IOHANIBHUX
TPyl 0OyYMOBIIIOE SIK TIOYAaTOK O10CHHTE3y >KMPHOI KHUCJIOTH, TaK 1 TOJOBXKEHHS 11 BYIJIeBOIHE-
BOTO JIAHI[IOTA B KO)KHOMY ITUKJIL.

KoxHuil UK MOI0BXKEHHS BYTJIEBOIHEBOTO JIAHI(IOTa KUPHUX KUCIOT BKJIIOYAE YOTH-
pH TIOCITIIOBHI aHAIOTi4HI ()epMEHTATUBHI peakKilii, HWK4e HaBelleHa IMOCIHiJOBHICTh peakiiit [
LUKITY:

* kougeHcamist anetwi-Allb 3 manonin-Allb 3 yrBopenasm C4-keTonoxigHOI Ta OJHO-
YaCHHUM JIeKapOOKCUITIOBAHHAM

* [IepIIe BiTHOBJIEHHS 3 YTBOPEHHAM C4-T1IpOKCUTIOX1AHOT

* IeTiaparairis 3 yTBOpeHHsIM HeHaundeHoi C4-eHoimmoxiqHol

* Ipyre BiHOBIEHHS 3 yTBopeHHsM C4-aunn-Allb

B mepmriit peakiiii MaJIOHITBHUN 3alUIIOK 3 MalloHII-KOA mepenmaeThcs Ha TIOJIOBY
rpyny ¢ocdonantereiny Allb, a 3anuIok ouToBoi KUCIOTH 3 aueTHiI-KoA — Ha Taky X Tpymy
UCTETHY aKTUBHOTO LIEHTPY 3-KETOAIMJICUHTA3H, KA KaTalli3ye peakIilo KOHIeHcallil IIUX JBOX
¢parmMeHTiB, TOOTO MEPEHECEHHsI AlleTUIBHOT IPYIH HAa MAJIOHIT 3 OJJHOYACHUM JeKapOOKCUITIO-
BaHHSIM OCTaHHBOTO Ta YTBOpeHHSIM C4 keromnoxinHoi — arneroanetui-Allb.

B npyriit peakmii aneroanerun-Allb min giero f-xemoauun-Allb-pedykmasu (KO
1.1.1.100) neperBoproerbcst B B-rinpoxkcudyrupin-Allb. BimHOBIIOBAIBHUM areHTOM peakilii
ciyxuth HAJZI®-H (kodakrop dpepmenry).
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B Tperiit peakuii Bix PB-rizpoxkcuOytupin-Allb BigmermoeTscss MoyeKylia BOIU 3
yTBOpeHHsIM HeHaundeHoi C4-enoinmoximHoi — KpoToHia-AlIlB. Peakmist kartamizyeTscs f-
2iopokcuayun-Allb-oeziopama3zon.

UYeTBepToro (3aKIIFOYHOIO) PEAKINE0 MUKy € BiIHOBICHHs KpoToHUI-AIIb mo nacuue-
Horo C4-anuny, nos's3aHoro 3 gocgomnantereinom, — 0yTupin-Allb. Peakiis BinOyBaeTscs mia
nieto enoin-Allb-pedykmazu (KO 1.3.1.10). BignoBoBalbHUM areHTOM peakiiii (KohakTopom
depmenTy), K 1 B monepeanboMy Bunanaky, € HAJI®-H.

[Ticnsa poro ayunmpancghepaza nepeHocuTsh yrBopeHuii C4-anui Ha CylbQTiApuiIbHy
rpyny IUCTEIHY 3-KeTOAMICUHTA3H, a 10 BUBUIBHEHOTO (ocdonaHTeTeiHy 3HOBY MPUETHYETH-
cs1 MastoH11-KOA 1 nmki moBToproeThbesi. CHHTE30BaHa 3a CIM TaKMX IMUKJIIB manbMiTHHOBA (C16)
KHCJIOTA BiIIETUTIOETHCS IIOCTUM (PePMEHTOM KOMIUIEKCY — mioecmepasoro.

CymapHe piBHSIHHSI CHMHTE3y MaJbMITHHOBOI KHUCJIOTH MOKHA 3allCaTH B HACTYMHOMY
BUTJISAII:

auetun-KoA + 7manoHin-KoA + 14NADP-H + 14H* —>

nanbmiTuHoBa kucnota + 7CO2 + 14NADP* + 6H20,

3aranpHi eHepro3aTparyu CUHTE3y NATbMITHHOBOI KHCIOTH BU3HAYAIOTHCSI €HEPro3arpa-
THUMH PEAKIISIMU 010THH-3aJIE)KHOT0 KapOOKCHIIFOBAHHS MTPU yTBOpPEHHI MaioH11-KoA:

7auetun-KoA + 7CO2 + TAT® —> 7manoHin-KoA + 7AO® + 7®y

Perynsmis cuHTE3y KUPHUX KHUCIOT BiAOyBaeThcs Ha piBHI ayemui-KoA-kapooxcuna-
3u 1 MyTbTU(QEPMEHTHOTO KOMIUIEKCY CUHMA3U HCUPHUX KUCTIOM.

Perynsmiss akruBHOCTI aneTmin-KoA-kapOokcuiia3u 3I1HCHIOETBCS 32 PaXyHOK TPHOX
MEXaHi3MiB.

1. AnocTepudHa peryJsiis:

* akmueamop GEpMEHTY — HUTPAT, 30UIbIIECHHS KOHIEHTpAIlii SIKOTO y MOCTCOPOLiii-
HUU TIep10/1 aKTUBYE aHAOOIIYHI MPOIECH B KIIITHHI, TOOTO 3amacaHHs HaUIMIIKIB aneTuia-KoA y
BUTJISL KUPIB. 32 BIACYTHOCTI aKTUBATOPa €H3UM MaJIOAaKTUBHUIN

* incioimopu pepMeHTy — KiHIeBI MeTabomiTH mporiecy (nmaabmiroii-KoA Ta creapo-
in1-KoA), ki iHTi0yIOTh BIIAaCHUN CUHTE3 32 IPUHIIUIIOM HETAaTHBHOTO 3BOPOTHOTO 3B'S3KY.

2. KoBanentHa monuikaliisi — akTHBHICTh €H3UMY PETYJIOEThCS 32 paxyHOK 1mM-AM®
3aJexxHOr0 ghocghopunioeanna (HeaktuBHa popma hepMeHTy) Ta dedpocghopuniosannsa (aKTUB-
Ha ¢opMa GepMeHTY), sIKe BIIOYBA€ETHCS i1 TI€F0 TOPMOHIB: IHCYJIIH aKTHBYE €H3HUM, a aJpeHa-
JiH, HOpaJpeHaIiH, TJIOKAaroH HOro iHri0yI0Th.

3. 3MiHa MIBUJKOCTI CUHTE3Y (DEpMEHTY:

* inQyKyia — 30UTbIICHHS CUHTE3Y €H3UMY, SIKE€ CIIOCTEPIraeThCsl IPU BHCOKOBYTJTICBOI-
Hil JieTi a00 CITOKMBaHHI PaIlioHy 3 HU3bKUM BMICTOM JTIMIIiB

* penpecisa — 3HIKEHHS IBUJIKOCTI CUHTE3Yy €H3UMY NPH T'OJIONYBaHHI a00 CIIOKMBaHHI
30ara4eHoro >xupaMu paifiony.

Perynsiiss akTUBHOCTI MYJIBTHUEH3UMHOTO KOMIUIEKCY CHHTA3U JKUPHHUX KUCIOT (IHKITY
JlineHa) 3MIHCHIOETHCS 32 PaXYHOK MEXaHI3MiB:

1. AnocrepuyHa peryssiis:

* akmueamopu pepmenty — pochopunboBaHi MOHOCaXapuaH (TIHOK030-6-¢ 1 1H.)

* in2ioimopu pepMeHTy — KiHIIeBI MeTa0oIiTH mpoliecy (maabmiToiii-KoA i creapoin-
KoA), siki iHriOyIOTh BIACHHI CHHTE3 3a IPUHIIUIIOM HETATHBHOTO 3BOPOTHOTO 3B'SA3KY.

2. 3MiHU MIBUAKOCTI CHHTE3y OKpPeMHUX (PEPMEHTIB KOMILIEKCY B YMOBaX TOJOAYBaHHS
Ta MMOCTCOPOTUBHUM TTEPIOJI.

OxpiM BCHOTO BHIE3a3HAYCHOTO, MIBUAKICTh CHHTE3Y KHUPHUX KHUCIOT KOHTPOIIOETHCS
EHepreTUYHUM cTaHoM KiIiTHHH (cmiBBigHOmEHHSIM AT®/AJI®) — Bucoki koHIeHTpallii AT
CTHMYITIOIOTh CHHTE3 KHPHUX KHCIOT, a aedinur ATD (mepeBaxkanus Bmicty AJI®) rampmye
el nmpouec.
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HesBakatoun Ha 3Ha4HY MOJIOHICTh ()EMEHTIB, a TAKOXK MOCITIIOBHOCTEH Ta XapaKkTepy
XIMIYHUX TIEPETBOPEHb B IMKJIAX ITepallii Mpu B-OKUCICHHI BUIIUX >KUPHUX KHUCIOT Ta iX
0i0cHHTE31, JaHi MPOIECH CYTTEBO BiAPi3HAIOTHCS. ['0J0BHI X BIIMIHHOCTI:

* (-OKHUCJICHHS MPOTIKA€ B MITOXOHAPISIX, @ CHHTE3 KUPHUX KHUCIIOT — B IIUTOIJIa3Mi Ha
MeMOpaHax IIaJIeHbKOT'0 €HI0MIa3MaTUYHOTO PETHUKYIIOMY

* muToriazMaTuyHi ¢epmentu cuntesy BXKK yTBOpIOIOTH €1MHMI MYIbTHEH3UMHUN
KOMILIEKC — CHHTAa3y >KUPHUX KHCIOT (MajabMiTaT-CHHTa3y), a MITOXOHpianbHi (epMeHTH [3-
OKHCJIEHHS JIIOTh OKPEMO

* B XO/1i B-OKHMCJIEHHS KHCIOT MPOMDKHI NMPOAYKTH noB's3aHi 3 KoA, a mpu ix cunTesi —
3 0cobmuBUM arui-niepeHocssyum O0inkom (AIIB), mpocreTnyHa YacThHa SKOTO CXO0XKa 3a Oy/0-
Boto Ha KOA 1 ckiaaeTbes 3 TioeTHIIaMiHy, TAaHTOTEHOBOT KUCIIOTH (BiTaMiH B3) 1 dpocdaty

* npu PB-okucienHi BukopuctoBytoTbes HAJ[ 1 DAJI, sk okucmroBavi, a Ipu CUHTE31
BXK — HAZI®-H B sK0CTi BiJHOBHHKA

* B IIporieci 610CHHTE3Y JKUPHUX KHUCIIOT Oepe ydacTh MaoHUIT-KOA, AKuii yTBOPIOETHCS
3 aneTni-KoA muisixom kapOoKCHITIOBaHHS 3a 10onoMoroto 6iotuH-pepmenty i ATD)

* npu 6iocunTe3i BXKK yrBoproroTecst D(-)-i30Mepu BiAmoBiAHUX 3-TiAPOKCHUKUCIIOT, a
He L(+)-i30mepH, fK 11e Mae Miclie npu B-OKUCIEHHI KUPHUX KUCIOT.

Enonraniss (nodoercenns nanyiozig) BUIMUX KHPHUX KHCIIOT.

[TanemiTrHOBaA KHCToTa (Ci6), SIKa YTBOPIOETHCS y MUK JIiHEHa, € TOTIepeTHUKOM CHH-
Te3y OUTBII JOBrOJAHIFOrOBUX BHIIUX XHUPHUX KHUCTIOT (Cig, Coo, C22, Co4). IlomoBxkeHHS
JIAHITIOTa KUPHOI KUCIOTU BiIOYBAETHCS ILISXOM MOCIIJOBHOIO MPUETHAHHS 10 allWJIbHUX pa-
JUKa-JIB JIBOBYIJICIEBUX (DparMeHTIB CHEIiaIbHUMH €H3UMAaTUYHHUMH CUCTeMaMu (e10H2a3u
HCUPHUX KUC0M), K] JIOKATI3YIOTHCS B IIUTO30J11 Ta MITOXOH/IPISIX KITITHHH.

Mikpocomanvha (Wumonnasmamuyna) cucmema enon2ayii B SKOCT1 JKepesa JBOBY-
rJIeneBux (pparMeHTiB BUKOPHUCTOBYE MalloH1I-KOA 1 mpartoe 3a MexaHi3MOM, MOTIOHUM 10
cunrtasu BXK. i cy6erparamu € Hacuueni sxupHi kucnotu 3 Cio Ta GLIBIIONI0 KiIBKICTIO aTOMiB
BYTJIELIIO.

Mimoxounopianvha cucmema enonzayii BUKOpucToBye anetuin-KoA, sk 1oHopa 1BOBY-
rieneBux ¢pparMenTiB, 1 mogoBxKye Ci12-Cig KUPHI KUCIOTH:

YTBopeHHsI MOHO- i MOJiHEeHACHYEHHX KUPHHUX KHCJIOT (Oecamypauis)

Oprasi3M JIIOIUHA Ma€ JOCUTh OOMEXEHI MOMIJIHMBOCTI 1010 IEPETBOPEHHS HACHYCHHX
XKHUPHUX KUCIOT B HeHacuueHi. L{i mepeTBopeHHs BiOYBaIOTHCS B MIKPOCOMAax IeMaTOLMUTIB 1
KJIITHH KUPOBOI TKAHWHU 32 YYaCTIO CUCTEMU decamypauii y3cupuux kuciom. IlonepetHuKaMu
JTBOX HAWOLIBII MOMIMPEHUX B TKAHWHAX JIFOJIUHA MOHOHEHACUYCHHX KUPHUX KHUCIIOT — MajJbMi-
tooseiHoBoi (Cie:1) i oneiHoBOi (Cig:1), KOXKHA 3 SIKMX MICTUTh OJWH IMC-TIOJBIHUIN 3B'I30K B
A%-TIoNOKeHHI BYIJIEBOMHEBOTO JIAHIIOTA, € BiamoBigHo maneMiTHOBA (Cie0) i cTeapuMHOBA
(C18:0) KHCIOTH. YTBOPCHHS IMC-TIOBIHHOTO 3B'SI3KYy BiZIOYyBa€ThCs B pe3yiibTaTi peakilii OKuc-
JICHHS, SIKa KaTali3yeThCs TOJIOBHUM (EpMEHTOM CHCTEMH jecaTypauii — anuia-KoA-okcurena-
3010, KOTpa 32 MEXaHI3MOM i1 € yumoxpom Ds-BMiCHOIO MOHOOKCHUTE€HA3010.

[Iponiecu aecatypauii Ta emoHramii MOXKYThb CHOJY4YaTHCS 1 TOBTOPIOBATHUCS, IO /A€
MO>KJIUBICTh CHHTE3YBAaTH PI3HOMAHITHI MOHO- Ta TIOJIHEHACHYCHI KUPHI KUCIOTH 3 JOBIIMMH,
HIX Y BUXIJTHUX KUCJIOT JIAHITIOTaAMH.

[IpoTte B kiTHHAX JIOAWMHY 1 TBApUH (Ha BIAMIHY BiJ pOCiauH!) BIZICYTHI lecaTypasu, sKi
YTBOPIOIOTh MOJBINHI 3B'13kH micia Co-aToMy BYTJIEIIO, PaxylOud BiJ KapOOKCHIBHOI TPYIIH.
Tomy B oprasi3mi JIOUHNA HE MOXKYTh CHHTE3YBATHCS TaKi MOJIHEHACHYEH] JKUPHI KUCIIOTH, SIK
ninonesa Cig2 (A*Y?) ta a-ninonenosa Ciss (A*1?1°). Came 1i kucnoTu BimHOCATHCS 10 KaTero-
pii He3aMiHHUX (E€CEHIIIHUX) 1 TTOBWHHI MOCTIHHO HAIXOJUTH JI0 OPTaHi3My 3 DKEr0. 3 HUX i
CYMICHOIO JII€I0 CUCTEM JiecaTypallii Ta eJIOHTaIlil, 0 MICTATHCS B €HIO0MIa3MaTUYHOMY PETUKY-
JIIOMI1 TENaTOIMTIB, CHHTE3YEThCSl 0araTo 1HIIUX MOJIHEHACUUYEHUX KUPHUX KHUCIIOT — Y-IiHOo.1e-
noea Cis:3 (A*°1?), eitkozampicnoga C20:3(A3111?), eitkosamempaenosa C20.4 (A>3111%), eiixosa-
nenmacnoga C20:5(A>3141) ookozazexcaenosa C22:6. (A*"10131019) 13 in.
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Eiiko3arpieHoBa, eiiko3areTpacHOBa (apaxiflOHOBA) Ta E€MKO3alEHTA€HOBA KUCIOTH €
MOTIEPETHUKAMU eHK03aH0i0ié — 010JI0TIYHO aKTUBHUX PEYOBHUH (TKAHWHHHUX TOPMOHIB) 3 IIHPO-
KM CIIEKTpOM e(ekTiB. | Xxoua I1i KHCIOTH 4acTO TaKOX BiTHOCATH 10 HE3aMiHHHUX, MPOTE, MPH
HAJXO/DKEHHI 0 OpraHi3My JIOCTaTHBOI1 KUIBKOCTI JIIHOJIEBOI Ta 0-JIIHOJICHOBOI KHUCIIOT, TIOTPEOH
JIOIMHU B YCIX BUIIIE HAaBEIEHUX KHUCIOTaX MOBHICTIO 33/10BOJIBHSIIOTHCA.

OkpiM 1OTO, TOXITHUMH apaxiJJOHOBOI KHUCJIOTH € BCl BiJIOMi Ha CHOTOJIHI €HOO2eHHI
Kannabinoiou (creuianbHi HeMpoTpaHCcMiTepu peTporpanHoi curHamizamii B cuHancax [[HC),
HaWO1IBII BAXIIMBI 3 IKUX — AHAHOAMiO (€TaHOIaMi]] apaxiTIOHOBOI KUCIIOTH) Ta 2-apaxiooHoin-
2niyepun.

BiacyrHicTh a00 HecTaua HE3aMIHHHX KUPHHUX KUCIIOT B 1K1 TPOTATOM JOBTOTO Yacy,
SIKA MOJKE CIIOCTEPIraTUCs Y HEMOBIIAT, IO 3HAXOASTHCS HA IITYYHOMY BUTOJyBaHHi, a00 y XBO-
pUX, KUTTEIISUIBHICTD SKUX MIATPUMYETHCS JIUIIE 32 PaXyHOK MapeHTEPaIbHOIO XapuyBaHHS,
NPU3BOJMTH JI0 BIICTABAHHS y POCTi, PO3BUTKY JAepMaTHUTy. [y 3amobiraHHs Takux YCKJIaJHEHb
KUIBKICTh HE3aMIHHUX JKUPHUX KUCJIOT MTOBMHHA CTAHOBUTH HE MEHIe HIX 1-2% Bia 3aranbHOI
noTpeOu OpraHizMy B Kalopisx.

[Ipn ronmomyBaHHI Ta HecTayl 1HCYNIHY MPOIECH EJOHTAIlli Ta AecaTyparlii CyTTEBO
3MEHUIYIOThCS.

MeTta00.1i3M X0J1€CTEPOJY B OPraHi3Mmi.

XoJiecrepoa (C27H4sOH) — nmpupomaHuii MOMIIUKITIYHANA HEHACUYCHHUH MO iIbHUNA

BTOPUHHUI CIIUPT CIMEICTBA CTEPUHIB — MOX1THUX CTEPaHy™.

214,

HO y >
*Hpumimka: crepaH (UMKJIONEHTAHNEPriApoeHAHTPEH) — KOHJACHCOBAHMII TETPALMKI, IO CKIAJAEThCS 3 TPHOX

LuKIorekcaHoBux Kinenp (A, B i C), KOHIEHCOBaHUX B HEMiHIHHOMY ((EHAHTPEHOBOMY) CIIOJIYYEHHI, Ta [HUKJIOIECHTAaHOBOIO
Kisbis D).

XonecTepos He PO3YUHSAETHCS Y BOMI, ajie J0Ope PO3UYMHHHM B KMpax 1 OpraHIdYHUX
po3unHHMKaX. bin3bko 75% XonecTepoiy CHHTE3YeTbCsl B OpTraHi3Mi JIIOAUHU (TOJIOBHUM YHHOM
NIEYiHKOIO, a TAKOK KUIICYHHUKOM, HUPKAaMH, CTATEBUMH 3aJI03aMH ), PEIITa HAJAXOIUTh 3 DKero. B
TKaHUHAX BIH 3HAXOAWUTHCS y BUIBHOMY CTaHl a0o (yacTimie) y BUIVISIAI CKIAAHHUX edipiB 3
KUPHUMH KHCJIOTAaMH — X0JIeCTEPH/IiB.

Xonecrepon 3abe3neuye KOPCTKICTh (MIIHICTh) KIITHHHAX MeMOpaH Ta iX CTIHKICTH B
IMPOKOMY 1HTEpBaJli Temmeparyp. BiH HEOOXimHHWI Uil CHHTE3y CTEpOiTHHUX TOPMOHIB
(KOpPTH30I1, AJIBJJOCTEPOH, IPOTeCTEPOH, CTATeBl TOPMOHH), BiTaMiHy D Ta )KOBUHUX KHCIIOT.

Bnepme xomecrepon 6y Bunmiienuid me B XVIIl cropiuui i3 >KOBUHHMX KaMeEHIB
(ITyner'e ne na Canp — 1769; Auryan @ypkpya — 1789). B 1815 pori 3acHOBHUK XiMii KHPIB
Mimens IlleBpens Takox BHAIMUB HOTO i Ha3BaB XONECTEPHUHOM (8i0 Op.-2pey. XOAT) — KOBY,
oteQelds — TtBepamii). B 1859 poui Mapcenen bepriio HOBiB, IO XOJIECTEPHH HATIEXHUTh IO
KJIacy CIUPTIB, MICIS YOro MOro MepedMEHYBalld B «XoJjecTepoi». PazoM 3 TUM 10 1ux mip
YacTO 3aCTOCOBYETHCS 1 CTapa Ha3Ba — XOJECTEPHUH.

VI. 1 BiocuHTe3 Xo0J1€CTEpPO.TYy

€auHui BUX1IHUI MaTepiai A CHHTE3y XosecTepoiy — 1e auetmi-KoA. e B 40-60-
x pokax XX cromitta K. biox 31 cmiBp. B Jgociigax 3 BUKOPHUCTAHHSM aKTHBHOTO alerary,
migenoro #C mo MeTwibHIM Ta KapOOKCHIBHIM Ipymnax, MOKas3aad, IO BCi aTOMH BYIJIELIO
CHMHTE30BAaHOTO B I'eMaTOIMTaX XOJIECTEPOITy MOXO/ATh 3 alleTary i 10 OOHMBa aTOMH BYTJICIO
OLITOBOi KHMCJIOTH BKJIIOYAIOTHCS B XOJIECTEPOJ MPAKTUYHO B OJHAKOBHUX KiIbKOCTAX. Hanami B
pob6orax @. Jlinena, I'. [Ton'sk, k. Kopu-dhopry, A.M. KnumoBa ta iHIIMX JOCTITHUKIB OyIH
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3'sICOBaHI OCHOBHI JeTaii ()epMEHTaTUBHOTO CHHTE3Yy XOJIECTEPOILy, IKUM HapaxoBYye MOHAA 35
€H3UMATUYHUX PEaKIIiil.

3a 100y B oprai3Mi 10pocioi JIOAUHU CUHTE3Y€eThCs 01n3bK0 500 Mr xosecTepoiry.

biocunTe3 xomectepony B KIIITHHI BiIOYBA€ThCS B TIAAKOMY E€HIOTUIA3MAaTUYHOMY
PEeTHKYTIOMi Ta LUTO30Mi. VOro IOYAaTKOBi eTamy aHAJOTiuHi eTamaM CHHTE3y iHIIHX i30-
MpeHoiiB. biocuHTE3 X0ecTeposly — OCHOBA CHHTE3Y 0ararbox 1HIIMX CTEPOITHHUX CITOTYK.

B nporieci 6i0cuHTE3yY X0JIECTEPOTY BUAUISIOTH IEKIJIbKA CTAIIM:

* CHHTE3 MEBAJIOHOBOI KMCIOTH 3 aneTmi-KoA

* TIEPETBOPEHHSI MEBAJIOHATY B aKTUBHUU 130MPEHOI — 1301IeHTeHImipodoc-dar

* YTBOPEHHS 3 IIECTH MOJIEKYJ 130meHTeHmipodocdary miHIHHOTO TPUIAIATHBYTIICIIC-
BOT'0 130IIPEHOIly CKBAJICHY

* LIUKJII3aIlis] CKBAJIEHY B JIAHOCTEPHUH Ta MOAAJIBIIE HOTO MEPETBOPEHHS B X0JIECTEPOI.

I crazist — cHHTE3 MEBAJIOHOBOI KHCJIOTH

[lepma peaxiiisi CUHTE3y — KOHJIEHcalisl ABOX MoJiekyn anetui-S-KoA (C2) min
BIUTUBOM ayemoayemui-KoA-mionazu 3 yrBopeHHsM ameroaneTuia-S-KoA (C4). Peaxis
obopoTtHa. BinbyBaeTbcs B uTOILIA3MI.

Ayemun-KoA-
auemunmpa+cgepasa
0 (o}
n (muona3a) I Tl
CH;—C-S—-KoA » CH3—C—CH;—C—-S—KoA
CH3;—C—S—KoA HS —KoA (

Hpyra peakuiss — yrBopeHHs P-rizpokcu-B-mermiarayrapui-S-KoA (C6) 3 amero-
anetmni-S-KoA (C4) ta tpervoi monekynu aneTmi-S-KoA (C2) 3a momomororo ciopokcu-
memunznymapui-KoA-cunmaszu (I'MI'-KoA-cunrtaszu). Peaxiiis Takox ob6opoTtHa. BinOyBae-
ThCS B IIUTOILIA3MI.

9 9 Mrr-KoA-cusmasa OH 0
CH3—C—CH,—C—-S—KoA : c

- / \ > HOOC—CH;—?—CH;—C—S-KOA
? CH;

CH3;—C—=S—KoA HS —KoA

AnaTunanariun FAA H20

Tpets peakiisi — BIZHOBJICHHS B-TiApOKCU-P-MeTHITIyTapaTy 3a gomnomorow HA/[®-
3anexcnoi ciopokcumemunziaymapun-KoA-peoykmaszu (I'MI'-KoA-penykraza) 3 yTBOPEHHSIM
meBasionaty (C6) 3 omHoyacHuM BimokpemieHHsM Big HS-KoA. Peankmisi BinOyBaeThcsi B
rimageabkomy EINP, came BoHa NiMiTye MIBUAKICTH OIOCHHTE3Yy XOJEecTepoily B Iiiomy. lLle
nepira MpakTUIHO HEOOOPOTHA PEAKIlis JaHOTO MPOoIecy. AKTUBHICTh (PEPMEHTY 301IbIITYETHCS
Opyd BBEACHHI 1HCYNIHY 1 THPEOiTHMX TOPMOHIB, 3HIDKYETHCS TPH TOJOJYBaHHI, BBEICHHI
TJIFOKaroHy, TIIFOKOKOPTUKOIIIB. Takox BimMiueHi J000B1 KOJMBAHHS HOTO CHHTE3Y.

OH 9 'Mr-KoA-pedykmasa OH

|
HOOC-CH,—C—CH,—C-S-KoA »  HOOC-CH;—C—CH,—CH,OH

CH3 ,/ \‘ CH;

2 NADPH 2NADPY
o ; . omt HS —KnA

II cTaxist — nepeTBOpeHHss MEBAJIOHATY B aKTUBHUH 1301IPEHOIN
iBonenTenismipodgocdar
Criouyatky MeBaJOHOBA KUCJIOTA i Ii€0 BIATMOBIIHUX KiHa3 3a nornomoror AT® nBigi
MoCIiI0BHO  (oCchOpUITIOEThCSI, CTatoun  S-mipogocdoMeBaio-HATOM, SKHH  JTOJAaTKOBO
dochopmmoerbes 1me mo rigpokcuny C3 BYIUICNO, YTBOPIOIOYHM HECTAOUTRHUN MPOMIKHUN
nponykT 3-¢oco-5-nmipodochomeBanonar. OcranHiid nekapOOKCUITIOEThCS 1 Aedhochopritto-
€THCS 3 YTBOPEHHSM i3omeHTeHia-nipodocdary (C5).
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/ \ o, \\ &n,
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ATP

3-®ocoo-5-nupochocchomesanoHar MzonenTenmnnupococcar

III crazgist — yTBOpEHHS 3 IIECTH MOJIEKYI 130NeHTeHUImipodocdary JiHIITHOrO TPUALATUBYTIIC-
IIEBOT0 130TPEHOITy CKBAJIeHY

I3onenTeninmipodocdar (C5) isomepusyerbes B AuMerwiaaLtimipodocdar (C5). Ix
KOHJICHCAIlisl 3 BUBUIBHHEHHSIM MoOJieKynu mipodocdary mnpu3BOAUTH 0  yTBOPEHHS
repaninnipogocdary (C10). B pesynprari HacTynmHOi KOHZAEHcalil i3omeHTeHUmipodochary
(C5) 3 repaninmipodocdarom (C10) yrBoproerses papHesismipodocdat (C15) 1 BUBUIBHAETHCS
11e 0JIHa MoJIeKyIa mipodocdaTy. 3akIrouHa KOHASHC allis JBOX MoKyl (apHesinmipodochaty
(C15) «romoBa-m0-To0BH» (MOJICKYJIU 3'€ THYIOTHCS KIHIISIMH, 10 HECYTh TipodocdaTHI TPyIn)
OpU3BOAUTE 710 yTBOpeHHS ckBajdeHy (C30). Peakuis mpoxomutsh 3a ydactio HAJI®-H 3

BUBUIHLHEHHSIM JIBOX MOJIEKYI mipodocdary.
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[TounHatoum 3i CKBaJICHY, MPOAYKTH OIOCHHTE3Y XOJECTEPUHY HEPO3UMHHI Y BOJHOMY
CepelloBUIlll, TOMY O€pyTh y4YacTh B TMOJAJBINNX pEAKIiAX, OyAydyd TMOB'SI3aHUMH 31
CTEPUHIIEPEHOCSINMHE O1TKaAMHU.

IV cranis — nukomizaiis CKBaJIeHy B JIAHOCTEPHH Ta T0IaJIbIIE HOT0 MepeTBOPEH-
HS B X0JIeCTEPOJI
[lin nmiero ckeanenenokcuoazu YTBOPIOETHCS €MOKCHI CKBaJIeHY, SKUH TOTIM
UKITI3yeThbcs B JaHocTepuH. [Ipu npomy merunsHa rpyna 3 Cl14 mepenocutses Ha C13, a
MeTwibHa rpyna 3 C8 —na Cl4.
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CkBaneHanokcmaasa

7N

0, H,O Jnokeua ckeaneHa
HAO®H HAOQ®*

CkBaneH

OkcmaocksaneHnaHoCTEPUH-
umkKnasa

P

3nokcua, ckeaneHa NaHocTepuH

Ha cxemi mokasani MOCHTIZOBHI €Tanmy TMEPETBOPECHHS JIAHOCTEPHHY B XOJECTEPHH B
memOpanax riagkoro EITP.

NavocTepon 14-JecmeTHnnaHocTepon

(3)

Haomepasa

(4)

NADPH NADP NADPH NADP*
=7 co; 0z
3umocTepon a7 24 xonecranuenon
(5)
(4) 2
A -padyxwmaia
NALDOPH NADPY MADPH MADPY
[+7) H
HecmocTenon Xonectepon
(24-pervapoxXonecTepon)
[Tpu oMy BiIOYBa€eThCA:
. mMeTtuiabHa Tpyna npu C14 oKUCIIOETHCS, 1 yTBOPIOETHCS 14-1eCMEeTHIIaHOCTEPUH
. BUJANIAIOTHCS 111e ABa MeTUiH 1pu C4, 1 yTBOPIOETHCS 3UMOCTEPOJT
. noaBiHuK 3B's130k C8=C9 mnepemimyeTbess B mojoxkeHHs C8=C7 1 yTBOPIOETHCS
A7,24-x0onecTanieHon
o NOJBIMHUMI 3B'SI30K Jaii mepeminryeTbcst B monokeHHs C5=C6 i yTBOPIOETHCS
JIECMOCTEPOIT
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. BiJTHOBJIIOETHCS TTOIBIMHMIA 3B'SI30K B O1YHOMY JIAHITIO31 1 YTBOPIOETHCS XOJIECTEPOIL.

Jlesiki TPOMIKHI TIPOIYKTH METa0O0JIIYHOTO MUISXY CHHTE3y XOJIECTEpOIy, MepemayciM
dapuesinmipodocdar, MOXKYTh TAaKOXK, 32 HEOOXITHOCTI, BAKOPUCTOBYBATUCH JJIsl CHHTE3Y OOKO-
BOTO JIaHIIora YOIXiHOHY (KOMITOHEHT IMXaJbHOIO JIAHI[IOTa MITOXOHIpi) Ta Moiizomnpe-
HUIBHOTO CIHPTY AOJIX0Jy, sIKuii Oepe y4dacTh B CHHTE31 IIIIKONPOTEiHiB. XOJIECTepoa 3a
PaxyHOK CBO€1 TiAPOKCHJIBHOI TPymu MOKE€ YTBOpIOBaTH e(ipu 3 >KUPHUMU KHCIOTaMHU.
EtepudikoBanmii XxonecTepon MmepeBakae B KPOBI 1 3amacaeTbcs B HEBEIMKUX KUTBKOCTSIX B
JEeSIKUX TUIax KIITHH, [0 BUKOPUCTOBYIOTh HOT0 SIK cyOCTpaT JUisl CHHTE3Y 1HIIMX PEYOBHH.

Perynsauis cuHTe3y X0JecTepoily BiOYBa€ThCs yepe3 BIUIMB Ha KIIIOYOBUN (HEpMEHT
nanoro mporecy — I'MI'-KoA-penykrasy (3-rumpokcu-3-metun-riayra-pui-KoA-penykrasy) —
nusIxoM ii pochopumroBanss/nepochoprnroBanss. Tak mpu 301IbIIESHH] CIIBBIIHOIIEHHS 1HEY-
nin/rmokarod  ['MI'-KoA-penykraza nedochoprimroeTbcsi 1 MepexoauTh B aKTHBHUK CTaH.
[Tpuyomy nist iHCYNIHY 311HCHIOETbCA Yepe3 2 (epMEHTH:

e ¢docdaraszy kinazu ['MI-KoA-penykrasu, sika mepeTBOPIOE KiHA3y B HEAKTHMBHUUN
nedochoprnboBaHUi CTaH

e ¢ocparazy I'MTI'-KoA-penykrasu LUIXOM IIEPETBOPEHHS il B
nedochopribOBaHN aKTUBHUHN CTaH.

Pesynprarom 000X 1ux peakuii € yrBopeHHs nedochopminboBaHOi aKTUBHOI (GopMu
I'MI'-KoA-penykrasu.

Otxe, B aOCOpOTHBHOW MEpioj] CHHTE3 XOJeCTepony 30uUIbiIyeThcs. B 1ieit mepion
301IBIIYETHCS 1 TOCTYIMHICTh BUXIHOTO CyOCTpary Uil CUHTE3y XosecTepoiy — aneTwi-KoA (B
pe3yabTaTi MPUUOMY 1K, III0 MICTUTH BYIJIEBOJIU 1 )KHPH, TaK sK aneTuia-KoA yTBoproeThbcs mpu
pO3Mai TITFOKO3H 1 )KUPHUX KHCIIOT).

['miokaron mposiBisie TPOTHIIEKHY JiI0: uepe3 MpOoTeiHKiHAa3y A  CTHUMYIIOE
dochopumoBanns ' MI'-KoA-penykrasu, nepeBoasun ii B HEAKTUBHUI CTaH.

Kpim mporo, cam xomnectepon (KIHIIEBUHA TPOIYKT JAHOTO METa0OJIYHOTO IUIAXY)
3HWKYE WBUAKICTh TpaHckpumnuii reHa ['MI-KoA-penykrasu, NpuUrHidyioud TaKUM YHHOM
BJIACHUY CHHTE3, AaHAJIOTTYHUM €EeKT B MEBHIN Mipl BUKJIMKAIOTH 1 )KOBYHI KUCIIOTH.

BuBeneHHs1 X0/1eCcTEpoJIy 3 OpPraHizmy

CTpyKTypHa OCHOBa XOJIECTEPOJY — KOHICHCOBAHI KIJbIA IUKJIOMEHTaHMEpriapode-
HaH-TPEeHy — He Moxe Oytu posmerieHa 10 CO2 1 Boay, sIK iHIII OpraHiyHi KOMIIOHEHTH, IO
HAIXOIATh 3 TXKE abo CHHTE30BaHI B opraHizmi. TOMy OCHOBHa KIJTBKICTh XOJECTEPOIY
BUBOJUTHCS Y BUTTISI )KOBYHUX KHUCIIOT.

Jlesika KUTBKICTh KOBYHHMX KHCJIOT BHIAUIAETHCS B HE3MIHEHOMY BHUIUISII, @ YacTUHA
nignaerbes aii pepMeHTiB OakTepiil B kumedHuky. IlponykT ix pyliHyBaHHS (B OCHOBHOMY,
BTOPHWHHI )KOBUHI KHUCJIOTH) BUBOJSITHCS 3 OPTaHi3MYy.

YacTiHa MOJIEKYNl XOJECTeposly B KUIICYHHKY IiJ JAi€l0 (epMeHTiB OakTepiil Bia-
HOBJIIOETHCS 3a TIOJIBIMHMM 3B'SI3KOM B KiJbIll B, B pe3ynapTaTi 4oro yTBOPIOIOTHCS 2 THITH
MOJIEKYJ — XOJIECTAaHOJ 1 KOMPOCTAHOJ, IO BHBOAATHCA 3 (ekanisMu. 3a 100y 3 opra”izmy
BuBOUTHCS Bif 1,0 T 10 1,3 T X0ecTepony, OCHOBHA YaCTUHA SIKOTO BUIAISAETHCS 3 (PeKaisIMH.

di3ionoriyHa KOHIIEHTpALlisS XOJIECTEPONy B KPOBI JOPOCIMX Jroned craHoBuTh 200 +
50 mr/pi (5,2 £ 1,2 MMOJTB/NT) 1, SIK TIPABHUIIO, 301IBIIYETHCS 3 BIKOM.

IcHye nBI CKIJIQIOBI 3arajbHOTO ITyJy JKOBYHHUX KUCIIOT: KUCIIOTH, siKi de NOVO cHHTE30-
BaHi B TENAaTOIUTAX 3 XOJECTEPUHY, Ta KHCIIOTH, SIKi «BUIYYCHI» TeaTONUTAMH 3 TIOPTAIBHOTO
KPOBOTOKY, KyAH BOHH MOTPAIUIAIOTh B PE3yJIbTaTi BCMOKTYBAaHHS B TOHKOMY KHUIIKOBUKY. Ta-
KOMY BCMOKTYBaHHIO 1 MOBTOPHOMY BHKOPHUCTaHHIO MiAnaioTbes Onm3bko 80-90% >xoBUHHMX
KHCJIOT, KOTP1 MOCTYIHJIM B IBaHAALSATHIIATY KMIIKY. B pe3ynbraTi moctiiiHoi Ta 6aratokpaTHoi
KHIIIKOBO-TIEYIHKOBOI penupKyJsiii (Bix 6 g0 12 mukiiB 3a 700y) OpraHi3M He BigdyBae nedimu-
Ty B )KOBUHUX KHCIIOTaX, XOua iX 3arajbHUN MyJ CKJIaga€e BCbOro 3 T, mo B 4-5 pasiB MeHIe
KUTIBKOCTI1 )KOBUHUX KHUCIIOT, HEOOX1THUX ISl TIEpPEeBapIOBAHHS KUPHOT K.
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JKoBYHI KHCITOTH YTBOPIOIOTHCS BUKJIIOYHO B MIEYiHIN — MIOJCHHO CHHTE3YETHCS 1 BUII-
nsieTbes 3 KasoM 250-500 Mr kucior. CHHTE3 KOBUHUX KHCJIOT PETYIIOETHCA 32 MEXaHI3MOM
HETaTUBHOTO 3BOPOTHOTO 3B'SI3KYy. 3 XOJIECTEPUHY CHHTE3YIOThCS TaK 3BaHI MEPBHHHI JKOBYHI
KMCJIOTH: X0J1€6a Ta XeHO0e30KCUX0ae6d. IX CUHTE3 PEryiioeThes KilbKICTIO KOBUHHX KHUCIIOT,
SK1 TIOBEPTAIOTHCS B MEUIHKY B MPOIECI eHTepo-renaTuyHoi peunpkyssimii. [lig giero Gakrepiit
KHUIIKOBUKA MEPBUHHI KUCIOTH MiJAAI0ThCS 70-I€T1IPOKCHIIIOBAHHIO 3 YTBOPEHHSM BTOPUHHUX
YKOBUYHHUX KHCIIOT: 0€30KCUX0J1e601 Ta imoxoe6oi (B 3HAYHO MEHIIIH KIJIbKOCTI). Y 3KOBUI JIFO-
JIUHU KUTBKICTh XOJICBOI TPUTIIPOKCH-KUCIOTH MPUOIU3HO JOPIBHIOE CyMi KOHIIGHTpAIlId TBOX
JUT1IPOKCU-KUCIIOT — XEHOAE30KCHXOJIEBOI Ta JIE30KCHXO0JIeBOi. TpeTHHHI >KOBYHI KHUCJIOTH, B
OCHOBHOMY ypPCO0€30KCUX0J1e6d, yTBOPIOIOTHCS B MEUIHII MIJITXOM 130MepH3allii BTOpUHHUX.

NepeuyHble XK BropuuHbie XK
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24 Xonesas kucnorta Aesukcwxoneeaw Kuchota
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@ XeHOAe30KCUXonesan @ NuToxonesas kucnota
KucnoTa

[TepBuHI KOBYHI KHCIOTH 3'€THYIOTHCS (KOH'IOTYIOTHCS) B TEUIHI 3 aMiHOKHUCIOTaMHU
2niyunom abo maypunom, yTBOPIOIOUM TaK 3BaHI MapHi )KOBYHI KUCIOTH (COJIi KOBUHUX KHC-
not). Lle 3amobirae ix BCMOKTYBaHHIO B )KOBYHHUX IIIJISAXaX Ta TOHKIA KHUIII, IPOTE HE MEPEIIKO-
JDKa€ BCMOKTYBAaHHIO B TEPMiHAIBHOMY B KIy0OBOi1 KMIIKU. KpiM TOTO, MPOAYKTH KOH'TO-
rarii BOJIOAIFOTh KpaIlUMHU JETEPreHTHUMHU BIACTUBOCTSMHM, OCKIJTIBKU MiABUIIYIOTHCS iX KOHC-
TaHTH JUCOIIIAIli, 1 MOJICKYJIM TTOBHICTIO TUCOIIHOBaHI Mpu pH=6 B KUIIIKOBHKY.

MexaHizMaMu iX 3HEUIKOKEHHS (IETOKCUKAIIIT) € Cyibghamyeanns Ta 2noKypoHy8aH-
HA, KOTP1 TOCHITIOIOTHCS IPU IUPO31 a00 X0JecTas3i, TOMY B Cedi Ta KOBY1 BUSIBIISIOTH HAJIJTUIIIOK
X KOH'toratiB. bakrepii KMIIKOBHKA TiIPONI3yIOTh COJi KOBYHHX KHCIOT HA )KOBYHI KHUCIOTH
Ta TIIIUH a00 TaypuH.
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JIEKIISA Ne 5
TEMA: JlabopaTopHa AIarHOCTHKA NMOpPYylleHb 00MiHy JimigiB. Jucaimigemii. Arepockiie-
po3.

OckUTbKH Ty € riapoGoOHUMH MOJIEKYJIaMH, TO TPAKTUYHO BC1 BOHU (32 BUKJIFOYCH-
HSM BUIBHUX BUIIMX KUPHHUX KHUCJIOT) TPAHCIOPTYIOTHCS B IIa3Mi KPOBI B CKJaJi OCOOJIMBUX
YAaCTUHOK — JINOMPOTEIHIB.

JlinompoTteinn — 11e KOMIUIEKCHI CTPYKTYpH, 0 CKIIAAy SKUX BXOIATH Pi3HI JIMiau Ta
O11KH, TIOB's13aH1 Mk CO0010 T1APOHOOHUMU 1 EIEKTPOCTATUYHUMH B3AEMOTISIMH.

3a  MICLUEMOMOKEHHSIM BCl  JINONPOTEiHM YMOBHO pO3MNOAUIAIOTE Ha  BLIBHI
JinonpoTteinu (po3yrMHEH! Y BOJHOMY CEPEIOBHIII — JIMOMPOTEIHU JIa3MH, MOJIO-Ka, KOBTKA
S€lpb 1 1H.) Ta CTPYKTYPHI Jinonporeinu (Jinmonporeinn MeMOpaH KIIITHH, Mi€JTiHOBOT 000JIOHKH
HepBiB i T.m.). HaiiGinpll BUBYEHi JIMONMpPOTEIHM NNa3MHM KPOBi. IX 3arampHHMil BMicT Ta
CHIBBIAHOIICHHS PI3HUX (Ppakiliii CIy>KUTh BaXKJIMBUM JIIaTrHOCTUYHUM TECTOM IIPH ILIIOMY psiji
3aXBOPIOBaHb.

Icaye nmexinpka kmacudikariid JiMmOMpoOTEiHIB, 3aCHOBAHUX Ha BIAMIHHOCTSX B 1X OLIKO-
BOMY CKJIai Ta (Di3UKO-XIMIYHUX BIACTUBOCTAX (IIUTBHOCTI, MIBUIKOCTI QuroTaltii, enekrpodo-
pEeTHYHIi PyXJIMBOCTI Ta iH.). Haii0inpm momupeni knacudikaiiii, ski 0a3yr0ThCsl Ha MOBEMIHII
OKpEMUX JIIOMPOTEIHIB B rpaBiTAllITHOMY TOJII B TIPOIIEC] YIBTPalleHTpU(YyTyBaHHS 3 3aCTOCY-
BaHHSIM HaOOpy CoJIel MEeBHOI LIUIBHOCTI Ta PI3HULI iX eleKTpo(OpeTHUHOI pyXJIUBOCTI. 3a Lu-
MU JIBOMa KPUTEPISIMHU PO3PI3HAIOTH HACTYITHI (PaKIlii JIMOMPOTEiHIB TUIa3MHU KPOBI:

a) B 3aJICKHOCTI BiJ iX MILTBHOCTI:

* sinornporeiau Bucokoi mutbHOocT (JITIBIII)

* minonpoteinu HU3bKoi niinpHOCTI (JITTHILL)

* JinonpoTeinu ayxe Hu3bkoi miasHocTi (JITTIHILI)

* xioMikpoH# (XM).

0) 3a eneKTPODOPETUIHOIO PYXIHUBICTIO (8i0n0BIOHO 00 ¢hpaxyii 2n0dyni-Hie, 3 AKOH
BOHU PYXAIOMbCAL):

* a-minonporeinu (BianosinatoTs JITIBII) — maroTh MakcuMaabHUN TTPOOIT

* B-ninmonporeinu (BinmosigaroTs JITTHIII)

* ipe-B-ninonporeinu (BiamosimzaroTs JITTJTHIIL)

* XUIOMIKPOHH (3aJIMIIAI0ThCS Ha CTApTI, MPAKTUYHO HE PyXAIOUHUCh).

B o6ox Bumagkax po3moJii JINOMPOTEiHIB 0a3yeThcss HA CHIBBIAHOMIECHHI JIIIIIB Ta
OLUIKIB, 1110 BXOASTH 110 1X CKIAmIy.

Kpim mporo, BUAUIIOTE Ie mepexinHy ¢opMmy, MO 3’SBISETHCSA B IJIa3Mi B IIPoIeci
nepetrBopenns JIIT/IHIL B JITHIL, — ne minonpoteinn npomixkHoi minsHOCTi (JITITILLT), sxi 3a
MEBHUX 00CTaBHH MalOTh BaYKJIMBE [1arHOCTUYHE 3HAYCHHSI.

BrnactuBocTi NinmonpoTeiHiB pi3HUX KJIAciB 3ajiekaTh BiJ BUAY Ta KUIBKOCTI OLIKiB-
amompoTEeiHIB, a TAaKOX BIJ 3arajlbHOi KIJBKOCTI JIMIAIB Ta CHIBBIAHOMIEHHS iX (pakiii
(TpuarmIrItinepodis, ¢pocdomimiaiB, xouecTepory i ioro edipis).

Jlinonpoteinn MalTh Miyenapuy 6yoogy. Ix Miremu CKIamaloThcsa 3 TiApodiTbHOTO
30BHIIIHBOTO 1IApy Ta FiApoPOOHOTo «siapa».

[izpodinbHuil TOBEPXHEBHIT ap 3a0e3Medye PO3UNHHICTD Milenu B inomy. HMoro ¢o-
pmytoTh (ocdodtimian, HeerepruikoBaHUI X0JecTepos Ta crenianbHi Oulku (amompoTeiHu).
[Tpu upomy, ocdominiau Ta XOJIECTEpUH PO3TAIIOBaHI B 30BHINIHIA 000JIOHIT BIOPSIKOBAHO —
X TOJISIpHI TPYIIM OpPIEHTOBaHI Ha30BHI (40 BOJHOTO CEpPENOBHIIA), a T1Ipo(hoOHI KUPHOKHCIOT-
HI «XBOCTH» — BCEpEIMHY Millesd. TOBIIMHA 30BHIITHKOI 000JIOHKH JTinonpoTeiniB — 2,1-2,2 HMm,
10 Bi/ANOBiJa€ TMOJOBUHI TOBIIMHU JIMIJHOTO Oilapy KIITHHHUX MEeMOpaH, TOOTO 30BHINIHA
000JIOHKA JTIOMPOTEIHIB IIa3MH (Ha BiAMIHY BiJl KIITHHHHX MEMOpaH) € JIiiJHIM MOHOIIAPOM.

Anpo ¢opmyroTh HemomnspHi edipu xoJiecteponay Ta Tpuanmiariinmeposu (TAT).
Takox 1m0 HEHTpY saApa TOBEpHEHI Tifpo¢oOHI BYIJIEBOJHEBI JAHIIOTH XKUPHUX KHUCIOT
docdomniniziB i MOMIUKIIYHA YACTHHA XOJIECTEPOIY.

TpancnopTHa GQyHKIIIS JIMOMPOTETHIB MJIa3MH BKJIIOYAE:
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1. IlepeHeceHHsl 10 KIITHH PI3HUX TKaHUH 1 OPTaHiB:

* HACUYEHUX | MOHOHEHACUYEHUX HCUpHUX Kuciom (B CKIall mpuayui-2iiuepoie)
JUIS 1X TTOJIAJIBIIIOTO JCTIOHYBaHHs a00 6e31mocepeIHbOro BUKOPUCTaH-
HS B IKOCT1 €HEPreTUYHUX CYOCTpATIB:

* noNiHeHacuYeHUx HCUpHUX Kucaom B Ckiazi edipiB X0IecTepoiy s BAKOPUCTAHHS
KJIIITUHAMH B CUHTE31 (PocdomimiIiB Ta yTBOPEHHSI €MKO3aHOIIIB

* Xo1ecmeposty i1l BAKOPUCTAHHS B SIKOCTI MEMOPaHHOTO MaTepiary

* ghocgponinioie nnsi BAKOPUCTAHHS B IKOCTI MEMOPAHHOTO MaTepiaiy.

[Tpuyomy, xinomikponu Tta JIITJHIL[ BiamoBimanbHi, B mepury 4epry, 3a TPaHCIOPT
BUIIUX XUPHUX KUCIOT B ckiaai TAI, a mimomporeiHM HU3BKOI Ta BHCOKOI MIUTBHOCTI — 3a
TPAHCHOPT BUIBHOTO XOJIECTEPOIY 1 JKUPHUX KHUCIOT B ckiaai Horo edipi. Kpim toro, JITIBIL]
3/1aTHI TaKOX B1JIIaBaTH KIIITHHAM YaCTUHY CBOIX (OCQOIIITiIiB.

2. BujgajieHHs HAJTMIIKY X0J1eCTepoJIy 3 MEMOpaH KIIITHH.

3. TpaHCHOpPT *KMPOPO3YMHHUX BiTAMIiHIB.

4. IlepeHeceHHsI CTEPOITHUX FOPMOHIB.

XapakTepucTuka OLIKiB-anmonpoTeiHiB

@OyHKIIOHATbHI 0COOIMBOCTI OYyb-SIKOTO JIMOMPOTEIHY BU3HAYAIOTHCS HASBHICTIO B
HOTO CTPYKTYpl MEBHUX OLIKIB-anmompoTeiHiB, cepen SKUX BUIAUISAIOTH KiJbKa THIIIB — amoA,
anoB, anoC, anoD, anoE. B cknani ninonpoteiniB Oyab-sakoi (pakxiiii 3HaX0AATbCs BiANOBIAHI
oMy amoOUIKH, KOK€H 3 SKHX BHUKOHYE OJHY abo aekiabka crenudiuamx ¢yHkmin. B
3aJIeKHOCTI BiJ] IbOTO BCI allONPOTETHNU PO3MOAUISIOTHCS HA HACTYITHI TPYIIU:

1. AnonpoTeiHu 3i CTPYKTYPHOI (pyHKUi€I0 (3B'S3yIOTH Jimiau i GopMyroTh Oi710K-
JITITHI KOMIUIEKCH — JITOTPOTEIHN )

* anoB-48 — ¢ikcye TpuanurIineponu

* anoB-100 — npuenHye TpranMITIIIEPOIH Ta eipu X0JIeCTepuHy

* anoA-| — akuentye poconiniau

* anmoA-1V — 3B's13y€e xo05ecTepo.

2. AnonpoTteinu 3 Ko(pakTopHOI (YyHKUi€I (BIUIMBAIOTh Ha aKTHBHICTH (PEPMEHTIB
MeTaboIIi3My JINOMPOTETHIB B KPOBI):

* anoA-1, anoA-II Ta anoC-lI — xodakropu dbepMeHTY 1eyumun-xonecme-
pon-ayunmpancghepazu (JIXAT)

* antoC-11 — kodakTop cenapin-3anexncroi ninonpomeinninazu

¢ anoC-lll — kodakrop neuinkosoi TAI'-ninazu i iHTiOITOP SiNONPOMeEin-Ninazu

* anoE — 1uTi61TOp JNiNONpOMeinninasu.

3. AnonpoTeiHu 3 BeKTOPHOK (yHKIi€ (BU3HAYAIOTH TOJOBHHUI HAINPSMOK TPaHC-
HOPTY JIIIONIPOTETHIB Ta iX MEePEeMIIIeHHs):

* anoB-48, anoB-100 i amoA-l — 3B's13yt0ThCs 31 cieUpIYHUMHU PEIEnTOpaMy KIIITHH-
MIIIICHEH

* anioE — nomomarae B3aeMoIii BEKTOPHUX aroOLIKIB 3 PEIIENTOPAMH.

Bci 3a3HadeHi anoOiaku JOCHTH PI3HI 3a CTPYKTYPOIO Ta po3MipoMm. Tak Hampukiaj,
anoC-I, C-I1 1 C-lll — HeBenuki MOTINENTUIH, SIKI MOXKYTh JIETKO TIEPEXOIUTH BiJ OJHOTO JIITO-
npoteiny o iHmoro. CTpyKTypa 1 BMICT KOKHOTO 3 armoOUIKiB, BHACTIIOK iX MPOBIIHOTO 3Ha-
YeHHs I PYHKIIOHAIBHOT MTOBHOIIHHOCTI JIIITONPOTEIHIB, 3HAXOUTHCS ITi] TCHETHYHUM KOHT-
poJieM, a BMICT JIITIIIB PETyJIIOE€ThCS, TOJIOBHIUM YHHOM, JIETUYHUMH ¥ 1HIIMMH YHHHUKAMHU.

XapakTrepucTika rojgoBHuX ¢pakuiil JinonporeiHiB mjiazmmu
Xisiomikponu. I'onoBHa iX QyHKIIsA — 1e mpancnopm exsozennux TAI 3 KuIIeYHNKA
B TKaHWHH, SIKI BHKOPUCTOBYIOTh a00 3armacaroTh BUII KUPHI KUCJIOTH (B OCHOBHOMY, I1€ KUPO-
Ba TKAaHWHA, MIOKap/, CKEJIETHI M'S3H, JIAKTYIOUYl MOJIOYHI 3aJI03H, B MEHIII Mipi — JIETeHi, KiCT-
KOBHI MO30K, HUPKH, CEJIC31HKA).
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Crouatky B eHTeponuTax (hOpMYIOThCS MEPBUHHI XUTOMIKPOHHU, IO MAOTh TUIBKH
anoB-48. Uepe3 Benuki po3Mipyd BOHH HE MOXYTh MMPOHUKHYTH O€3MMOCEPEAHBO B KAMISAPH KPO-
BOHOCHUX CYIWH KHUIICUYHUKA, & MOTPAIUIFOTh B CyJUHU HOro NiM(ATUIHOI CUCTEMH, IO SKHX
pyXaloTbCsl MEBHUN MPOMIKOK 4acy, OCTaTOYHO (hOPMYIOUHCH, Ta MOCTYIAIOTh B KPOB uepe3
TiBUH BEHO3HHM KyT (MICIIE 3JIUTTS JIIBOI BHYTPIIIHBOI SIPEMHOI BEHHU 1 JIBOT MiIKIFOYUYHOI Be-
HU), KyId BIaJa€ JiiBa rpyaHa jdiMdarudHa mporoka. B mia3mi KpoBi BOHU B3a€EMOJIIIOTH 3
JIIIBILI, yrBoproroun 3piai Gpopmu muisixom gogarkoBoro orpumanus Bia JIIBIL anonpoteinis
(amoC-l11, anoE) ta o6miny wactuau cBoix MAI 1 JIAI Ha edipu XC. AnoC-Il — e akruBaTop
JinonpoTeiniinasy, a anoE 3a0e3neuye MOTJIMHAHHS 3aJMIIKOBUX XIJIOMIKPOHIB T€aTOUTAMHU,
TOOTO BHJIAJIEHHS iX 3 KPOBI

Ha enpmotenii kamijsipiB pi3HUX TKAHWH aKTHBHO (YHKIIOHYe (hDepMEHT JIimompore-
inaina3a. Bona nmoctymoBo (1o Mipi epeMilieHHs X1JIOMIKPOHIB KPOB’10) BIAMICIIIIIOE Bl MOJIe-
kyn ixHix TAI BuIi >XKMpHI KUCIOTH B MOJIOKEHHSIX 1 1 3, B pe3ynpTaTi HAKOMUYIYIOTHCSI MOHO-
Ta quanuiriuneposd. Jlimonporeinninasa 3natHa Buaanuty 10 90% Bcix TAT, mo 3HaxoaaThes
B xinomikpoHax. Ilicis BHBUIbHEHHS BUINI JKUPHI KUCIOTH IMPOHUKAIOTh B KIITHHH JaHOL
TKaHWHU a00 3aJMIIAIOTHCS B IUIa3Mi KPOBI 1 B KOMIUIEKC] 3 albOyMIHOM PO3HOCATHCS HEIO JI0
IHIIKMX TKaHUH. PeMHaHTHI (3a1MIIKoBi) xinomikponu 3 3anuimkamMu MAT 1 JIAD noTpamisioTs B
renaTouuTH HUIIXOM amnoE-3aiekHOro peunentopHOro €HIOLMTO3Y 1 pO3MafaroThCsl TaM [0
CKJIQJIOBUX YaCTHUH.

B >xupoBiii TKaHMHI — OCHOBHOMY MiCIli JeNOHYBaHHS pe3epBHUX TAI — KUIBKICTB JIi-
MOMPOTETHITINA3K 301IBITYETHCS B a0COPOTUBHUY TIEpio Mij] BIUIMBOM 1HCYIIHY, a B TOcTabcop-
OTUBHUI TTEP101 — AAPCHAJIIHY Ta TIIOKaroHy.

XiJIOMIKpOHHU XapaKTePU3yIOThCS:

* HaOUTIIUMU cepes JinonporeiniB po3mipamu — 0,1-1,0 Mkm

= B ix ckiaai nepeBaxatoTe TAI (85-90%), BMmicT OunKiB Ayxe HU3bKHM — 1-2%, kpim
11boro MicTATh 10 5% XC i #oro edipiB XC Ta 3-4% docdomininis

* iX OCHOBHHMM TOYaTKOBHM amoOikoM € anoB-48, a B tura3zmi kposi Bix JITIBII] xo-
JATKOBO OTpUMYIOTH 1ie aro A, C i E

* B HOpPMI B KPOBI HATIIIE BIICYTHI, 3'SBISIIOTHCS JIMIIE TICIS MPUHOMY iK1, TTOCTYyIIa-
I0YH 3 JTIM(H yepe3 rpyaHy JiMbaTHUHY NPOTOKY Ta MOBHICTIO 3HUKAIOTh uepe3 10-12 roaun

= He ateporenHi (!).

[3051b0BaHA TiNEpX1IOMIKPOHEMISI 3yCTPIYAETHCS PIAKO 1, 3a3BUYAl, CBIAUUTH PO CRAO-
Koeuil degpexm ninonpomeinninazu. I'inepxiloMiKpoHeMisi He € 610XIMIYHHM MapKepOM aTepo-
CKJIEpO3y (XUTOMIKPOHU HE aTepOreHH1), ajie TIepTPUTIIILEePUAEMIs, sIKka CIIOCTEepIraeTbes Mpu
Hili, MOXE CIIPOBOKYBATH PO3BUTOK TOCTPOTO MAHKPEATHTY.

Jlinonporeinn ays:ke HU3bKOI miyibHOCTI. ['on0BHA X (QyHKIi — mpancnopm nepe-
BOKHO €HOO02EHHUX Ta eK302eHHuX (SKi TpaH3uTOM noTpanid B renaroruti) TAI Bix nediHku
B TKaHWHH, 110 BUKOPUCTOBYIOTh 200 3amacaroTh XKHUPHI KUCIOTH (TOOTO B Ti K TKaHWHH, IO U
X1JIOMIKPOHH).

JlinonpoTeinn ayxe HU3BKOI IIIBHOCTI (POPMYIOTHCS B MEUIHI 3 €HIOTEHHHUX 1 €K30-
TEeHHUX JIimiaiB. BoHU XapakTepu3yroThCs:

e cepenHi po3mipu — 0,05 MM

* B iX CKJIaJl TaKOX, X04a B MeHII1H Mipi, nepeBaxatoTh TAI" (61 65%), BMmicT Oii-
KiB OCUTh HU3bKHM — 6111 10%, okpim 1poro mictath a0 13% XC 1 itoro edipiB Ta 12% doc-
dbomimiais

® iX OCHOBHHUM IMOYaTKOBUM amnobisikom € armoB-100, a B mura3zmi kposi Bix JITIBIIL go-
JaTKOBO OTpuMYIOTh 1ie anoC i anoE

* c1abo aTeporeHHi.

3aramom (BHACHIIOK MOMIOHOCTI iX (PyHKIIIH) MeTa0O0II3M JIIMONPOTEIHIB 1aHOI TPYIH
6araTto B YOMY aHAJOT1YHUI MOMEPEIHIM.
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Hepsunni JITJIHIL] yTBOpIoIOTHCSA B MEUiHII i CMIOYATKY MIicTATH Tidbku anoB-100. Ix
JITITHAA KOMIIOHEHT YTBOPIOETHCS 3 €HJOTEHHHUX JIITI/IIB, CHHTE30BaHUX 3 MMPOMDKHHUX MPOTYK-
TiB (IHTEpMeIiaTiB) OOMiIHY TIFOKO3H, a TaKOX 3 XapuoBux JimiiB Ta MAT 1 JIAT, sxi Hamiimmm
B TEMaTOIUTH 3 3JIMIIKOBUMHU (PEMHAHTHHMHU) XIJOMIKpOHamMH. B T1urazmi KpoBi TNepBUHHI
JIIJTHIL tpanchopmyroTbes, B3aemozitoun 3 JINIBIL, Big sxux orpumyrors anoC-II i anoE Ta
BiimaroTh iM yactuHy cBoix MAI 1 JIAI B3amin Ha edipu XC. AHAJIOTIYHO XIJOMIKpOHAM, Ha
enpoTeni kanuapiB psay Tkarud 3piuti JITTIHI migmaroTbes il TiMONpoTeTHIIINA3H 3 BUBLIb-
HEHHSM BUIIUX KUPHUX KUCJOT, K1 MOTJIMHAIOTHCS KIITHHAMH J1aHOT TKAHUHU a00 3aJIUIIal0Th-
sl B TUIa3Mi 1 B KOMIUIEKC] 3 anbOyMiHaMH MEPEHOCATHCS KPOB'TO 10 1HIIMX TKAaHWH. TakuM 4u-
Hom JITTAHII TpancdopmytoTbes B inonporeinu mpomikaoi mibHOCT (JITIIILLL), meTabomizm
SIKUX B TIOJJANIBIIIOMY i€ TIO TBOX HAIpsMKax (B CHiBBigHOMIEHHI pubian3Ho 1:1): BoHU abo me-
PETBOPIOIOTHCS (ITICIIS TOAATKOBOTO eKCTparyBaHHs 3 HUX TAI MediHKOBOIO JIIMa3010) B HACTY-
MHUH KJac JINOMPOTEiHIB — JTMONpoTeinu HU3bKOoi miibHOCTi (JITTHIL), abo nuisixom eHIoIu-
TO3Y 3a JOTIOMOTO0 3MimaHoro perentopy no anokE i amoB-100-611kiB moTparisitoTh B Temaro-
LUTH, A€ PyUHYIOThCA.

[Tpuckopenns karaboinizmy ta/abo 3menmenus cuatesy JIITHII nexxuTh B OCHOBI XO-
JI€CTEPUH-3HIDKYIOUOT0 €(peKTy IBOX I'PYI TiMOIMiJeMIYHUX MpernapariB — HIKOTHHOBOT KHUCIIO-
T 1 piOpaTis.

Jlinonporeinn Hu3bKoi minbHocTi. IX QyHKIil:

1. TpancopT xoJyiecTepoily B KIITHHH, 110 BUKOPUCTOBYIOTh HOTO ISl CHHTE3Y TJTIOKO-
KOPTHKOIIIB 1 MIHEPAJIOKOPTUKOI/iB (KOpa HAIHUPKOBUX 3aJI03), CTATEBUX TOPMOHIB (CTaTeBi 3a-
71031), X0JeKaabIudepoiy (mKipa) ado B MeUiHKY, sKka yTmiizye XC 10 mcoeunux Kuciom.

2. Tpancnopt nomienoBux >xupHux kucinotr (ITHXKK) y surnani epipis XC B emitemniit
TJIOMEPYJISIPHOT MEMOpPaHU HUPOK, B KIITUHHU KICTKOBOTO MO3KY, TJIaJIEHBKUX M'S31B, POTIBKH, B
HelpounTH, B 6a30(UIbHI KIITUHH aJeHOTiNnogi3y Ta B KIITUHH ITYXKOi CHOJYYHOI TKaHUHH
(p16pobmactr). KimiTiHM TyXKOi CTMOMYyYHOI TKAHUHU aKTHBHO CHUHTE3YIOTh €MKO3aHOIH, TOMY
iM HeoOximHuit noctinuil npurms [THXK, mo 3xailicHioeThes perynboBaHuM uepe3 anoB-100
peuenrtop normmHaHAAM JITTHII, siki HECYTh 3a3HauYeH1 KUCIOTH B CKJIaJll €(dipiB XOJIECTEPOITY.
DepMEeHT UUKI00KCU2EeHA3a, IO YTBOPIOE CWKO3aHOINM, MPUTHIUYETHCS CalilUIaTaMu, SIKi
YCIIIIHO 3aCTOCOBYIOTHCS B KapJI10JIOTii (711 MPUTHIYEHHS! TPOMOOYTBOPEHHS), MIPH JMXOMAHIII
(SIK >KapO3HMKYIOUNH 3aci0 32 paxXyHOK PO3IMIMPEHHS CYIUH IIKIPH 1 MiJBUIICHHS TETJIOBIIIa4i).
OpHak OTHUM 3 cepHO3HUX MOOIYHUX e(EeKTiB CANIIUIIATIB € MPUTHIYEHHS CUHTE3Y IpOoCcTariaH-
JIMHIB B HUPKaX 1 3HIKEHHSI HUPKOBOTO KPOBOOOITY.

JITTHILL yTBOPIOIOTHCS B remaTonuTax i B CyIMHHIN cucTeMi neuinku de novo mij BIUIu-
BoM neuinkoBoi TAT -ninasu 3 JITIIHIL. Bonu xapakrepu3yroThCs:

* cepeani posmipu — 0,02 MKkM

* B CKJIaJll IEPEBAXKAIOTH XOJIECTEPOII 1 Horo eipu, 1HITY MOJTOBUHY MAacH AUTSTH OLTKH
1 pocomninian (43% BinbHOro XC i fioro edipis, 25% O6inku, 22% docdominiais, 10% Tpuarmi-
TITIEPOIIiB)

* OCHOBHUM amno06inkom € anoB-100

® HaOUTBII aTEPOTEHHI.

Oco6muBicTio kmiTuH, mo norauHaoTe JIITHIL, € HasgBHICTH JT30COMAIbHUX KHUCIHUX
rigponas, axi po3memnooTs epipu XC. B iHIMX KIiTHHAX TaKuX (PEPMEHTIB HEMAE.

B nna3mi xposi nepsunHi JIITHIL B3aemonirots 3 JITIBIL, Bignaroun BimsHuit XC 1 OT-
pumytoun etepudikoBaHuil. B pe3ynbTari B HUX BinOyBaeTbcss HakonuueHHs edipiB XC, 3011b-
mieHHs1 TiapodoOHOTO siapa 1 «BUIITOBXYBaHHSI» Ounka armoB-100 Ha MOBEpXHIO YaCTHHKH.
Taxum unaOM, nepsunHi JITTHI TpancdopmyroTsest B 3piii.

Ha Bcix xmitunax, mo BukopuctoBytoTh JIITHIL, € cnemudiuni 1o HuX BUcOoKoadiHHI
peuentopu — anoB-100-penentopu. bruzeko 50% JITTHIL B3aemonie 3 anmoB-100-penentopamu
pI3HUX TKaHWH 1 MPUOIM3HO CTUTHKU XX MOTJWHAEThCA renaroruramMu. Ha kimpkicte amoB-100-
peLenTopiB BILIUBAIOTH TOPMOHHU: 1HCYIIIH, TUPEOIIHI Ta CTATEBI TOPMOHU CTUMYJIIOIOTH iX CHH-
T€3, a TNIIOKOKOPTUKOIIN 3MEHIYIOTh KUTBKICTh PELETITOPIB.
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[Tpu B3aemognii JIITHIL] 3 perienitopom BitOYBa€eTbCs €HIOIMTO3 JIIMONPOTEIHY 1 HOTo JIi-
30COMaIbHUM PO3Maja Ha CKIAJ0B1 YacTUHH — Gocdoimian, OUIKH (3 HACTYITHUM iX T1IpOJIi30M
Jaii 10 aMiHOKHMCIIOT), TJIIEPYH, BUIIl )KUPHI KUCIIOTH, XoJecTepo i Horo edipu. Ilicns uporo
XC MeTabomi3y€eThCs 32 OJHUM 13 3a3HAYCHHUX BUIIE NUISIXIB (CHHTE3 TIFOKOKOPTUKOI/IB 1 MiHE-
PATOKOPTHUKOIZIIB — KOpa HAHUPKOBUX 3aJI03, CTATEBUX TOPMOHIB — CTAaTEBi 3aJI03H, XOJIEKAIlb-
nudepony — mkipa un yrumizaiis XC B MEUiHIN 3 YTBOPEHHSIM JKOBUHUX KHCJIOT) a00 BKIIFOYA-
€THCS 10 CKJIaay MeMOpaH; HaamuImku meMopanHoro XC BunanstoTecs 3a gonomororo JIMBILI,
a nmpuneceHi 3 edipamu XC [THXK BUKOpHUCTOBYIOThCS JUIsl CUHTE3Y elKo3aHOoiAiB abo ¢ocdo-
miminiB. [Ipy HEMOXXIMBOCTI BUIANUTH Bech HaumMuikoBuii XC yacTUHA Horo eTepudikyeTses 3
0JIETHOBOIO a00 JIHOJEBOIO KHCIOTaMu GdepMeHTOM auua-S-KoA-xonecmepon-ayunmpanc-
gepazoro (AXAT-peakriisn).

[TinBumennit BMicT B masmi JITTHII 4wiTko moB'si3aHmii 3 pO3BUTKOM KOPOHAPHOTO,
KapoTHAHOTO 1 nepudepiitnoro amepockneposy. Onnak, mis toro o6 JIMHILL cranu ateporen-
HHUMH, BOHH MOBUHHI MoaudikyBatucs. [Ipuunnoro Momudikamii HaldacTilIe CIyXUTh MPOIIEC
nepekucHoro okucHenHst JITTHIL. Moaudikosani JITTHII 3MiHIOIOTE CBOT BIACTUBOCTI B ABOX
HaIpsMKax: MOPYIIYEThCS X B3a€MOJIS 3 perienTopaMu MEYiHKHU (€HIOIUTO03), Ta BOHU CTAOTh
AKTUBHUMHU XEMOATpaKTaHTaMH (TOJpa3HUKAMHU) JUIsl KIITHH-CKEBEH/KEPIB (B MEpILy yepry,
MOHOIIMTIB Ta IHIMHUX (PAarouUTYIOUUX KIITHH). AKTHBOBaHI MOHOIIMTH KpPOBI MPOHHKAIOTH B
cyOeHIoTemanbHIi map, TpaHCHOPMYIOThCS B Makpodaru, (aromuTyloTh MoAaudikoBaHi
JITTHILL 1 mepeTBOPIOIOTHCS B «IMIHUCTI» KIiTHHU (TiepemnoBHeHi1 ectepamu XC). Makpodaru i
MiHUCTI KJIITUHU BUBUIBHSIOTH O10JIOT1YHO aKTMBHI PEYOBMHU: (DaKTOpW pOCTy, Mpo3amnaibHi
IIATOKIHM, MOJIEKYJIU ajares3ii. B pe3ynpTarTi 3HaYHO MiJACHITIOIOTHCS MPOIIECH MTPOHUKHOCTI €HJI0-
TEJII0 1 POCTY aTepOCKICPOTUYHOI OJIAIIKHM, IO B OCTATOYHOMY IiJICYMKY BeJE J0 3BYXKCHHS
MIPOCBITY CYAWH YH PO3PUBY OJISAIIKHA 3 YTBOPEHHSM TPOMOY.

Jlinonporeinn Bucokoi minbHocTi. Ix Qynkmii:

1. Tpancniopt ButbHOTO XC BiJl TKAHUH /10 TIEYIHKH.

2. TpaHcnopT (ocdomimiaiB, Kl € JKEPEIOM MOJTIEHOBUX KUCIOT IJIi CUHTE3y KIITHH-
HUX ($ocdoimiaiB 1 €HK03aHOIIB.

JlinonpoTeiHn BUCOKOI IIUIBHOCTI YTBOPIOIOTHCS B MeviHIi de novo, B mia3mi KpoBi
P PO3Mali X1JIOMIKPOHIB, I€sIKa KUTBKICTh B CTIHII KUIIIEYHUKA. BOHU XapaKTepU3yrOThCS:

e cepenni po3mipu — 0,01 MM

* B iX CKJIa/i MpUOIH3HO MOJOBUHY 3aiiMalOTh OLNIKH, 1€ YBEpTh docdomimian, a peml-
Ty — xonecreput 1 TAI (50% 6inka, 30% ®JI, 2% TAT, 18% BinbHoro XC Ta iioro edipis)

* iX OCHOBHHMM anoOu1koM € ano Al, kpim Toro MicTsTh anoE i anoClIL.

Buninsrors aBa migxmacu JITIBIL: JITIBII-2 1 JITIBIL-3. JITIBIL-3 matoTh quckoigHy
dopmy, 1 caMe BOHU MOYMHAIOTH aKTHBHE 3axoruieHHs XC 3 mepudepryHuX KIITHH 1 Makpo-
¢aris, nmoctynoBo neperpoprorounchk B JIIIBII-2 — chepuuni yactuuku, 6arati Ha ectepu XC 1
docomnimiam.

Cunre3oBanuii B nevinmi JITIBIL (HactienTHHI? 200 EpBUHHUIN) MICTUTh B OCHOBHOMY
doconiniam i anobinku. Pemrra miniAHUX KOMIIOHEHTIB HAKOMUYYIOTHCS B HHOMY 10 Mipi Horo
MeTaboJ1i3My B T1a3Mi KpoBi. B mia3mi kpoBi BiH criodatky neperBoproetbes B JITIBILI-3 (ymos-
HO HOro MO’KHA Ha3BaTH «3pinuii»). Ilpu oMy romouuM e te, mo JIIIBII 3abupae Bij KniTHH-
HUX MeMOpaH BimbHUN XC mpu O6e3rmocepeTHbOMY KOHTaKTI a00 3a ydacTio crenudiuHux TpaHc-
NOPTHUX OLIKiB, BiJjiae iM 4acTHHY CBOE€T docdominigHOi 000IOHKH, JOCTABIISAIOYN TaKHUM YH-
HOM TIOJTIEHOBI JKMPHI KUCJIOTH B KJIITUHH, a TaKoK TicHO B3aemoxie 3 JITTHILL 1 JITTAHI, oTpu-
MYIOYH BUTBHUN XoJecTepod 1 Big HuX. B3amin 1poro, JITIBII-3 Bingatots iM edipu XC, yTBope-
HI 3aBJSIKM TIEPEHECCHHIO KUPHOI KUCIOTH Bif (hocharuaiixosiHy Ha XOJECTEPUH 3a y4acTIO
Jeyumun-xonecmepon-ayunmpancgepaszu (JIXAT-peakuis). B miii peakirii 3aJIMII0K MOTi€HO-
BOi KHCJIOTH TepeHOCUThCA Bia docharuainxomniny (3 obononku JIIIBII) Ha oxepkanuii Bijib-
HUI X0JecTeprH 3 yTBOpeHH:M Jizodochatuninxomniny (1izod®X) i edipis XC. JlizodX 3anumia-
etwcs Becepenuni JITIBIL, a edip xonecrepuny Bianpasnsersest B JITTHI. Kpim mporo, JITIBIILI,
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B3aemoxiroun 3 JITIJTHIL Ta XM, otpumytots Bix Hux anunrainepomu (MATL, 1AL, TAT), 1 06-
MIHIOIOTBCSI XOJIECTEPHHOM 1 Horo edipamu, a Takox BiggaroTh anoE- 1 anoCll-6inku Ha mep-
BuHHI Gopmu JITIIHILL i XM Ta 3abuparots Hazax anoClI-0inku Bix X 3aIHIIKOBUX (HOPM.
Taxkum ynnom, B JITIBI] BinOyBaeThcst HakonmuenHs BitpHOTOo XC, MAT, IAT, TAT,
ni30-OX 1 BTpata docdomimigHoi odononku. B pesynbrari nepsunnmii JIIIBIL mocrymnoso, ue-
pe3 3piny ¢opmy JIIIBII-3, meperBoproerbes B JIIIBII-2 (3anmmmkoBa, pemHaHTHa (opma).
JITIBII-2 3axOMIIOIOTHCS renaTolUTaMH 3a JOMOMOTo0 anoA-1-perentopy i pyHHYIOThCS.

XapaKTepuCcTHKA JAUCTINMONMpoTeiHeMil
Tepmin «aucainonporeineMii» (Uu «ducainioemii») o3Hadae pi3HOMaHITHI 3MIHU CIie-
KTpa JIMOMPOTETHIB MJIa3MH KPOBI — MiBUIIICHHS YU 3HUKCHHS X BMICTY, Maiike TOBHY BiJICYT-
HICTh OKpeMUX (pakxiliid, MosSBY HE3BUYAWHUX YU MATOJOTIYHUX (DEHOTHIIIB 1 T.1.
IlopiBHsIIbHA XapaKTepUCTHKA Pi3HMX (pakuii JinomporteiHis

Knse | o owcnn | wanin: — winiaicrs. | capea
nporeitie TAl/XC ){rvg:’; anoninonpoTeiHn r/mn HM ’
XM TAIM>>XC 1-2 A-l, A-ll, B-48 C-I, C-II, C-11I <0,95 500

nnaHLw TAM>>XC 2-4 B-100, E, C-l, C-Il, C-llI <1,006 45
nnnuw TAr=Xc 15 B-100, E, C-lli 1,006-1,019 25
JnNHLW XC>>TAlr 24-48 B-100 1,019-1,063 20
nneuwy XC>TAr 48-120 A-l, A-ll, C-1, C-II, C-lIl, E 1,063-1,210 8

KinbkicHuii ckjaa JinonporeiHiB miasMu

BMicT B %% XM nnoHL nnnuw nnHw nnseuw
Binok 1 10 14 25 50
Ninign 99 90 86 75 50
TAr 90 65 28 10 2
doconinian 4 12 20 22 30
XOnecTepuH, 5 13 38 43 18

8 m.u.

% edpipiB XC 46 57 66 70 74

B O6iapmn By3bKOMY 3HAYEHHI 3aCTOCOBYIOTH TEPMIHHU «TimepJiimonporeiHemisi» (s
3a3HAYEHHS ITJIBUIICHOTO PiBHS OJHIET YU JCKIIbLKOX (hpakilii JIMONPOTEiHIB) Ta «rimepJrimia-
eMisi», 1110 BKa3y€e Ha MiABUIIEHHS BMICTY B IJIa3Mi KPOBI JIITITIB, CEPE SIKMX HAOUIbIIEe KITiHI-
yHe 3HaueHHs Mae 30inbineHHs piBHsa XC (cinepxonecmepunemii) ta TAD (cinepmpuceniyepuo-
emii). CaMe BOHU € HAaHOUTBII aKTyaTbHUMH.

B eriomaroreHeTnyHOMY MJIaHi TimepiinmigeMii — e Bpo/pKeHi abo HaOyTi (BTOPHHHI)
MOPYIICHHS B PI3HUX JIAHKAX JIITII-TPAHCTIOPTHUX CHCTEM OPTaHi3My, HACIIJIKOM SKUX € 3MIHH
SKICHOTO 1/a00 KUIbKICHOTO CKJIAAy JIMONPOTEIHIB T1a3Mu KpoBi. BoHu (B 3anexHOCTI Big (heHo-
TUITY TUACTIMIIEMIT) KIIIHIYHO MPOSBIISIOTHCS KCAHTOMATO30M, KCAaHTEIa3MaMH, aTepOCKISPO30M
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PI3HUX JOKaji3aliil, >KUPOBUM TeNaTo30M, TeNaTOCIUICHOMETai€l0, TOCTPUM YU XPOHIYHUM
MaHKPEATUTOM Ta 1H.

Ha cporogni icHyIOTh pi3HI KJIacH}iKaIiiiHi MiAX0au 10 cUcTeMaTH3alii rinepiimiae-
Miid. OTHUM 3 HAHOLIBII MOMYISAPHUX € MiaXia, 3anmpornoHoBanuii ®penpukconom, Jlesi i Jluc
(1967), mo Ga3yerbcst Ha OiOXIMIYHMX (DEHOTHUHIYHUX O3HAKaX TiNepiimiaeMiil — pe3ynbraTax
BU3HAYCHHS PIBHIB 3araJIbHOTO XOJIECTEPUHY 1 TPUTIIIEPUIIB 32 JOTIOMOTOI0 eleKTpodopesy Ta
yABTpalEeHTPU(YTyBaHHS JIMONpoTeiaiB miaasmu. [Ipu 11boMy, MaTOJOTTYHUMH PAXYIOTHCS PiBHI
3arajJbHOTO XOJIECTEPUHY 1 TPUIITINEPHIIB, SKI MepeBHINYIOTh 90-i TPOIEHTUIb cepen
HaCEJICHHS.

bioximiuHa (enorumiuna kiacudikarlis rimepiainonporeineMiii (Ha ocHosi Fredrick-
son), pekomennoBana BOO3, npexacrasnena B Tabauii Huk4ye. He quBnsyuch Ha Te, M0 MpH ii
KJIIHIYHOMY 3aCTOCYBaHHI 1HOJII BUHHUKAIOTh TEBHI TPYIHOIMI (B OCHOBHOMY OHTOJIOJIOT1YHOTO
XapakTepy), BOHA B I[IJIOMY J103BOJISIE OLIIHUTHU MOTEHLINHHY aTepOreHHICTh Tinepiinigemii He3a-
JIEXKHO B 1i eTi0/I0r1].

®enoruniyHa kjaacudikanis rinepainonporeinemii (BOO3)

Twun ni:zﬁzgi?:is TAl xo:ﬁ:;;ﬂ"" aTeporeHHicTb | 4YacrtoTa
| XM Bﬁ%”;?(i HopMa HeaTeporeHHUn <1
Ila nNHLY, HopMa 3HafHo niAa- BUCOKa 10
BULLEHUN
b Jj'-llll'-lljlilﬂ-ll.l.ll, nigBULLEHi | NigBULLEHMA BUCOKa 40
pemMHaHTU XM 3Ha4HoO . .
1] i NN ninBULeH] niaBULLIEHUN BUCOKa <1
v nngHw nigBuULLEHi HopMa nomipHa 45
vV | XMinnaHw Bﬂlyc";?(i Hopma HU3bKa 5

lNnepninonporeineMis | TUITY XapaKTepU3y€eThCs TIMEPXITIOMIKPOHEMIETO 1, BiIOBIIHO,
TIEPTPUTTIIEPUACMIEIO. SIKI BUHUKAIOTh BHACTIAOK MedinuTy (YU 3HWKEHHS aKTUBHOCTI) JIIIO-
npoTeinminasu abo nedekry ii Oinka-aktuBaropa — armo C II.

INnepninmonporeinemis tumy Il a — e rinep-P-aimonporeinemis 3 MiABUIIICHUM BMICTOM
XC (rimepxoiecTepuHeMis) B mia3mi kpoBi. s rinepminigemis Moxke OyTH CIIOpagudHOIO (B pe-
3ylbTaTl HEMPaBUILHOTO XapyyBaHHS), MOJITeHHOI ab0 cnagakoBoro. CrajkoBa TiNepIimnomnpo-
teinemis [la Tunmy po3BuBaeThes B pe3ynabTati mytaiii rena JIITHII-peuentopa abo rexa amo B;
MIPOSIBIISIETHCS] KCAHTOMAaMH Ta PAHHIM PO3BUTKOM CEPIIEBO-CYIMHHHUX 3aXBOPIOBAHb.

Inepainonporeinemis tuny II b — rinep-f-ninonporeinemis i rinepnpe-P-ainonpoTein-
eMis 31 30inbmeHHsAM piBHA K XC, Tak 1 TAI'. 'onoBHa mpuurHa 1i BAHUKHEHHS — 1I€ TIOCHJICHE
yTBOpeHHS ocHOBHOro KomroneHty JITIJIHII] — tpurminepuuiB, a Takox anetuia-KoA i anoB-
100. binpm piAKiCHOIO MPUYMHOIO Moke Oyt croBiuibHeHe BupanenHs JIITHIL (BHachimok
3HmkeHHs kutbkocTi JITTHII-penentopiB uu ix adhiHHOCTI).

INnepninmonporeinemis Il tumy — nie nuc-B-minonporeinemisi, mpu SKiM BUSIBISIOTH TakK
3BaHi ¢hromyroui B-TINONPOTEIHHU, IO YTBOPIOIOTHCA B PE3YNIbTaTi HEMOBHOTO META0ONIIYHOTO
nepetBopenns JITIJIHII B JITIHI (o cyTi MoBa ¥jae mpo MOpyHmieHHs YTUJIi3alii Ta HaKOIH-
yenns JITIIIL, sixi B HOpMi PaKTUYHO HE BU3HAYAIOTHCS, OCKUIBKH € KOPOTKO)KUBYUYUMH TpPaH-
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3UTOPHUMH (HOpMaMHU); AJIS IILOTO TUIY XapaKTEpHI TinepXoJIeCTEpUHEMIs 1 TIOMipHA TilepTpu-
rmnepuaemis. Haityacrima npuynHa — roMo3urotHa ¢gopMa MyTalliid reny anoE, ska xapakTte-
pusyeThes nopyieHHsm 3B's3yBanns 3 JIITHI-peuentopom.

INnepninmonporeinemis 1V Tumy — rineprpe-p-ainonpoTeinemMis, MO CyIPOBOIKYEThCS
TINEPTPUTTIIEPUIEMIEI0 TIPU HOPMATHHOMY YU TIOMipHOMY miaBHIneHHI BMicTy XC B mia3mi
kpoBi. ['onoBHa nmpuunna — nocuiiene yreopennst JIIIJIHIL] ta ix ymoBinpHeHUH KaTabomi3M.

lNnepninonporeineMis V tumy — 11e 3Mimana Gopma, mpu sKiii BHOCIITOK BiIMOBIIHIX
MPUYHMH CIIOCTEPITAETHCS MOETHAHHS TinepJinonporeinemiit I (rimepximomikponemii) ta IV (Ti-
neprpe-f-mnonporeinemii) TUMIB, IO NMPU3BOAWTH J0 BUPAXKEHOI rinmepTpuriinepuaemii i (B
JeSKUX BUMAJAKAX ) HE3HAYHOT TiIepXoecTeprUHEMIi.

INnepninonporeinemii I, 11l 1 V TumiB B mOpiBHSAHHI 3 IHIIUMHU 3YCTPIYAIOTHCS JOCUTH
piako (I Ta V Tunu — nepeBakHo B meaiaTpuuHii mpakruii). [inepainonporeinemii Ila, IIb i 1V
THUIIIB, SKi CIIOCTEPITalOThCs y OPOCIHX, 3a3BUYAl, JeTko nudepeHiioTbes 3a piBHeM XC i
TAT', xoua B psi/ii BUTIAIKIB TOYHO BCTAHOBUTH THII TIEPIINONPOTEIHEMIT JIMIIIE 33 PIBHEM JIiMi-
JIiB HE BAAETHCS, 1 TOJI 3aCTOCOBYIOTh CKJIATHIIII (CHEI[ialbHI) METOIU X TUITYBaHHSI.

INinep-aneda-nminonporeinemis (xBopoda Hopym) xapakTepu3yeTbcsi 301IbIICHHSIM BMi-
cty B kpoBi JIIIBII] i xonectepuny i Moke OyTH BigHEeceHa 0 MaTOJIOriH JIMIIe YMOBHO, TaK 5K
JITIBII] He mposBisAtOTh aTEPOreHHUX BIACTUBOCTEH; HE MOTPeOye JIKyBaHHs, SIKIIO HE € BTO-
puHHOIO. Buinsiors cimeiiny popmy XBopoOH, sika XapaKTepU3yeThbCs BUPa3HUM IiIBULIICHHSAM
pieas JITIBII npu HOpManbHOMY BMICTI IHIIWX JIMiAIB. PiBeHb 3arajlbHOTO XOJIECTEPUHY, SIK
IPaBUJIO, 3HAXOIUTHCS B MeXax 9,2-6,4 Mmmounb/. [Ipu 1boMy HEMae KIIiHIYHUX MPOSBIB 1 HE OY-
Ba€ YCKJIAIHEHB, a TPUBATICTH KUTTS y OCI0 3 MM MOPYIICHHSIM 4YacTimie 301ibmeHa. ['eHeTnyHi
JOCIIJKEHHSI TIOKa3alii, 10 ciMeiiHa rinep-aibga-TinonpoTeiHeMis yCHaJKOBY€EThCS SK ayTo-
COMHO-JTOMiHAaHTHA O3HaKa 3 IMOBHOIO MEHETPaHTHICTIO. YacToTa 1Ib0T0 CTaHy, HMOBIpHO, TIEepe-
Buntye 1: 3000.

Jlo craniB, npu sKkux croctepiraetbes 3HmwkeHHs piBHA JITIBIL B kpoBi, BiTHOCATHCA
aTepoCKIIepo3, ieMiuHa XBopoba cepisi, O)KUPIHHA, X0JIeCTa3, XPOHIUHI 3aXBOPIOBAHHS EUiH-
KM, I[yKpPOBHH Jia0eT, HehPOTHUHUIA CUHAPOM, XPOHIYHA HUPKOBA HEJOCTATHICTh, XBOpOOa OCT-
posa Tamxep. Kpim Toro, 1o 3amxkenns JIIBIL MoxXyTb TIpU3BOAUTH KYPIHHS, IPHIOM JAEIKHX
JTiKapchKuX mpemnapartiB (Oera-0yiokatopu, iHTEp(EpoH, MIypPETHKH, MPOTeCTHHH, aHIPOTEHH),
OaraTuii ByrJieBOJIaMU PAIliOH XapuyBaHHS 1 1H.

INno-aneda-nmimonporeinemis (xBopobda octpoBa TaHxkep) — piAKICHE MOPYIISHHS METa-
001i3My JTIMONpPOTEiNiB, ke 010XIMIYHO XapaKTEPU3YeThCS MPAKTUYHO MOBHOIO BiJICYTHICTIO B
mazmi JITIBIL, a k1iHIYHO — TemaTociieHOMETallie€l0 Ta 30UIBIICHHSIM JTiM()AaTHIHUX BY3JIB 1
MUTJanuH (HakonuueHHs edipi xonectepuny B kiitnHax PEC nux opraniB i MOHOHYKII€apHUX
¢aronuTax), ICKpaBUM >KOBTO-OpaHKEBUM KoIbopoM murganuH Ta ciauzoBux KT (maTorno-
MOHIYHA O3HaKa), MeprUPepUIHOI0 HeHpomaTiero y AiTeH 1 MUIITKIB, a 1HOAl — 3aXBOPIOBAHHSIMHU
CeplEeBO-CYIMHHOI CHCTEMH Yy JOpOCHHX. Ii mpuumHa — mytanii rena ABCI1, komyrouoro ATP-
binding cassette transporter 1, — OiIOK, SIKMH pETYJIIOE€ TPAHCHIOPT XOJIECTEPUHY, OPIEHTYIOUH
BHYTPIIIHHOKTITHHHUN XOJECTEPHUH B CTOPOHY KIITHHHOI TMOBEPXHI 1 MPUCKOPIOIOYH HOTO
TpaHCHopT B cropony JinigHoro siapa JIIIBIL. IToBHuii mposiB XBOpoOU 3ycTpidaeThes y ocil,
TOMO3UTOTHUX 3a IIi€l0 03HaKoro. [lomupeHicTh HeBiJioMa: Ha CHOTOIHIIIHINA J€Hb B BChOMY
cBiTi onucano Oxau3pko 100 BUMangkiB 3axBOprOBaHHS. XBOpoOa OTpHMaia CBOE€ HailMEHYBaHHS
3a Ha3BOIO ocTpoBa Tamkep OIS CXITHOTO y30epexxksi AMEpPUKH, Ha SIKOMY Cepell HalllaJKiB
nepeceneHIiB Oyau BUSBIIEHI MEpPILi XBOPI.

Bigmosigao mo NCEP (The National Cholesterol Education Program) ATP (Adult
Treatment Panel) Il mepernsay rimeprinigeMis pO3TISIAETHCSA SIK MATOJOTIYHUN CTaH, KOJH
KOHIIeTpalii OCHOBHUX KOMIIOHEHTIB JIMIJHOTO CHEKTPY IUIa3MH BHXOIATh 33 MeEXi
BCTAHOBJICHOTO iHTEpBaTy pedepeHTHUX 3HAYCHB, a CaMeE:

st TAT — > 200 mr/mn (2,26 MMOJTB/IT)

mutst 3aranbHOro XC — > 240 mr/mn (6,21 MMob/i)
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st XC JITTHI = > 130 mr/mr (3,36 Mmmodib/i)
st XC JITNIBIL - < 35 mr/mn (0,91 mmoins/m).

Kainiyna knacudikamis nmepBUHHMX JMCTinmixeMin
YKpaiHCHKOI0 HAYKOBOI'0 TOBApHMCTBA KapaioJioriB

MigBuwWeHHA B nnasmi KOHUeHTpauil

Ouvcninigemii
ninonporTeiHiB ninigie
FnepxonectepuHeMmis:
» ciMeiliHa (MOHO2eHHa) nnHLW, XonecTepuH
* HabyTa (rosliceHHa)

[TpomoBxeHHs TaOIHITI

Oucninigemii

MigBuweHHA B nnasmi KOHUeHTpauil

ninonporTeiHiB ninigie
KombGiHoBaHa (3miwaHa)
auncninigemisn . XOrecTepvH
* cimeliHa JINHLW i nAAL Ta TAl
* HabyTa
PemHaHTHa aucninigemisn nnnn XxonecTtepuH
(Guc6emaninonpomeivemis) Ta TAl
FinepTpurniuepunaemia:
* ciMeilHa eHAOoOreHHa nngHLW TAI
* HabyTa
Baxka rineptpurniuepuaemis:
(cimerHa rinepxinomikpoHemis)
eTun | XM TAl
eTUN V XM i nnaHLL TAI

I3onboBaHe 3HWXEHHA pPiBHA
xonectepuHy JIMNBL

3HuxeHHs xonectepuHy JINBLY (3a eidcymHocmi
icmomHux 3miH pieHie XC JIMHLL ma TAI):

e ana JonosikiB <1,0 mmonb/n (40 mr/an)

e AnA XiHok <1,3 mmonb/n (50 mr/gn).

JIEKIISA Ne 6
TEMA: 3araabHuii OL10K, iioro ¢gpakuii B HopMi Ta npu naroJiorii. OCHOBHI THIIN npoTe-
iHOrpam.

binku 3amacaroTbcs B OpraHi3mi B Jy)Xe OOMEXEHHHMX KiTbKOcTsX. KopoTkoTpuBanmit

pe3eps Oinka ckimanae Bcboro 45 1 (40 Ty M’s13ax, S T — y KPOBi Ta MEUiHII).

[Tpu aGconroTHO Ge301MKOBIM Ji€Ti, KA MOBHICTIO 33JJOBUIbHSE MOTPEOH OpraHizMy B

ereprii(!) 3a paxyHOK iHIINX KOMIIOHEHTIB, BTpara OiJKa B pe3yibTaTi Karabomi3My MpH Basi
moauan 70 kr ckinagae 23,2 r/mo0y. [TonoBHEHHS OTO B Takii KUIBKOCTI € MiHIMaJIBHO HEOO-
XITHUM Ta HOCHUTHb Ha3By a0COJIOTHHH OinkoBHii MiHiMyM un koedillieHT 3HOUIYBaHHS.
OcCK1IIbKH a0COIIOTHO 1€alIbHUX 3a SIKICHUM Ta KUIBKICHUM aMIHOKHCIIOTHHUM CKJIaJ0OM OLJIKIB HE
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icHy€, TO JUIsl 3a0e3MmeueHHs O1IKOBOTr0o OanaHcy (MOKPUTTS aOCOMOTHOTO OIJIKOBOTO MIHIMYMY)
JIIOJIMHI TIPU 3MilIaHHI# 1ieTi HeooximgHo 30-40 r Oinka Ha 100Yy.

SIKicHUH 1 KUTbKICHUN aMiHOKHCIOTHUN CKJIaJl BU3HAYa€ 0i0JI0riyHy HiHHICTHL Oijika —
MOKa3HUK, KU BKa3ye KUIbKICTh OUIKIB OpraHi3My, III0 MOKE€ PECHHTE3YBAaTHCh MPU BKWBAHHI
100 r meBHOTO XapyoBoro Oinka. Bin ckmagae 80-100 r mns TBapunux OuikiB Ta 60-70 T — ans
POCITMHHUX.

Jlo6oBa notpeOHicTh Oika — 1 1/kr (y AiTeit Ta BariTHuX — 1,5-2 r /kT).

Jliist oniHKK 0OMiHY O11KiB BUBHAYAETHCS A30TUCTHI 0aJIaHC — BITHOIICHHS CyMapHOTO
a30Ty, SKUW HAJIMIIOB B OpPraHi3M Ta YTBOPHBCS B HbOMY, 10 BUBKIEHOTO 3 oprasizmy. ITokas-
HUKOM HOPMAaJIBHOTO O1TKOBOTO OOMIHY € a30THCTa piBHOBara Ta MO3WUTHUBHUN a30TUCTUH Oa-
nanc. HeratuBHwmii a30TUCTHI OanaHc — O3HAKA MMATOJIOTI.

B ma3mi kpoBi MICTUTBCS IeKiIbKA JECATKIB PI3HUX OUIKIB, sKi BIIPI3HAIOTHCA 3a (Pi-
3UKO-XIMIYHMMH Ta (DYHKI[IOHATHHUMH BIACTUBOCTAMU: (pepMeHTH, iHT10ITOpH (hepMEeHTIB, Tpa-
HCITOPTHI O17IKH, TOCTpO(a30Bl peareHTH, TOPMOHU, aHTHUT1JIA, aHTUTOKCHHU, (DaKTOPH KOAryJisi-
il Ta aHTUKOATYJISTHTH TOLIO. 3arajibHa KOHIIEHTpalis OUIKIB y Iu1a3Mi KpOBI JIOAMHU CTaHO-
BUTH 65-85 /7.

OcHoBHIi QyHKIIIT O1JIKIB ITa3MH:

1. binku miaTpUMYyIOTh KOJIOiMHO-OCMOTUTUYHUN (OHKOTHYHUMN) THCK, a, OT)KE, TOCTIM-
HUIl 00'eM KpoBi. BoHU 3B'SI3y10Th BOJY 1 3aTpUMYIOTH ii, HE JJO3BOJSIOYM BHXOJIUTH 32 MEXI
KpOB'STHOTO pycia.

2. binku nna3mu 6epyTh aKTUBHY y4acTh Yy 3ropTaHHI KpoBi. Huska 6inkiB KpoBi, y TO-
My guciii (piOpUHOTEH, € OCHOBHUMHU KOMITOHEHTaMH CUCTEMHU 3TOPTaHHS KPOBI.

3. Binku mia3Mu MeBHOIO MipOIO0 BU3HAUYAIOTh B'A3KICTH KPOBI, sika B 4-5 pa3iB NmepeBu-
IIy€e B'SI3KICTh BOAM 1 BIJITpa€ BaXJIMBY POJb Y MIATPUMAaHHI TeMOJAMHAMIKH KPOBOHOCHOI CH-
CTEMHU.

4. binku ma3mu, popMyroun 011KOBY OydepHy cuctemy, 6epyTh y4acTh y MATPUMAaHHI
pH kpoBi B mexax 7,36-7,43.

5. TpancrioptHa GyHKIIiS OUIKIB TUTa3MU KPOBI1 TOJIATAE B TIEPEHECEHH] HUMU HU3KH Pe-
YOBHH (XOJIECTEpUH, OUTIpYOiH TOIIO), a TAKOX JIKAPChKUX 3aco0iB (TMEHINUIIIH, CAliIUIATH
TOIIIO).

6. binku mima3Mu KpoBi BiJIrparoTh BaXIUBY pOJIb B Ipoliecax iMyHiTeTy (iMyHOTJIO-
OymiHN).

7. B pe3ynbrari YTBOPEHHsSI KOMIUIEKCIB 3 OlIKaMy IJIa3MH Ha HaJeKHOMY piBHI Mif-
TPUMYETHCS] KaTIOHHUI cKiaa KpoBi: Hampukian, 40-50 % kanpliio, 3a1i30, Maruiil Ta iHim ene-
MEHTH CUPOBATKH KPOBI 3B's13aHi 3 O1JIKaMH.

8. bisiku KpoBi € pe3epBOM aMiHOKHUCIIOT.

[Tpu enexkrpodopesi Ha manepi BUAUIAETbCA M'ATh Ppakuiid OUIKIB MIa3Mu KpOBi: ajlb-
oyminu (55-65%), ou-rnodyninu (2-4%), oo—rnobyminu (6-12%), B-rnodyninu (8-12%) Tta y-
rnoOyninu (12-22%). Enexkrpodopes B moiiakpuiaMiJHOMy Y KPOXMAaJeBOMY TeJli JT03BOJISE
BUnUTH 16-17 GikoBUX (pakiiii, a MeTo imyHoenekTpodopesy — 30.

AabOYMIHM CUHTE3YIOThCS B MEYiHII, IX KOHIIEHTpALlis B MJa3Mi KpoBi cTaHOBUTH 40-
50 r/n. Le#t OUTOK cKIamaeThes 3 585 aMIHOKUCIOTHUX 3aIHUIIKIB, Mae 17 nucynbdigHux 3B’ s13-
KiB, iioro monekymspHa maca — 69000 ma. 3aBAsiKu HASIBHOCTI B CKJIAJI iX MOJIEKYJ BETHKOI KiJlh-
KOCTI TUKapOOHOBUX aMIHOKHCJIOT BOHH € TIOJIIaHIOHAMHU 1 TOMY MOXXYTh YTPHUMYBAaTH KaTiOHH
Ca?*, Cu?*, Zn** 1l dpakuis GUIKIB XapaKTepU3yIOThCA BUCOKOIO €IEKTPO(QOPETHIHOIO PyXIIH-
BICTIO Ta BUCOKKOIO PO3YMHHICTIO Y BOJII 1 COTbOBUX PO3YMHAX. 3a PaXyHOK BUCOKOI T1Ipodiih-
HOCTI ajabOyMiHM 3B'S3YIOTh 3HAYHY KUIBKICTh BOJIH, 1 00'€eM iX MOJIEKYNIH 3a yMOB riapartarii
30UThITyeThCs BABIYi. [iapaTamiitnuii map, SKHil yTBOPIOETHCSI HABKOJIO MOJIEKYJT CHPOBAaTKOBHUX
anp0yMiHiB, 3a0e3neuye 10 70-80 % OHKOTMYHOTO THUCKY OUIKIB IIa3MH KpOBI, II0 3aCTOCOBY-
€THCS B KJIHIYHIN MPAKTHUIll TIPU TIEPEIMBaHHI PO3YMHIB aJbOyMiHY XBOPUM 13 TKAHUHHUMU Ha-
Opsikamu. B cBOIO uepry, 3MEHIICHHSI KOHIEHTpallii aTbO0yMiHIB CHPOBATKH, HAIPUKJIA 32 YMOB
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MOPYIICHHS X CHHTE3y B TeNaTOLUTaX MpU MEYiHKOBiH HEJOCTATHOCTI, MOXE CIIPHYUHSATH Iie-
pexia BOAM 13 CyTUHHOTO pPycia A0 TKAaHUH 1 PO3BUTOK OHKOTHYHUX HAOPSKIB.

AnpOyMiHM BUKOHYIOTh TaKOX BaKJIHMBY (i310JIOTIYHY (YHKIIIIO SIK TpaHCIoOpTepu Oa-
raTb0X METa0OJIITIB Ta IHIIUX HU3BKOMOJICKYJISPHUX CIIOJYK. BOHHM MEPEHOCATh BUIbHI KUPHI
KHCJIOTH, HEKOH IOTOBaHUH OimipyOiH, TpuntodaH, TUPOKCUH, acIipuH, TUKyMapoJ, Cyib(aHii-
aMiJy TOILIO.

TpancTuperun (mpeajb0yMiH) HA3WMBAIOTH I1I€ TUPOKCHUH3B A3YBAJIbHUM IIpeabOyMmi-
HoM. lle Ginok roctpoi da3u, Mae TeTpamipHy MOJIEKYNTy. BiH Moke NpueaHyBaTH B OJHOMY
LIEHTPI 3B’ sI3yBaHHS PETHUHOJ, @ B IPYTOMY — JI0 IBOX MOJIEKYJ TUPOKCHUHY Ta TPUHOATUPOHIHY.

I'nodyainm — rereporerHa gpaxiris TIIKOMPOTEIHIB KPOBI, sIKi BUKOHYIOTh TPAHCIIOPTHI
Ta 3aXUCHI QPYHKITI.

TpaHCHOPT eHIOreHHUX MeTa0OoJIITiB i BiTaMiHiB ry100y/JJiHAMH TU1a3MH KPOBi

. Tpancnopt
®pakiiis rio- . paHcrop
SvILimin binox-Tpancnoprep
Y €HJIOTCHHUX METa0OJIiTiB BiTaMiHiB
o1 TPaHCKOPTHUH, TPaHCKOOaI-
. TUPOKCHH, KOPTH301,
aMiH, pETUHOJ- T4 TUPOKCHH- .
) . T

3B’S3yBaJIbHUN
o2 [epYJIOIUIa3MiH, TanTOrI001H, reMorJIo0iH, KUPH,, XO-

JIIONPOTETHA nectepuH, GochaTuan D, K, E

Ca®*, Cu*
3+

B TpanchepuH Fe

B xmiHIYHIA TpaKTHII 3aCTOCOBYETHCSI BU3SHAUCHHS CITIBBIJHOIICHHS MIX KOHIIEHTpA-
€0 anbOyMiHIB 1 TVIOOY/iHIB Yy TUTa3Mi KpoBi (Tak 3BaHOTO "OimKOBOTO KoedirieHnTa'"), sSKuit
CTaHOBUTH B cepeanbomy 1,5 - 2,0.

01-AaHTUTPUIICUH (01-MPOTeIHA3HMIl iHri0iTOpP) — MIIKONPOTETH 3 MOJEKYISIPHOIO Ma-
coto 55 x/I, HaneXuTh A0 01-TJI00YIiHIB, HOTO KOHIIGHTpallis B IUIa3Mi KPOBI CTAHOBUTH 2-3 T/1.
OCHOBHOIO 010JIOTIYHOIO BJIACTHBICTIO I[LOTO 1HTIOITOpAa € HOTO 3JaTHICTh YTBOPIOBATH KOM-
IUIEKCH 3 TMPOTEiHa3aMM, NMPUTHIUYIOYH TPU I[bOMY IMPOTEOJITHUYHY AKTUBHICTh Takux Qep-
MEHTIB, SIK TPUIICUH, XIMOTPHUIICHH, TUTa3MiH, TPOMOIH Ta TIpOTeas3, Kl BUBUIHHSAIOTHCS MPU PYM-
HYBaHHI JIEHKOLUUTIB a00 Yy>KOpIAHMX KIIITHH y BOTHHILIAX 3amajieHHs. B ymMoBax 3amanabHOTO
MPOIIECY BMICT 0i1-aHTUTPHUIICHHY B KPOB1 3HAYHO 301IBIIYETHCS 32 PaXyHOK CTUMYJIAIII HOTO
CHHTE3Y B IelaToluTaxX. OCKUIbKH 32 YMOB HOPMH Liel 010K iHTiOye enacra3sy, sgka pyilHye emna-
CTHH aJbBEOJI JIETEHIB, TO TIPH HOTO HEAOCTATHOCTI MOXE BUHMKHYTH eM@i3zeMa JIeTeHIB, a Ta-
KOJXX TeTIaTHT.

0.2-MaKpPOIJ00YyJIiH — ITKONPOTETH a2-TJI00YNIHOBOT (paKIlii 3 MOJEKYISIPHOIO MacoI0
725 x/la. YHiBepcanbHUI CUPOBAaTKOBUH IHTIOITOp MpOTEiHA3, BMICT SIKOTO B KpOBI HaWBHIIHIA
MOPIBHSHO 3 1HIIMMH TPOTEIHa3HUMH 1HTIOITOpa-MH, 1 CTAHOBHTH B CepeAHbOMY 2,5 T/I. o-
MaKporjo0yIiH 3HIKY€E aKTUBHICTb 3rop-TaibHOI, PiOpUHOMITHUHOI Ta KAIIKPETHOBOI CUCTEMH
KPOBI, CIIYTYE TaKOX TPAHCIIOPTEPOM IIMHKY B IJIa3Mi KPOBI, a TAKOXK MOXKE PYHHYBaTH HU3BKO-
MOJICKYJISIPHI TOKCUYHI MENTHIU 0aKTePiaJIbHOTO MOXOIKEHHS.

LepyJoniasMin — TIKOMPOTETH a2-T00yMHOBOI (pakiiii, AKUi 3B'13y€ B MIa3Mi Kpo-
Bi i0HM Mizi. Monekyna 1epynonnasMiny Mictuth 1o 8 ionis Cu* ta Cu®*, #oro monekynspHa
Maca — O 150 k/la.

Jlo cknany nepyJoria3MiHny BXOIUTh 10 3% BCbOTO BMICTY Mijli B OpraHi3Mi Ta Oiibiie
90% wmial mmasmu. LlepynomnnasMiH Mae BIaCTUBOCTI MiAbBMICHOI (pepOKCHAa3U, OKHCHIOIOYU
3amizo 3 depo- (Fe?) mo depu- (Fe**) dopmu. Llg peaxiis € HEOOXiAHOIO AN MEPETBOPEHHS
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3aii3za Ha opMmy, siKa MOKe 3B's3yBaTHCS (DEPUTUHOM i BUKOPUCTOBYBATHUCA Il CHHTE3Y 3aJ1i30-
BMICHHUX OLJTKiB (TeMOTJIO01HY, IIUTOXPOMIB).

3HIKEHHS BMICTY LIEpPYJIOIUIa3MiHy B IUIa3Mi KpoBi (xéopoba Binbcona) (Hopma 0,15-
0,5 1/;m) mpU3BOAUTHL O BUXOJY 10HIB MiJi 3 CYJUHHOTO pycia 1 HOTO HAaKOMWYEHHS IPOTEO-
TIIiIKaHAMH CTIOJYYHOI TKAHWHH, IO MPOSBISETHCS MATOJOTIYHUMH 3MiHAMHU B TI€UiHIIi, TOJIOB-
HOMY MO3KY (remarorepeOpanbHa JereHepaltisi), porisili Tomro. [ligBuieHuii piBeHb 1IbOTO MPO-
TEIHY CIIOCTEPIraeThCs y BariTHHUX 1 KIHOK, 10 B)XKUBAIOTh OpPaJIbHI KOHTPALENTHBHI MTpErapaTy.

I'anToro06in — 6110k a2-TI00yMiHOBO1 (pakiii TIazMu KpoBi. Bin mMae 3maTHICTD 3B'S-
3yBaTH BUIbHUI reMoryio0iH, yTBOPIOIOYH KOMIUIEKC, 110 BXOAMTH JI0 eleKTpodopeTHuHoi (pax-
ii B-rmooymniniB. HopmanbHa koHIIeHTparis B ia3Mmi kposi — 0,10-0,35 1/,

B cknani rantorino6iH-reMorio6iHOBOro KOMIUIEKCY reMOrIo0iH MOTJIMHAETHCS KIIITH-
HaMHU PETUKYJIOCHIO0TETiaIbHOT CHCTEMH, 30KpeMa B TIEUiHII, Ta MAJIArae OKUCHEHHIO JI0 KOBY-
HUX MIrMeHTiB. Taka QyHKIis ranTorao0iHy crpuse 30epeXeHHI0 B OpraHi3Mi 3a yMoB ¢iziosno-
TIYHOTO Ta MATOJIOTIYHOTO PO3Maay EpUTPOIMTIB 10HIB 3ai3a, M0 BXOIATh 10 CKJIaay IeMOTJIo-
Oiny.Lleit Oinok HaneXUTh A0 OLIKIB rocTpoi (a3u, HOro KOHLEHTpAIlisl 3pOCTa€ MPU TOCTPUX
3aMaJbHUX MPOIecax.

Tpauncdepun (cupepodinin) — riikonporein B-rao0yaiHOBOI (pakxiiii, HOro Moyeky-
nsipHa maca — 80 k/la. Bijok mae Ha CBOTi OBEPXHI /IBa IEHTPH 3B'I3YBaHHS 3aj1i3a, AK€ BCTYIAE
B KOMIUIEKC 13 TpaHC(hepHHOM pa3oM 3 aHIOHOM rifpokapOoHaTy. TpaHcepuH akientye i0HHU
Fe®*, mo HaaxoaiTh Yy KpOB TIICIIsl iX BCMOKTYBaHHS B KHIIIIII, TIEPE/Ia€ HOro Ha TKAaHUHHHUH ¢he-
pumun, y CKJIaJl SKOTO 3aJi30 JCMOHYEThCS B MEUiHIIl, CEJIe31HIl, KICTKOBOMY MO3KY Ta 1HIIMX
opranax. Konnenrparis Tpancepuny B mia3Mi KpoBi — OJIM3bKO 4 T/11.

@i0poHEeKTHH — TIIKONPOTEiH B-r100yNiHOBOI (hpaKilii, SKHil CHHTE3YEThCA Ta CEKpe-
TYETHCS B MDKKJIITUHHUN MPOCTip OaraThMa KITHHAMHU (B HOpPMi HOT0 KOHIIEHTpAIlisl HE Tepe-
Butye 4 1/1m). @iOpOHEKTUH MPUCYTHIA HAa MOBEPXHI KIITHH, HA 0a3albHUX MeMOpaHax, B CIIO-
Jy4YHIi TKaHWHI Ta B KpoBi. BiH Mae BimacTuBoCTi "nmumkoro" OiKa, 1mo 3B'A3y€ThCS 3 BYTJIEBO/I-
HUMHU KOMITOHEHTAMH ClaJIOTJTIKOMIMiIiB (TaHTJII03U/(IB) HA MOBEPXHI MJIA3MaTUYHUX MeMOpaH,
BUKOHYIOUH 1HTErpyrouy (QpyHKIII0O y MDKKIITHHHIN B3aemoxii. KpiMm 11b0r0, 3a paxyHOK yTBO-
PEHHS KOMIUIEKCIB 3 KOJareHoBUMH (piOpuiamu, ¢piOpOHEKTHH BiAirpae 3HaYHY poOJib B OpraHi-
3arii MepuIeToaIpHOTro MaTpukcy. DiOPOHEKTHH — OUTOK 3CiTaHHS KPOBi, IHIUKATOp 3amajib-
HUX CTaHiB.

C-peaktuBHuii 6i10k (C-peaxtuBamii npotein, CPII) — 6inok, 1m0 oTpuMaB CBOIO Ha-
3By BHACIIJOK 3/IaTHOCTI pearyBatu 3 C-mojicaxapuJoM IMTHEBMOKOKA, YTBOPIOIOUH MPH LbOMY
MPEUIiTaTy. 3a XIMIYHOI TIPUPOIOI0 € TIIKOMpoTeiHOM. B crpoBartiii KpoBi 3/10pOBOi JIFOAHHI
C-peakTuBHUII OUIOK BiACYTHIN, Ta 3'ABISETHCA NMPH MATOJOTIYHMX CTAaHAX, IO CYMPOBOJ-
JKYIOTBCS 3aITaJICHHSIM 1 HEKPO30M TKaHWH, aKTUBYIOUH cucTteMy KomruieMeHTy. Hassaicte CPII
XapakTepHa JJIs TOCTPOro Mepioy 3aXBOproBaHb — "0110k roctpoi ¢a3u". Buznauenns CPII mae
0COOJIMBE JIarHOCTHYHE 3HAYCHHS B TOCTPii (a3l peBMaTU3My, IpH iH(GAPKTI MioKapaa, MHEB-
MOKOKOBHX, CTPENITOKOKOBUX, CTA(P1IIOKOKOBUX 1H(EKIIIfX.

Imynorsao0yainn kposi (IgA, IgG, IgE, IgM, IgD) — Ginku y-rmoOysiHOBOT (paxitii
IUIa3MU KPOBi, BUKOHYIOUI (DYHKIIIIO aHmumin, OCHOBHHX €(EeKTOPiB T'yMOPAJILHOTO IMYHITETY.

Kpiorno0yain — 6inox y-rinoOymiHOBOi (pakiiii, skuii, moaioHo m1o C-peakTHBHOTO
npoTeiny, BIICYTHIN B IUIa3Mi KpPOBi 3/JOPOBUX JIFOZICH 1 3'SIBIIIETHCS B Hil pH Jieiiko3ax, aiMpo-
CapKoMi, MI€JIOMi, peBMaTu3Mi, IIUPO31 MEUYIHKH, HePpo3ax. XapakTepHO (i3HUKO-XIMITHOIO
O3HAKOI0 KpiornoOysiHy € Horo po3unmHHICTh MpU HOpManbHIK Temneparypi Tina (37°C) ta
3IaTHICTh YTBOPIOBATH JKEJIETO110HI OCay MPHU OXOJI0KEHHI I1a3Mu Kposi 10 4°C.

B xmiHivHIE npakTami BUAUSIIOTH 10 OCHOBHHX THITIB MPOTEIHOTPaM, sKi BiIIOBIIA-
I0Th PI3HUM TNATOJIOTIYHUM CTaHaM. THIOBI elekTpodoperpaMu 3 XxapakKTepHUMH 3MIHAMH BMiC-
Ty (cmiBBiAHOIIEHHS) O1TKOBUX (hpaKIiif MpeaCcTaBIeHI B HUKUE HaBEACHIN TaOIHIIi.
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Tun nporeinorpamu AnbOyMiHH ®paxull oGyl
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I'ocTpi 3ananenss i 1 1 — —
XpoHiyHi 3ananeHHs ! — " — )
HedpoTuunuii cuuapom W — ) 1 !
310KiCHI MyXJIMHH H " " () "
[enaTuty ! — — ) "
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MexaHi4H1 )XOBTIHULI ! — ) 1
02-TJI00YJIIHOBI TTA3MOLIUTOMU ! ! ™ !
- r1o6yiHOBI MIa3MOLIMTOMU ! ! ! i I
Y- TI00YIIIHOBI TIA3MOIIUTOMH ! ! ! ! I

JIEKIISA Ne7

TEMA: ®@yHKIiOHATbHA XapaKTePUCTHKA OiJIKIB I1a3Mu (TPaHCNOPTHI 0ikwy, iH-
ridiTtopu nporeo.i3y, Oijiku rocTpoi ¢aszm)
Binku nia3mun kposi

VY mma3mi KpoBi MICTHUTBCA NEKIIbKA JECATKIB PI3HUX OUIKIB, SIKI BIAPI3HSIOTHCSA 3a
¢i13uKO-XiMIYHUMU Ta (PYHKIIOHATBHUMH BIACTUBOCTAMU: (epMEHTH, TPOPEPMEHTH, 1HTIOITOpH
dbepMeHTIB, TPaHCIOPTHI O1JIKHW, TOPMOHHU, AHTHUTIIA, AaHTHUTOKCHHH, (HAaKTOPH KOAryJysimii Ta
AQHTHUKOATYJISIHTH TOIIO. 3arajibHa KOHLIEHTpAIlisl OUIKIB y IU1a3Mi KpOBI JIIOAMHU CTAaHOBUTH 65 —
85 r/m.

BoHM BUKOHYIOTh HU3KY BaXJIUBUX (PYHKITIH:

1. Binku mATPUMYIOTH KOJOIAHO-OCMOTHTHYHHUMA (OHKOTHYHHH) THCK, a, OTXKE,
noctiitHuii 06'eM KpoBi. BoHU 3B'A3yI0Th BOAY 1 3aTPUMYIOTH ii, HE JO3BOJISAIOYM BUXOIUTH 32
MeEX1 KpOB'SSHOTO pycia.

2. binku mna3mu OepyTh akKTHBHY y4acTb y 3ropTaHHi KpoBi. Hu3ka OiIKiB KpoBi, y TOMY
yuci ¢piOprUHOTeH, € OCHOBHUMH KOMIIOHEHTAMH CHCTEMH 3rOpTaHHS KPOBI.

3. binku mna3Mu NEBHOIO MipOI0 BH3HAYAIOTh B'A3KICTH KpOBi, ska B 4 — 5 pa3i
MEePEBUIIYE B'SI3KICTh BOJH 1 BIAITPa€e BAKIUBY POJb Yy MIATPUMAaHHI TEMOJWHAMIKHA KPOBOHOCHOT
CHCTEMH.

4. binku mia3mu, popMyroun 61IKoBy OydepHy cuctemy, O6epyTh ydacTh y HMiATpUMaHHI
pH kpoBi B Mmexax 7,36 — 7,43.

5. TpaHcnopTHa (yHKIIS OUIKIB IJIa3MH KPOBI TOJSATAE B TIEPEHECEHHI HUMHU HU3KH
pPEYOBUH (XOJEeCTepuH, OUTIpyOiH TOIIO), @ TAKOX JIIKAPCHKUX 3ac00iB (MEHIIMIIIH, CATIIMIATH
TOIIIO).

6. btk mma3Mu  KpoBI  BIAITPAIOTh BAXJIMBY POJb Yy TMpoIecax IMYHITETY
(iMyHOTTIOOyITiHU).

7. YV pe3ymbTari yTBOPEHHS KOMIUIEKCIB 3 OUIKAaMU IUIa3MH Ha HAJCKHOMY piBHI
HiATPUMY€ETbCS KaTiOHHUHM cKial Kposi: Hanpukian, 40-50 % kanpliiro, 3a1i30, MarHii Ta iHm
€JIEMEHTH CUPOBATKH KPOBI 3B's13aHI 3 O1IKaMHU.

8. Binku KpoBi CIYT'YIOTh pe3epBOM aMiHOKHUCIIOT.

[Mnsxom enekTpodopesy Ha mamepi MOKHA BUIUIUTH T'ATh (Ppakifiii OUIKIB TUTa3MU
KpoBi: anbOyminu (55 — 65 %),0u-rnodyninu (2 — 4 %), oz —rnooyninu (6 — 12 %), B-rnoOymninu
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(8 — 12 %) ta y-rnoOyninu (12 — 22 %) (puc. 12.5). Enekrpodope3 B moiakpuiiaMiIHOMy 4YH
KpOXMQJICHOMY Telli Jo3Boyise Buaumt 16 — 17 OinkoBux (pakmiid, a Merof
imyHoenekTpodopesy — 30.

AJLOYMiHM (CHPOBATKOBI albO0yMiHM) CHHTE3YIOTBCS B TI€UiHIII, X KOHIICHTpAIlisd B
rta3mi kpoBi ctanoBUThH 40 — 50 1/11. Leit Ginok ckiaamaeThes 3 585 aMiHOKUCIOTHUX 3AJIHIIKIB,
Mae 17 mucynbdigHux 3B’s3KiB, Horo MosekymspHa maca — 69 000 ma. 3aBasku HasBHOCTI B
CKJIaJll MOJIEKYJIM BEJIHMKOI KUTBKOCTI AUKApPOOHOBUX aMiHOKHUCIIOT, I1i OLIKM MOKYTh YyTPHUMYBATH
kationn Ca®*, Cu?*, Zn?" Ila GaratoamcrepcHa (pakilisi OLIKIB XapaKTEepHU3YIOTHCS BHCOKOIO
eNEeKTPOGOPETUIHOIO PYXIUBICTIO Ta JIETKOIO PO3YMHHICTIO y BOJI Ta COJBOBHX PO3YHHAX. 3a
PaxyHOK BHCOKOI TiApO(MUIBHOCTI adbOyMiHH 3B'SI3YIOTh 3HA4YHY KIIBKICTH BOJAM, 1 00'eM ix
MOJIEKYJIM 32 YMOB Timpararii 30uiblryeTbes BABivi. [igparariiinuil map, KUl yTBOPIOETHCS
HABKOJIO MOJIEKYJI CHPOBAaTKOBHX anbOyMmiHiB, 3abe3neuye 10 70-80 % OHKOTHYHOTO THCKY
OUIKIB TJIa3MHU KPOBI, II0 3aCTOCOBYEThCS B KJIIHIYHIM MpPaKTHUIl MpU NEpeNWBaHHI PO3YUHIB
aTbOyMiHY XBOPHUM 13 TKaHMHHHUMH HaOpskamu. B cBOI0 depry, 3MeHIIICHHs KOHIIEHTpaIlii
anbOyMIHIB CHUPOBAaTKH, HAMpPHUKIA 33 YMOB MOPYIICHHS X CHHTE3y B TEMaTOIHUTAaX MpPH
MEYIHKOBIM HEAOCTATHOCTI, MOXKE CIPUUYMHSITH TEPEeXis BOAM 13 CYAUHHOTO pycia 10 TKaHUH 1
PO3BUTOK OHKOTHYHHUX HAOPSIKiB.

Anp0yMIHM BUKOHYIOTH TaKOXX BaJHBY (i3ionoriyny (yHKII0 SK TpaHCIOPTEpH
6araTbox MeTadOo]ITIB Ta IHIIUX HU3bKOMOJIEKYISIPHUX CIIOJIYK. BOHU NMEPEHOCITH BIIbHI )KHUPHI
KHCJIOTH, HEKOH IOroBaHWUW OuTipyOiH, TpunTodaH, THPOKCHH, AacIipuH, JUKyMapo,
cynb(haHiIaMiId TOIIO.

Tpancruperusn (nmpeanbOyMiH) Ha3UBaIOTh e THUPOKCUH3B 13yBaJIbHUM
npeanbOyminoMm. Lle Oiok roctpoi (as3u, Mae TeTpamipHy MoieKkyilny. BiH Moxke pueIHyBaTH B
OJTHOMY TEHTpi 3B’SI3yBaHHS PETHHOJ3B SI3yBalbHHUN OIJIOK, a B JPYroMy — IO JIBOX MOJEKYI
TUPOKCHHY Ta TPUHOATHPOHIHY.

I'nodyainm — rereporeHHa Gppaxilis TIIKOMPOTETHIB KPOBI, SKi BUKOHYIOTh TPAHCTIOPTHI
Ta 3axucHi QyHkuii (Tadmn. 12.1).

Tabmums 12.1. TpancmopT eHAOreHHHWX MeTa0oJiTiB i1 BiTamiHiB r100yJiHaMKu
IUIa3MH KPOBi

Tpancnopr
I'no i
Gy1iHu LIoK CHJIOTEHHHX BiraminiB
MeTaboJIiTIB
o1 TPAHCKOPTHH, TUpokcHUH, KOPTHU30,
TpaHcKoOanamiH, PETUHOI-, | JTiian
TUPOKCHUH3B 13yBaJIbHUI
o2 Lepymomia3MiH, reMorIo0iH, KUPH,, Bitamiau
ranTorio0iH, JIMONPOTETHI xoJnectepuH, docharuau Ca?*,|D, K, E
Cu*
B Tpauchepun Fe3*

Y  KIHIYHIA  TpakTUIl  3aCTOCOBYETHhCS  BU3HAYCHHS  CITIBBIIHOIICHHS  MIX
KOHIIGHTpALlI€l0 aJbOYMiHIB 1 TJOOYMiHIB Yy Iula3Mi KpoBi (Tak 3BaHOro '"OUIKOBOTO
koedimienTa"), IKUil CTAaHOBUTH B cepenHbomy 1,5 - 2,0.

01-AHTUTPUICUH (01-poTeiHa3HUil IHTiGiTOP) - THIKOMPOTEiH 3 MOJIEKYISIPHOIO
Macoro 55 k/l, HAIeKUTh 10 01-TJIOOYIIiHIB, HOTO KOHIIEHTpAIlis B TJIa3Mi KPOBI CTAHOBHTH 2 — 3
r/11. OCHOBHOIO O10JIOTIYHOIO BJIACTUBICTIO LIBOTO IHTIOITOpa € HOro 37aTHICTh YTBOPIOBATH
KOMIUIEKCH 3 MpOTEiHAa3aMM, MPUTHIYYIOUM IOPHU LbOMY HPOTEONITUYHY AaKTHBHICTh TaKHX
(epMeHTiB, K TPHUIICHH, XIMOTPHIICHH, IJIa3MiH, TPOMOIH Ta MpoTeas, siki BUBUIBHAIOTHCS MPU
pyiiHYBaHHI JICHKOIUTIB a00 4YyXOPIJHUX KIITHH Yy BOTHHUINAX 3amajieHHs.. B  yMmoBax
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3aMajgbHOTO TPOILECY BMICT 01-aHTUTPUIICMHY B KpOBI 3HAYHO 30LIBIIYETHCS 3a PaxyHOK
CTUMYJISIIIT HOTO CHHTE3y B FenmaToIMTaX. OCKUIBKH 32 YMOB HOPMH IIei OUIOK 1HT10ye enacrasy,
sKa pyHHY€E €IacTHH albBEOJI JIET€HIB, TO MPU HOro HEJOCTATHOCTI MOXe BUHUKHYTH eMdizeMa
JIETEHIB, a TAKOXK I'€laTHT.

a2-MakporJyiody.1iH — IIIIKONPOTETH a2-TI00YNiHOBOI (pakiii 3 MOJEKYJISIPHOI0 Macolo
725 x/la. YHiBepcanbHUI CHPOBATKOBUH IHTI0ITOp MPOTEiHA3, BMICT SKOTO B KPOBI HAaWBHINUNA
NOPIBHSAHO 3 1HIIMMH NPOTEIHA3HUMH I1HTIOITOpaMH, 1 CTAHOBUTH B CEPEIHBOMY 2,5 T/I. O2-
MakpornoOysiH 3HWKY€E aKTUBHICTh 3arOpTabHOI, (PiIOPUHOIITUYHOT Ta KATIKPEIHOBOI CHCTEMH
KpOBi, CIyTye TaKOX TPAaHCHOPTEPOM IIMHKY B IUIa3Mi KpOBi, a TakoX MOXXE pyHHYBaTH
HU3BKOMOJICKYJIAPHI TOKCUYHI MENTUIA OaKTePiaTbHOTO TTOXOKECHHS.

Lepyaonaa3min — rIikonpoTein a2-Ta00ymiHoBoi (pakiii, sKuii 3B'A3ye B IUIa3Mi KPOBi
ionu mizni. Monekyna nepynomiasminy mictuts 8 ionis Cu* Ta 8 ionis Cu?*, fioro MoeKymIspHa
Maca - oinsa 150 x/1a.

Jlo ckiany 1epysioiasmMiny BXOJUTh 10 3 % BChOTO BMICTY MiJll B OpraHi3Mi Ta Ouiblie
90 % wmiai mrasmu. Lepynomnna3Min Mae BIACTUBOCTI MiJbBMICHOI (pepOKCHAA3H, OKHCHIOIOYH
3amizo 3 depo- (Fe?*) mo depu- (Fe*") popmu. 1la peakiiis € HEOOXiqHOIO IS MEPETBOPEHHS
3aji3a Ha 10HHY (hopMy, siKa MOKE 3B'SI3yBaTUCS (DEPUTUHOM 1 BUKOPUCTOBYBATUCS JUISI CHHTE3Y
3aJ1130BMICHUX OUJIKiB (TeMOTI00iHY, IIUTOXPOMIB).

3HIKEHHS BMICTY LIEpYJIOIUIa3MiHy B IUIa3Mi KpoBi (xéopoba Binvcona) (Hopma 0,15 —
0,5 r/7) mpu3BOAWTH A0 BHUXOJY IOHIB MiJi 3 CYAMHHOTO pycia 1 HOro HaKOIMHYCHHS
IPOTEOTIIKaHAMH CIIOJIYYHOI TKAHHHM, IO MPOSBISETHCSA MATOJOTIYHUMHU 3MIHAMHU B TEUiHII,
roJIOBHOMY MO3KY (TemaroiepedpaibHa ereHepariisi), porisiti Tomo. [linBuiennii piBeHb IIbOTO
NPOTEIHYy CHOCTEpIraeThCsl y BariTHUX 1 JKIHOK, HIO BXKUBAIOTh OpAJIbHI KOHTpPALENTHBHI
npernapaT.

I'anTorno6in — 010K a2-T100ymiHOBOI (pakiii mia3Mu Kposi. BiH Mae 31aTHICTB
3B'SI3yBaTH BUIBHUI TeMOTJIOO1H, YTBOPIOIOYM KOMILIEKC, IO BXOIUTH IO €JIEKTPOo(opeTHIHOl
¢pakuii B-rnodyniniB. HopmanbHa koHIeHTparis B miaa3mi kposi — 0,10-0,35 r/m.

Y ckmaml  TanToriao0iH-TeMOTJI00IHOBOTO  KOMIUIEKCY T'eMOTJIOOIH TOTJIMHAETHCS
KIITHHAMHU PETHKYJIOCHAO0TENIaNbHOT CUCTEMH, 30KpeMa B MEUiHIll, Ta MiAIsArae OKMCHEHHIO /10
JKOBYHUX TIrMeHTIB. Taka (yHKIIiSI TanToryio0iHy crhpusie 30€peKeHHIO B OpPraHi3Mi 3a YMOB
(1310JI0TIYHOTO Ta MATOJOTIYHOTO PO3MaAYy EPUTPOIUTIB 10HIB 3aii3a, M0 BXOJATH IO CKIATY
reMoro0iHy.

Lleit 610K HaNEXUTH A0 OLIKIB rocTpoi a3y, HOro KOHIEHTPALlis 3POCTAE MPH TOCTPUX
3aMaJbHUX MPOIIecax.

Tpauncdepun (cunepodinin) —  riaikonporein  [-rnoOymiHoBoi  ¢pakmii, #Horo
mostekysipHa Mmaca — 80 k/la. biok mae Ha cBOii MOBEepXHIi JBa IIEHTPH 3B'SI3yBaHHS 3aJ1i3a, SKE
BCTYIa€ B KOMIUIEKC 13 TpaHC(epuHOM pa3oM 3 aHIOHOM riapokapbonary. Tpancdepun
aknentye ionu Fe®, mo HamxomaTs y KpoB micis iX BCMOKTYBAaHHS B KHIIII, Hepefac Horo Ha
TKaHUHHUNA (hepumun, y CKIa/i SIKOTO 3alli30 JETIOHYEThCA B MEUiHIN, CeNe3iHIi, KICTKOBOMY
MO3KYy Ta iHImuX opradax. KoHuenrparis TpanchepuHy B mia3mi KpoBi - OJU3bKO 4 1/71.

@i0poHeKTHH — TJiKompoTeiH B-r100yniHOBOi (pakiii, SKUHA CHHTE3yeThCS Ta
CEKPETYETHhCS B MDKKJIITHHHUH MPOCTip O6araTbMa KiIiTHHaMH (Y HOPMI MOTO KOHIIGHTpAIlis HE
nepesuiye 4 r/im). @iOpOHEKTUH NMPUCYTHIN HAa MOBEPXHI KIITHH, Ha 0a3aJbHUX MeMOpaHax, y
CIIOJIYYHIN TKaHWHI Ta B KpoBi. BiH Mae BmacTuBOCTI "numkoro" Oinka, IO 3B'A3yE€THCS 3
BYTJICBOJIHUMU KOMITOHEHTAMH ClaJIOTJIIKOMIMAIB (TaHIII03U/1IB) HA TOBEPXHI IUIa3MAaTHYHUX
MeMOpaH, BUKOHYIOUM IHTETPyHOUy (YHKINIIO y MDKKIITHHHIA B3aemonii. Kpim 1woro, 3a
PaxyHOK yTBOPEHHS KOMIUIEKCIB 3 KoJlareHOBUMH (iOpmiiamu, (piOpOHEKTHH BiJirpae 3Ha4HY
poJib B oOprasizamii TNepUIeTIoNsIpHOro Martpukcy. DiOpOHEKTHH - OUIOK 3CiaHHS KpOBI,
1HIMKATOP 3aMaTbHUX CTAHIB.

C-peaktuBHuii 0isiok (C-peaktuBHuii potein, CPIIT) — G170k, 110 OTpUMaB CBOIO Ha3BY
BHACNTIIOK 37aTHOCTI pearyBatu 3 C-TiomicaxapuaoM ITHEBMOKOKA, YTBOPIOIOUU IPHU LBOMY
MpEUIiTaTy. 3a XIMIYHOIO IPUPOAOIO € TITIKOMPOTEIHOM. Y CHPOBATII KPOBI 3/I0POBOI JIFOAMHHI
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C-peaktuBHUII OLTOK  BIACYTHIM, Ta 3'IBIS€TCA TPU TNATOJOTIYHMX  CTaHaX, IO
CYHPOBO/KYIOTHCS 3alaJieHHSM 1 HEKPO30M TKAHWH, AaKTHBYIOUM CHCTEMY KOMIUICMEHTY.
Hassuicts CPII xapaktepHa Jisi TOCTPOro Iepiogy 3axBOpIOBaHb - "OUTOK rocTpoi daszu".
Busznauenns CPII mae ocoOnuBe MiarHOCTMYHE 3HAYEHHsI B TOCTpid (a3l peBMaTU3My, NpH
iH(apKTi MioKap/a, THEBMOKOKOBHX, CTPENITOKOKOBHUX, CTa(DIIOKOKOBUX 1H(EKITisX.

Imynorsao0yainn kposi (IgA, 1gG, IgE, IgM, IgD) - O6inku y-rmoGyniHoBOi (pakirii
IUIa3MU  KPOBI, SIKI BUKOHYIOTh (DYHKIUIO aumumii, OCHOBHUX €(QEeKTOPiB T'yMOPAJIbHOTO
IMYHITETY.

KpiornodyJin — O6inok y-rnobymiHoBoi (pakiii, skuid, noaioHo nao C-peakTUBHOTO
npoTeiHy, BIICYTHIA y TIa3Mi KPOBI 3J0POBHX JIIOJCH 1 3'ABISIETHCS B HIM TPH JICHKO3aX,
aiMQocapkomi, MienoMi, pPeBMaTU3Mi, LHMPO31 MEUiHKH, Hedpozax. XapaKTepHOW (i3HKO-
XIMIYHOIO O3HAKOK KPiorjaoOyiiHy € HOro po3uynHHICTh NP HOPMAJIbHIA TeMriepaTypi Tina (37
°C) Ta 31aTHICTh YTBOPIOBATH JKEJIEMOAI0H] 0Ccaay IPH OXOJIOMHKEHHI Tu1a3Mu KpoBi 10 4 °C.

JIEKIISA Ne 8
TEMA: 3aaumkoBuii a30T KpoBi i ioro ¢gpakuiiHuii ckiaaa. Azoremii. OCHOBHI opranivHi
0e3a30THCTi KOMIIOHEHTH IJIA3MHU KPOBI.
He0OisikoBI OprafivyHi CroJIyK# 1mjiasmMu KpoBi

A3oToBMicHi cnonyku. OpraniyHuii a30T 610XiIMIYHUX CHOJYK, IKUH MOX-Ha BU3HAUU-
TH B HAJ0CAOBIN PIIUHI MICIs OCa/PKEHHS O1IKIB TUIa3MU a00 CUPOBATKH KPOBI, OTPUMaB y KJIi-
HiuHIN OloXiMil Ha3BY 3anuukoozo abo pecm-azomy. et HeOITKOBHUI a30T CKIIAAETHCS 3 a30-
Ty TaKUX KIHIIEBUX MPOIYKTIB OLIKOBOIO 1 HyKJI€THOBOro KaTaboui3miB sk ceqyoBuHa (50% ycbo-
ro HeOLIKOBOTO a30Ty KpOBi), ceuoBa Kuciota (4%), kpeatus (5%), kpeaTuHid (2,5%), aMiHOKU-
cinotu (25%), BUIbHI HYKJICOTUIH, aMiaK, 1HAMKAH Ta JEesSKl 1HIII CIOJyKU. BMicT HeO1I1KOBOTrO
a30Ty B KPOBI CTAaHOBUTH 15-25 MMOJIB/II.

CevoBuHA — giamig kKapOOHATHOI (BYT1JIbHO1) KHCIOTH, SIKH CHHTE3YETHCS B TEMaTO-
muTax (B opHitTuHOBOMY nukii KpeOca-I'ensenelita) A 3HELIKOKEHHS BHCOKOTOKCHYHOTO
amoHiaka. L{e HU3bKOMOJIEKYIIsIpHA MAJIOTOKCHYHA BOJJOPO3YMHHA CIIONIYKa, sika (PUTbTPY€eThCS B
HUPKOBUX KIyOOUYKaxX 3 HACTYMHOIO 3HAYHOIO MACHBHOIO peabCcopOIli€ro 3 BOAOK B KaHANBLSX,
0COOJIMBO SKIIO IMIBUAKICTH TOKY cedl 3HWKYEThCS. CeUOBUHA — OCHOBHHMM KIHIICBUU MPOAYKT
0o0OMiHy O1JIKiB, 32 YMOB HOPMH ii KOHIIEHTpallisd B I1a3Mi KpOBi cTaHOBUTS 3,3-8,3 MMoIIb/1 (TIpH
TOCTpii HUPKOBI# HETOCTATHOCTI gocsarae 5S0-83 MMOIIB/).

KoH1neHTpallis Ce40BHHH B IJ1a3Mi 3aJI€KHUTh Bl IIBUAKOCTEH ii CHHTE3y renaTonuTaMu
1 KITy004YKOBO1 (hUTBTpaIlii Ta MBUIKOCTI peHAIBHOI epdy3ii.

CedoBuHA — OCMOTHYHO aKTHBHA piauHa. [linBuiieHHs 11 piBHA B KPOBi CYIPOBOIKY-
€THCSI IPOHUKHEHHSM IIHOT0 META0O0IITY Yepe3 MEMOpPAaHH KIIITHH pa3oM 3 BOJIOKO, IO CIIPUYH-
Hs€ HAOpSK TKaHWH MapeHXIMaTO3HUX OpraHiB, MiOKap/a, IIEHTpaJbHOI HEpBOBOI cucTteMu. Bu-
BEJICHHS CEYOBHHHM 3 OpraHi3My 3MEHIIYE TTAaCTO3HICTh MIKIPH, HAOPSIK MiAMKIPHOT )KHUPOBOI KJTi-
TKOBUHHM, 3yMOBIIIOE TOJINIIEHHS (QyHKIIiOHyBaHHS Miokapza. [Ipu marosorii 3cyB piBHS cedo-
BUHH B CUPOBATIIl KPOBI1 3AJICKUTH BiJ] CIIIBBITHOIIICHHS TIPOIIECIB 11 yTBOPEHHS Ta BUBEACHHS.

Cama ccuoBMHAa MaJOTOKCHYHA, HabaraTto TOKCHuHInN kationn K* Ta moximai ry-
aHIJINHY, SIK1 HAKOTTMYYIOTHCS pa30M 3 HEIO B HAJIJTUIIKOBINA KITBKOCTI.

KiiHiko-giarHoCTUYHE 3HAYEHHSI MA€ BiTHOIICHHS a30Ty CEYOBHHH JI0 3ATHIIKOBOTO
a30Ty, B HOpMI 1Ieil KoediieHT cTaHOBUTH MpHOIN3HO 48%. [1pu HUPKOBIH HETOCTATHOCTI HOTO
3HaYeHHs miaBuiyerbes 10 90%, a mpu mopymeHHi Ce40OBMHOYTBOPIOBATBHOI (PYHKIIIT MEUiHKH
KOoe(iIi€HT 3HUKYETHCS.

CeuoBa KHCJOTA — KIHIICBUU MPOAYKT KaTaOOoMi3My €K30- Ta €HIOTCHHHX MypPUHIB B
OpraHi3Mi JIFOJUHU. 3a BIACYTHOCTI B i1 MypHHIB YTBOPEHHS Ta €KCKpPELis cE€40BOi KUCIOTH Bi-
IO0yBa€eThCS 3 MOCTiIMHOIO MBUAKICTIO. Hopma cedoBoi kucimoTu B KpoBi y 4osoBikiB 0,24-0,46
MMOJIIB/T, Y kiHOK 0,16-0,38 MMomb/m.

[lifBUINEHHS PiBHS CEYOBOi KMCJIOTH — Timepypikemis. Ii mpossu: Hedpomarii, cedo-
KaM’siHa XBOpoOa, MosBa TOHYCIB, mojarpa. ['inepypukemiss Mae Micle Npu BPOPKEHUX MOPY-
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IICHHSX IYPUHOBOTO OOMiHY, MOPYIIEHHI BUIUICHHS CEYOBOI KUCIOTH 3 OpraHizMy (3axBOpIo-
BaHHsI HUPOK, OB’ s3aH1 3 YPaKEHHSIM HUPKOBHUX KJIyOOUKiB (TOCTpP1 Ta XpOHIYHI HeDPHUTH, ype-
Mist), ali103, TECTO3, CepIieBa ACKOMIICH CAIlis, JiabeTuyHa KOMa), MOPYIICHHI 0OMIHY HYKJIEOTI-
pPOTEIHIB Ha TJI1 TIEPBMHHOI Ta BTOPWHHOI IMMOJArpy, reMaToJOTIYHUX (TajlaceMisi, TMEepHImio3Ha
aHeMis, JIEHKO3H1), cepleBO-CyIMHHUX (1H(PApKT MioKapna, aTepoCKIepo3, TiMepTOHIYHA XBOPO-
0a), EeHIOKPUHHUX 3aXBOPIOBAHHSX (aKpoOMeTallii, TimonapaTupeos, IyKpoBuii aiadber), ToiIo.

l'inmoypukemist pO3BUBAETHCS BHACIIJIOK CIIOXKHMBAHHS 1Ki, 6aratoi Ha BYIJIEBOIU Ta KH-
pu, ipu aedinuTi O61IKiB, M’ 30BiH aTpodii, Micis JIKyBaHHS MpenapaTamMu, o0 CIPUSIOTh eKCK-
pelii ce4oBoi KUCIOTH 3 CEUel0, aJIONyPHUHOIOM, IPOOEHEIMIOM, XiHIHOM, Ae(eKTi MeXaHi3My
peabcopOirii ce4oBOi KUCIOTH B HUPKOBUX KaHAIBIISIX TOIIIO.

IToparpa. B xpoBi ceuoBa KHCIIOTa 3HAXOAUTHCS Y BUTJIAI MaJOPO3ZUYMHHUX COJIECH —
ypartiB. [Ipu nepeBumieHn1 mopory ix pozuuHHoCTi (0,7 MMOJIB/JT) BOHU KPUCTATI3YIOTHCS, YTBO-
proun ToycH. YpaTH, sSIKi HAKOTMIYIOTHCS B MKKJIITUHHINA piuHI (HaronuTyroThes, aie aro-
IIUTH He CIIPOMOXKHI PO3ipBaTH MypHHOBE Kinblle. IX 3arnGenb MpU3BOAUTH 10 BUXOMLY JTi30CO-
MaJIbHUX (PEPMEHTIB, aKTUBAIil BUIbHOPAAUKAIBFHOIO OKUCIIEHHS Ta PO3BUTKY T'OCTPOi 3amalib-
HOT peakIlii B MICIISIX HAKOMUYCHHS YpaTiB, 30KpeMa B Cyrio0ax, CIPpUYHHAIOYA BUHUKHEHHS MO-
AArPpUYYHOTO0 APTPHUTY.

B mopymieHHsIx karabomi3mMy MypHHIB Bifirpae pojib ClaakoBa (peuecusna, 3uenyiena 3
X-xpomocomor) 3MiHa aKTUBHOCTI (hepMEHTIB MEeTabO0III3My ITYPHHIB, B IIEPILY Yepry:

36inbmieHHst akTUBHOCTI DPIID-cunTeTasn (MOCUIIEHHS CHHTE3Y IyPHHIB)

3HWKEHHSI aKTHBHOCTI TiMOKCAaHTHH-TyaHiH-(pochopubo3ui-Tpancepazu (OCKiIIbKU
OPIID HE BUKOPUCTOBYETHCS JUTsl PEYTHIII3AIliil TypUHIB, a Oepe ydacTh B MEPIIi peakilii iX CHH-
T3y, B JAaHOMY BHUITaJIKy OJHOYACHO IiABUIIYETHCS iX YTBOPEHHS Ta pyHHYBaHHS.

KpeaTnn — Bax/IMBHUII KOMIOHEHT 3aJIUIIKOBOTO a30Ty. EK30reHHMI KpeaTuH Haaxo-
JUTH 3 IPOAYKTAMH XapuyBaHHs (M’sICO, IIEUiHKa), a €HJAOT€HHUI YTBOPIOETHCS IEPEBAXKHO B I1e-
YiHIl Ta HUPKAaxX 13 TPhOX aMiHOKHUCIIOT — apriHiHy, IJIIMHY Ta METIOHIHY. B HupKkax 3a yd4acTi
TpaHcaMiMHa3u (KaTani3ye NMEPEeHECeHHs aMiJMHOBOTO 3aJHILKY apriHiHy Ha TIIIHMH) YTBO-
PIOETHCS TOTIEPEHUK KpEaTHHY — T'yaHIIWHAIIETaTHA KUCIIOTA, SIKa METHUJIFOETHCS B TICUIHIT 1]
BIUIMBOM S-aJICHO3UJIMETIOHIHY Ta METHATpaHCc(epasu. 3 MIIMHOM KPOBi KpeaTHH NePEeHOCUTHCS
B M’S30BY TKaHHHY, ¢ BiIOyBa€eThCs HOro (ocdopuimroBaHHs 3a JOMOMOTOI0 KPeaTHHKIHA3Y 3
YTBOpEHHSM KpeatuHpocdary. BmictT kpeaTHHY B KpOBi 32 YMOB HOPMH CTaHOBHTD Y YOJIOBIKIB
15,25-45,75 mxmonnw/n 145,75-76,25 mxMonw/n 'y xiHOK. [1iBHUIIEHHS IIbOTO TTOKa3HUKA B CHPO-
BaTIll KPOBI CIOCTEpIraloTh NpU: HEKpO3i W aTpodii CKeNeTHUX M’531B; €HIOKPUHHHMX 3aXBO-
proBaHHAX (IIYKpOBHH J1a0eT, TIMEPTUPEO3, aKpoMerais); JielKko3ax, iH(EKIlisAxX, OmiKkax, peBMa-
TOITHOMY apTPUTIi, CHCTEMHOMY YE€pBOHOMY BOBYAKY.

Kpeatunin. Kpeatundocdar, yrBopeHuit B MITOXOHIPISX MIOIUTIB, B Mio(iOpumax
pO3MagaeThesl 3 YTBOPEHHSIM KpEaTuHiHy, 3aIMIIKY HeopraHiyHoro ¢ocdary, MOJIeKyJiu BOAU Ta
BUBUTbHEHHSIM eHeprii. Kpeatunin He mimysrae peadbcopOirii B KaHAIBIIX HUPOK. B HOpMI KOH-
LEHTpallisl KpeaTUHIHy B KPOBI y YOJIOBIKIB CTaHOBHUTH 53-106 MKMOIb/1, y XiHOK — 44-97
MKMOJIb/JI.

PiBeHb KpeaTHHIHY HE 3aJE€XKHUTh BiJl XapXOBHX MPOAYKTiB, HABAHTAXKEHb, ITUPKATHUX
PUTMIB Ta 1HIIUX O10JOTIYHKUX KOHCTaHT. KpeatnniH — Ounbmn crienu(ivHUN Ta IyTIUMBUN T10-
Ka3HUK (YHKIII HUPOK, HIXK CEUOBHHA, OCKUIBKH B HOpMi HE peabcopOyeThCs, a P ITiBUILICH-
HIl KOHIIEHTPAIIIl B KPOBI aKTUBHO €KCKPETYEThCs. BU3HAUYCHHS BMICTY KPEaTHHIHY BUKOPUCTO-
BYIOTB JUIS OLIIHKY IIBUJIKOCTI KItyOouKkoBoi dinbrpaii (npoba Pebepea).

Kpeatunemis € XxapakTepHOIO JJIs1 PETEHIIIHHOT a30TeMii, Ky CIIOCTEpIiraloTh MPU roCTPin
Ta XPOHIYHIA HUPKOBIA HEIOCTATHOCTI, MOPYIIEHH] BIATOKY ce€4i BHACTIJIOK 3aKYIMOPKH CEYOBH-
BIJIHMX NUISIXIB; OMIKIB, M’ SI30BUX AUCTPO(dii, HEMPOXIAHOCTI KHUIIOK, MEYIHKH, THKKOI Gopmu
I[yKPOBOT'O Aia0eTy, TinepTupeosy, rinoyHKIIii KipkoBOi pe4OBUHU HATHUPKOBUX 3aJ103, aKPOMeE-
ramii Tono. 3HUKEHHS BMICTY KPEaTHHIHY CIIOCTEpIraloTh MPU 3MEHIICHHI M’ S30BO1 MacH, B Iie-
piox BaritHocTi (11 Il TpumecTpn).
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B KkpoBi MOCTIHHO MiCTHTBCS JesKa KUIbKiCTh amiHOkucaoT (3,5-6,5 r/m). YactuHa 3
HUX €K30T€HHOTO MOXO/KEHHS, TOOTO MOCTYIMae B KPOB MPH BCMOKTYBaHHI 3 TPABHOTO TPaKTy,
Jpyra 4acTMHa YTBOPIOETHCS BHACTINOK po3many OiNKiB TKaHWH. 3MiHHM BMICTY 3arajJbHOTO
aMIHHOTO a30TYy B CHPOBATIII Ta C€UYl MOXYTh CIIYKUTH MTOKa3HUKOM TEePEBaKaHHS KaTaOOIIIHUX
4y aHaOOIYHUX TpoIleciB B oprani3mi. KiIbKicTh aMiHOKMCIIOT B KPOBi 30UIBIIYETHCS TIPU 3a-
XBOPIOBAHHAX TEYIHKM, miare3i, crmazModinii, ¢peHiKkeTonypii, 1HOEKIIHHUX 3aXBOPIOBAHHSX,
MyXJIHHAX, PU ACSIKUX OTICPATUBHUX BTPYUAHHSIX TOIIO.

Jlo cxiany 3aUIIKOBOTO a30Ty BXOAUTH a30T JESKHUX TaK 3BAaHUX MOJIEKYJ cepeaHbOl
MacH. Lle TOHATTS OXOIUTIOE TeTEPOreHHY TPYIy PEYOBMH PI3HOMAHITHOI XiMIUHOI MpUpOaHU 3
Mwm Bix 0,3 no 5 x/la: mpocTi 1 CKIaaHl NEeNTUAN — IPOIYKTH Aerpaaalii OinkiB cupoBaTku ([3-
JaHuorud ¢GiopuHOreHy i P2-MikporyioOymiHy), TIIKONPOTEiHiB, HYKICONPOTEIHIB, T'yMOpabHi
pEYOBUHU 1 TOPMOHH (1HCYIIIH, TJIFOKArOH); OJIIr0Caxapuau; MOXiAH1 TIIFOKYPOHOBUX KHUCJIOT, Jie-
SKUX CIUPTIB TOIIO. 3aJISKHO BiJ BUAY MATOJIOTIi Ta XapakTepy yCKJIaJHEHb SKICHUI CKJIaJ MO-
neKyn pizHui. JIJis IposBY KJIIIHIYHUX CHMIITOMIB €HJOT€HHOI 1HTOKCHKAIll HeOOX1IHE MiABH-
IICHHS PIBHS CEPEIHIX MOJEKYJ moHafd 3-5 pa3iB. OcoOMMBO TOKCHUYHUMU € pEYOBHHH 3 MM 1-
1,1 x/la. Monexkynu cepelHhOI MacH BIUTMBAIOTh HA MPOIECH KUTTEMISUIBHOCTI: Pi3HI JIAHKU Me-
TaboI1i3My, TPAaHCHIOPT PEYOBUH, KIITHUHHUN IMyHITeT. BOHU raqbMyroTh TJIiKOJ3, TIIOKOHEOTe-
He3, MPUTHIYYIOTh CUHTE3 HYKJIETHOBUX KHCJIOT, TEMOIJIO0IHY 1 €pUTPOIIOe3, MOPYIIYIOTh TKa-
HUHHE TUXaHHS; MAlOTh IMYHOJETPECUBHY, IIMTOTOKCUYHY, HEHPO- 1 ICUXOTPONHY Jii, aHTHa-
rperaiiiiHi Ta aHTUKOAryJsiHTHI BJacTUBOCTI. BuBeaeHHs 1X 3 opraHiamy 311HCHIOETbCS HUpPKa-
MH 1 He miasarae peadcopOrii B KaHATBIX HUPOK, TOMY IX KJIIPEHC HAOJINKAETHCS A0 KIIPEHCY
IHYJIIHY 1 KpEaTUHIHY.

Binipy6in — 11e mpoayKT po3naay remy, BaXJIMBHUN MITMEHT >KOBUI KOBTO-YEPBOHOT'O
KOJILOPY, HOPMAJIBHUI KOMIOHEHT Tiia3Mu Kposi (1,7-20,5 mxmons/n). B pesynbrari po3nany 1
I' TeMOrJI00iHy yTBOpIO€Thesl 34 Mr OinipyOiny. BinbHuii (Henmpsmuit) 6imipyOiH € BOJOHEPO3-
YUHHUM, TOKCHYHUM 1 3 €JHY€ETHCA 3 aTb0yMiHOM Tuta3Mu KpoBi. Komrieke anp0ymiH-011ipyOiH
HAJIXOJUTH B MEYIHKY, 1 HAa MOBEPXHI TUIA3MAaTHYHOT MEMOpaHH TrenaTolyTa BiH MiJIATae TUCOIi-
arii. [lpu mpomy 3BUTBHEHHI OUTIpYyOiH MOTpAruisge€ B TemarouuTH. B mewinmi OutipyOiH KOH’-
IOTY€ 3 TJIIOKYPOHOBOIO KHCJIOTOIO 32 JONOMOTrOI0 TIIIOKYpoHinTpaHchepasu. [ mokypoHini-
O1TipyOiH AiCcTaB Ha3By MPSAMOro, 3B’si3aHOr0 OUTipyOiHy. BiH po3unHHMIA y BOI, MaJIOTOKCHY-
HUH 1 Ja€ MpsiMy peakiio 3 aia3opeakTUBOM. BMicT mpsmMoro 6i1ipy0iHy B KpOBI HiABHIIY€ETHCS
BHACIIIJIOK 3HMKEHOTO CHHTE3y Ta CEKpellii )KOBUl, pyHHYBaHHS IeMaToIUTIB IPH )XKUPOBOMY Te-
naro3i (cTearosi), remaTtutax (BipyCHUX, TOKCHMYHHX), LIMPO3aX MEYIHKH, MAPEHXIMATO3HINA Ta
o0TypariiiHiii )KOBTSHHUII, paKy TMeuiHku, cuaapomax Jlabdina-J[)xoncona i Poropa, abcueci me-
YiHKH, JKOBTSHHISIX BariTHUX; XOJEIHMCTUTI, XOJAHTITI, XOJEeCTa3l; XPOHIYHOMY MaHKPEaTHTI,
TIMOTUPE031 B HOBOHAPOKCHHUX.

Inaukan — 1e KajieBa Yu HATpi€Ba CUIb 1HAOKCHICYIb(aTHOI KHCIOTH. BiH yTBOpIOE-
ThCSI B TICUIHIII B pe3yJbTari ecTepudikalli 1HA0Ty, SKHM, K 1 ASAKl 1HII TOKCUYHI CIIOTYKH
(enomn, kpe3oi, ckaToi) € HACHIAKOM THUTTS OinkiB. [loTparuisiioun 3 IIMHOM KPOBiI BOPITHOIO
BEHOIO B MEUIHKY, 1HI0J 3HENIKO/PKYETHCS MIJITXOM KOH forallii 3 Cyab(})aTHO a0 TIIOKYypOHO-
BOIO kucnoramu. HopMma inaukany B cupoBaTiii kKpoBi — 1,41-3,76 MKMOJIB/JT; TiABUIIICHHS [IHOTO
MOKa3HUKA B KPOBI CIIOCTEPIralOTh MPHU PETEHIIHHIN a3oTeMii (HUpKOBa HEJOCTATHICTH, TJIO-
MepyJToHe(PHT);OPYIICHHI (PYHKIIH TPaBHOTO TPAKTY Ta MOCHUJIEHOMY THUTTI OUIKIB y KHMIIIKaX
(3HMKEHA KHUCIIOTHICTh LIUTYHKOBOTO COKY, 3aKpEId, 3aBOPOT KHILIOK, 3aleMJICHHS KU, KUII-
KOBa HEMPOXIiAHICTh); TOCHJIEHOMY PO3LICIJICHHI O1IKiB B OpraHi3Mi (IIyXJIMHH, eMIlieMH, OpOH-
X0eKTa3u, adbcrecu). [linBUIIEHHS BMICTY IHAMKAHY 10 4,7 MKMOJIb/JI OIIHIOIOTH SIK HACIIIOK
3aXBOPIOBAHb KHUIIIOK, a OUTBII BUCOKI MOKA3HUKHU TOB’SI3YIOTh 13 MATOJIOT1€I0 HUPOK.

A3ortemii. [Ipu neskux maTojaoriyHUX CTaHAX PiBEHb HEOLTKOBOTO a30TYy B KPOBI ITi/IBH-
myerbes. Takuii cTaH HOCUTH Ha3BY a30TeMil, sika Moke OyTH a0COJIIOTHOIO (HarpoMaJ)KeHHS B
KpPOBI KOMITOHEHTIB 3QJIUIITKOBOTO a30Ty) 1 BiTHOCHOK (HAIpUKJIAJ, MPHU OIiKaX, OJFOBOTI, MPO-
HOCi). B 3aneKHOCTI BiJf MIPUYKH, SIKI BUKIHKAIOTh 3aXBOPIOBAHHS, a0CONIIOTHY a30TEMII0 TO/i-
JSIIOTH HA PETEHIIMHY 1 TPOTYKIIIHHY.
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Perenuiiina a3oTemisi BUHUKAE B pe3ybTaTi HEJIOCTATHHOTO BUIUIEHHS 3 CEYEIO a30-
TOBMICHHMX TMPOAYKTIB IPH HOPMaJIbHOMY HAJIXOJDKEHHI iX B KpOB'sHE pyciio. Bona moxe Oyt
HUPKOBOIO 1 Mo3aHupkoBoio. HupkoBa pereHuiiiHa a3oTeMisi € HaCcIiAKOM MOPYIICHHS €KCKpe-
TOpHOI (BUALTBHOT) GYHKITIT HUPOK, a MO3aHUPKOBA BUHUKAE B PE3YJIbTATI BAYKKOI HEJOCTATHO-
CT1 KpOBOOOITY, 3HI)KEHHS apTepiabHOI0 TUCKY, 3MEHIICHHSI HUPKOBOTO KPOBOIUIMHY IIPH Cep-
1IeBO-CYIMHHIN JekoMreHcamii. [[iIBUIICHHS 3aIMIIIKOBOTO a30Ty BiIOYBAETHCS 32 PaXyHOK Ce-
YOBHUHU. BMICT C€UOBHHHU NPH TOCTPiil HUPKOBIN HEJTOCTATHOCTI CKJIA/Ia€e: HETOCTATHICTh cepell-
HBOI TSDKKOCTI — 10 16 MMOJIB/JT, BaXKKOT — 710 33,2 MMOJIB/JI, Ty*e Ba)KKOi (HECTIPUATINBHMA MPO-
THO3) — BuIe 49,8 MMOJIB/II.

VY BUMajnKy MO3aHUPKOBOI a30TeMii BMICT CEYOBMHHU 3BHYAWHO HE TmepeBumrye 13
MMOJTB/II.

IIpoayxkuiiina a3oTemisi BUHUKAE MPU 301TBIICHOMY MOCTYIIJIEHHI a30TOBMICHUX IPO-
IYKTIB B KPOB, MEPEAYCiM, K HACTIIOK MOCHIEHOTO PO3Maay TKaHMHHUX OukiB. DyHKIIA HU-
POK TIpH IIbOMY He TopyiieHa. Ile crmocTepiraioTh mpu rojI0oAyBaHHI, KaXeKCli, TOpaHeHHSX, 1H-
dexuisx (menrocmipo3, audrTepis, ckapiaTHHA), KUIIKOBIM HEMpPOXIAHOCTi, THUPEOTOKCHUKO3I,
JefiKo3ax, MIEJIOMHINA 1 TpOMe-HEeBiil XBOpoOax, OTPYEHHI XJIOpPO(hOpMOM, TETpaxjIopMETaHOM),
i yac JIiKyBaH-HS TJIIOKOKOpTUKOinamu. Llel Buj azoremii Mae xapakTepHUN ckial (paxiiii
3QJIMIITKOBOTO a30TY. IMIBUAKICTh YTBOPEHHS CEUOBHMHHM BIJCTA€E BiJ MPOAYKIIT aMiHOKUCIIOT, TO-
My cepell hpakiliii mepeBaxaroTh aMiHOKUCIIOTH, aMOHIaK, CEY0Ba KUCIIOTa, KPEaTHH Ta KPeaTH-
HIH TIPM HE3HAYHIA 3MiHI a0COJIFOTHOTO PIiBHS CEYOBHHH. BMmicT cedoBuHHM He mepeBuirye 10
MMOJIB/JI, @ IPU TSHKKOMY MOPYILIeHHI (DYHKIIHM MediHKu Moke OyTH 3HMKeHUM!

JlocHTh 4acTO CIIOCTEPIraroThCs a30TeMii 3mMimaHoro Tumy. B 1ux BHmagkax BaKKO
BIJIPI3HUTH PETCHLINHY a30TE€MII0 BiJ] MPOIYKLIHHO].

Be3a3orucri cnoayku. /o 6€3a30THCTUX XIMIYHMX KOMIIOHEHTIB IIJIa3MH KPOBI HaJe-
KaTb BYTJICBOIM, JIMIAW, OPraHiYHI KUCIIOTH, SIKi € MeTaboiTaMu OOMiHY pEe4OBUH (MOJIOYHA,
MIPOBHUHOTPAHA, AIlETOOITOBA KHUCIOTH, METAOOIITH HUKITY TPUKApOOHOBUX KUCIOT). Bci i
CTOJYKH € TPOJTYKTaMU MPOMIKHOTO OOMIHY BYTJIEBOIB 1 JIiMiAiB, 200 BiIIrpalOTh POJIb MOKUB-
HUX PEUOBUH.

B nmna3mi KpoBi MiCTATBCS IEPEBaKHO MOHOCAXapHIU: TIIIOK03a, (PYyKTO3a, rajakrosa i
nesiki meHTo3u (pubo3a, aezokcupr6o3a). Konmenrparris makraty Ta mipyBaTy B mia3mi — 0,55-
2,22 Mmmonb/1 1 34,06-102,2 MKMOJIB/JT BiATIOBITHO.

3aragbHUI BMICT JIIMIAIB B TUTa3Mi KPOBI JIOJUHU KOJHBAETHCS 3AJICKHO BiJ PEXKUMY 1
XapuyBaHHsS Ta KOHCTUTYILIHHUX OCOONMBOCTEH opraHi3my (BiKy, CTaTi) i CTAHOBUTH B cepel-
HbOMY 5-7 1/71. 3a (i310JIOTTYHIX YMOB 3arajibHa KUJIBKICTh JIITIAIB KPOBI MOKE 301IBITYBATHCS
1o 10-15 r/n micnst BXKUBaHHS 1XKi, 30araueHol xupamu (agiMeHTapHa rimepiainemis). Haii6i-
JBITY KUIBKICTB Cepej JIIMIIIB IIa3MH KPOBi1 CTaHOBIATH TpHarmiriineponu (0,5-1,9 r/m), doc-
¢dominian (1,1-2,75 1/nm), xonecrepun 3araneuuii (1,5-2,6 r/1m), Xonecrepun ecrepuikoBaHHMA
(1,0-2,1 r/n) Ta HeecrepudikoBani xupHi kucioru (0,08-0,2 r/m).

Jlinmiau, sx TigpodoOHi CIIOMYKH, HE 3[aTHI 3HAXOAUTHUCS Y BUIBHOMY (PO3UMHHOMY)
CTaH1 B TUIa3Mi KpOBI, fKa 3 (I3UKO-XIMIYHOI TOUYKH 30PYy € BOJHO-COJIHLOBUM po3unHOM. CTabdimi-
3aTopaMH JIMIAIB IJIa3MH € CreliaibHi OUIKH — arnonpoTeinu, sKi CIPHUSIOTh YTBOPEHHIO JIMO-
MPOTETHOBUX MIIIEJN, B CKJIa/l SKUX Pi3HI KJIACH JIMiAIB MOXYTh TPaHCIIOPTYBaTHCs KpoB'to. [1in-
BUIIIEHHS KOHLIEHTpAIl B IUIa3Mi KpPOBI Pi3HUX KJAciB JIMONPOTEIHIB CBIAYUTH MPO Cepilo3Hi
3MIHU JIMAHOTO OOMIHY, Hal4acTile MoB'sA3aHi 3 IEBHUMHU T€HETUYHUMHU TTOPYIICHHSIMH.

JIEKIISA Ne 9
TEMA: CnaakoBi nopyuieHHsi OpHIiTHHOBOI0 IUKJIYy Ce4OBHHO-YTBOpPeHHs. I'imepamMoHie-
mii. [IaTosorii 00MiHy OKpeMHX aMIHOKHCJIOT TA iX AiarHOCTHKA.
Bci ypeoreniuni opranizmu (6 m.u. il 1100uHa) B SKOCT1 KIHIIEBOTO MPOAYKTY
A30TUCTOr0 OOMiHY BUIUISIOTh B HABKOJIMIIIHE CEPEIOBUIIE CEYOBUHY — FOJIOBHUH MPOIYKT OC-
TaTOYHOI HEUTpai3ailii BACOKOTOKCHYHOTO aMOHIaKYy.
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TokcuyHiCT aMOHIAKy JUIsl OpraHi3My JIOJAMHU BU3HAYA€THCS HACTYITHUMH TOPYILIEH-
HMH (YHKI[IOHYBaHHS TKaHWH, sIKI BIH 3yMOBIIIOE

1. AMOHIaK B MITOXOH/IPIsIX 3MIHIOE TIepedir peakiii, sika KaTani3yeTbcs TIyTamaT/eri-
JIPOTEHA3010, B MPOTUJICKHY 10 (Pi31070TIYHOT CTOPOHY — 10 YTBOPEHHS TTyTaMary:

a-Kerorayrapat + NAD-H + NH3 — I'myramar + NAD",

10 TTPU3BOJUTH JI0 3HMKEHHS KOHIIEHTpAIlii o-KeTorTyrapaTy (0JTHOTO 3 TOJOBHHX METa0OJIITIB
L TK) Ta BUHUKHEHHS TIMIOSHEPTETHYHOTO CTaHY.

2. Bucoki xoHIeHTpaIlii aMOHIaKy CTUMYJIIOIOTh CHHTE3 TIyTaMmiHy (3a y4JacTi TiyTa-
MIHCHHTETAa3M):

I'myramar + NH3 + AT® — I'nyramin + AP + HzP0a.

HakonuyeHHs riayTaMiHy B acTPOLMTAX IiJBUINYE B HUX OCMOTHYHUH THUCK, 1[0 MOXKE
BUKJIMKATU HAOPSK MO3KY.

3. 3HMKEHHS KOHIICHTpALlii IIyTamMaTy HOpYIIye CHHTE3 OCHOBHOI'O IajibMiBHOIO Me-
aiaTopy ronoBHoro Mo3ky — 'AMK (y-aminomacnanoi kucnomu), a Takox 0OMiH aMiHOKHCIIOT
(peaxyii mpancaminysanns). llpu nenocratHocti [AMK Ta iHIIMX MeniaToOpiB MOPYIIYETHCS
poBe-

JICHHS HEPBOBUX IMIYJIbCY, BUHUKAIOTH CYI0MH.

4. Hapymimok 10Hy aMOHIIO MOPYIIye TpaHCMEMOpaHHE MEePEeMIIICHHs OJTHOBAJICHTHUX
karionis Na* ta K*, koukypytoun 3 Humu 3a iouni kanamu (ockinexu NHs™ ne 30amnuii nponu-
Kamu yepes MemoOpauu), IO TaKOXK BIUIMBAE HA MPOBEIACHHS HEPBOBUX IMITYJIbCIB.

5. 3amxkenHs koHueHtpauii meradbomnitiB LITK Bu3nBae komneHcatopHe NOCHIICHHS CH-
HTE3y OKcajloalleTarty 3 MipyBaTy, L0 CYINPOBOKYEThCS 1HTEHCHUBHUM cHokuBaHHAM COq.
INimokanHis yepe3 miaBuiieHHe criokuBanHs CO2 mpu Tinep-aMOHiEMiI 0COOTUBO XapakTepHa
JUTSI KJTITUH TOJIOBHOTO MO3KY.

6. TligBUILECHHS KOHIEHTpALil aMOHIaKy y KpOBi Bu3uBae ankano3 (3miugenns pH 6
JYIHCHY CHMOPOHY), O 30UIBIIYE CIMOPITHEHHICTh TeMOTIIO0IHY 0 KMCHIO Ta BeAE J0 TIMOKCIi
TKaHWH, BiJ] IKO1, HACAaMIIEPeT, CTPAKIAE TOIOBHUN MO30K.

AMoHiak Oe3repeprBHO YTBOPIOETHCS B YCIX OpraHax Ta TKaHWHAX, OCOOJIMBO B TKa-
HUHAX 3 BUCOKOIO IHTEHCHBHICTIO OOMiHY aMiHOKHCIIOT Ta O10Tr€HHUX aMiHiB
(HepBOBa TKAHMHA, IEUiHKa, M’ 513, KHIIKIBHHUK). 1I0oro OCHOBHI mKkepea:

— OKHUCIIIOBAJIbHE J€3aMiIHYBaHHA TIyTamMary — BCl TKAHUHU (KpiM M A30801), 0COOIUBO
B TI€UIHII Ta HUPKaX

— HEOKHUCITIOBAJIbHE JIe3aMiHYBaHHS CEpUHY, TPEOHIHY, TICTUANHY B NIEUiHI

— TiApOITHYHE e3aMiHyBaHHs aMiaiB (TIyTaMiHy Ta acrapariny) — B IeUiHIli, HHPKax Ta
KHIIKIBHUKY

— kaTaboJi3M O10TeHHHUX aMiHIB — B YCIX TKAaHWHAX, OCOOJIMBO B HEPBOBIii

— J1e3aMiHyBaHHS IMyPHUHOBUX Ta KaTaOoJi3M MipUMITUHOBUX a30THCTUX OCHOB B YCIX
TKaHUHAX

— xutrenisuibHicTh OakTepii KT,

OCKUIbKM aMOHIaK € HaJ3BUYAHO TOKCHYHOIO CITOJIYKOIO (TIepemyciM, HEHpPOTOKCHY-
HOI0), B TKAHWHAX 1CHY€E JIEKUTbKA UISIX1B HOTO 3HEIIKO[)KYBAHHS

1. Cunrtes rnyraminy ((63aemoodia ziymamamy 3 AmMoHIAKOM 6 MIMOXOHOPIAX KAIMUN)
— TOJIOBHMH CIIOCIO THYACOBOTO 3B’3yBaHHS aMOHiaKy, HalOibII aKTUBHO Bi0OyBAa€THCS B HEP-
BOBIi Ta M’A30Bii TKaHWHAX, B TIEYIHIl, HUPKAX, CITYaTIll. [ TyTaMmiH JIETKO MPOHHUKAE B yC1 KIIi-
TUHM (ToJermeHa naudysis), ae € nmorpeda B aMiHOTpyNax JAJsl CHHTE3y HYKJICOTHAIB, apriHiHY,
acraparify, TJII0K03aMiHy (ToTiepeTHUKa BCIX 1HITMX aMiHOIIYKPIB).

2. Cunre3 acnapariny (63aemodis acnapmamy 3 amouiakom) — IPYTOPSIHUEA CIIOCiO
THMYaCOBOTO 3B’s3yBaHHS aMOHiaKy. EHepreTHuHo HEBUT1IHMMA TS KIITUH, OCKUTBKA TIPH 1HO-
My BifOyBaeTbes rigpoiniz AT® no AMO.

3. Cunrte3 riyramary (63aemoois a-kemoziymapamy 3 aMoHIaKOM) — BiTHOBIIIOBAIbHE
aMiHyBaHHS 3a y4acTio riryramaraeriaporenasu (kopepment HAJZI®D-H). Moxe BinOyBatuch B
yCiX TKaHMHAX (KpIM M’sI3BOi), aJie TUIBKW MPU 3HAYHUX KOHIICHTPAIlISIX aMOH1aKy, OCKUIbKH st
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TJIyTaMaTAeriIporeHasy TOJIOBHUM CyOCTpaTOM € TiiyTamar, i B (pi310JIOTIYHUX YMOBaX peaKIlis
NPOTIKAE B CTOPOHY HOTO JIe3aMiHyBaHHS Ta YTBOPCHHS (l-KETOTIIyTapary.

4. Cuntes coneit amoHito (NH4Cl) — siobysacmuvcs nuwe 6 nuprax

5. Cuntes xkapbamoindochary (ymeopenns cewosunu) — rONOBHUM, HAROUIBIT HATIHHUN
Ta epeKTUBHUI c1I0CiO OcTaTOYHOT HEUTpasi3allil aMOHIaKy, BiI0yBa€ThCS B IeMaTOLUTaX

Ce4yoBHHA — OCHOBHHMM KIHIIEBUN TPOIYKT OOMiIHY OL7KiB, i1 KOHIIEHTpAIlis B TuIa3Mi
KpoBi cTaHoBUTH 3,3-8,3 mMmonb/i. B 40-x pokax XX cr. Himenpki Oioximiku . Kpebe i K.
['eH3eneiiT BCTAHOBWIIM, IO CMHTE3 CEUOBHUHHM SIBJISIE COOOI0 IUKIIIYHUN MPOIIEC, KUK CKIIaja-
€THCS 3 JICKUTBKOX CTaii, KJIFOYOBOIO CIIOIYKOIO SIKOTO € OPHITHH, KOTPUM TOYMHAETHCS 1 3aBe-
pUIyeThCS UK. TOMY TpOIleC CHHTE3y CEYOBHHH OTPUMAB Ha3BY OPHITHHOBHHU IHKI 200 IHKII
Kpebca - ['enzeneiita. Ha HacTynHil CTOpiHLI IpeACTaBiIeHa HOro cxema.

1. Jl>kepenoM mepuioro aromMa a3oTy B CEUOBHHI BHUCTYIAE aMOHIakK, IO 3B'SI3Y€ThCA 3
CO; 3 yrBopenHam kapbamoindocdary. Peakiis karamisyerbes amoniak-Mg? -3anexHor0 Kap-
6amoindocdarcunTeTazoro I Ta BinOyBaencs 3a ydacTio 2 Mmojekya AT®. Onna monekyna ATD
aKTUBye OikapOOHAT, a iHIIA CIYXUTh JAOHOpPOM ¢ocharHoi rpynu kapdamoindochary. Kap-
6amoindocdarcuaTeTaza | 3HAXOIUTHCS B MAaTPUKCI MITOXOHAPINA TenaToIuTiB, BOHA BUKOPHC-
TOBYE aMmiak sIK JJOHOp a30Ty 1 ii akTHBHICTH 3anexuth Biag N-anerunrimyramary (IO3UTUBHUI
edexTop). IcHye Takoxk rayramiH-3anexHa kapoamoindocharcunrerasa I, sxa mokanmizyerbcs B
[IUTOIJIa3Mi TIPAKTHYHO BCIX KIITHH, 11 aKTUBHICTh He 3alIexkuTh Bin N-anerunrmyramary. Bona
JUIS CHHTE3y BHKOPHCTOBYE aMifHy Tpyny TIyTaMiHy, a YTBOpeHHH kapOamoindocdar ige Ha
CUHTE3 MIPHUMIIMHIB JUISI HYKJICOTHIIB — MOHOMEPIB HYKJICTHOBUX KHCIIOT.

2. lam min giero opHiTHHKapOaMoinTpancdepasu kapbamoinbHa rpyna kapoamoindoc-
(baTy nepeHOCUThCS Ha (i-aMiHOKHCIIOTY OPHITHH 1 YTBOPIOETHCS 1HINIA O-aMIHOKUCIIOTA — LIUTPY-
JIH 3 BIAMIETUICHHSAM HeopranidHoro ¢ocdary.
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OHTO2I0AD

H,N— C— NH,

Il
o TAYTAMAT

CEeTOBHHA -RETO- rAyTaMar-
opml rayrapart | AeTiAporeHasa
HzO apridasa NHs
COz 2ATS
aprimin OPHITHHOBHH ‘kapbamoirthoc-
HHKA tpaTcHHTeTasA 1
Pymapazr pritiso- opHiTHH 2ANP+dx
CYKLHMHaTAIasa xapBamoisdochar
Py
aprimigocyxnumaTt [ TpyAin
ApriHiHo-
CYKLIHHAT-
AME + P, CHHETEeETa3IAa
ATd OHTPYAIH
acmaprTaTt MITOXOHAOPIA
TAYTAMAT

[ aminoxmcaorTa 2 l

[leprmi aBi peakiii BiOyBaroThCsl B MITOXOHAPisAX remarouutiB. [ToTiM yrBOpeHui 1UT-
PYJIIH TPAHCIIOPTYETHCS B IIUTO30J1b, A€ 3A1HCHIOIOTHCS HACTYITHI IEPETBOPEHHSI.

3. B HactynHill peakuii apriHiHCyKIIMHATCHHTETa3a 3B'I3y€ IUTPYIIH 3 acmapTaToM i
YTBO-PIOE€ apTiHIHCYKIIMHAT (apriHiHOOYpIITHHOBY KHCIOTY). Lleit dhepMeHT motpedye i10HIB
Mg?*. B peakuii 3aTpauaetbcs Monekyna AT®, a acmaprar BHCTYIAe JKEPENIoM APYroro aroma
azoty ceuyoBuHU. Monekymna AT® posmanaerses 10 AM® i mipodocdarty, M0 eKBIBaJIECHTHO Ti-
Ipoitizy 1BoX Mojekyna ATO.

4. Po3miernyieHHs! apriHIHOCYKIIMHATY il Ti€t0 GepMEHTY apliHiHOCYKYUHAmia3u; mpo-
JTyKTaMU PEaKIlii € apriHiH — Oe3MocepeiHii MonepeHUK CeYOBUHM Ta ¢ymapar. [Ipu npomy
aMiHO-TpyIa acmapTaTy ONUHSAETHCS B MOJIEKYII apriHiHy.

5. Tigponi3 aprininy nipu 1ii GepMeHTy apeinasu 3 YTBOPSHHSIM CEUYOBHUHU Ta pereHepa-
€0 OPHITHUHY (3aBEpLICHHS META0ONIYHOIO UKITY). Y TBOPEHHI OPHITHH B3aEMOJIE 3 HOBOIO
MOJIEKYJIOI0 KapOaMoindocdary 1 MUK 3aMHUKAETHCS.

OCKibKM OKHMCHIOBAJIbHE JI€3aMiHYBaHHS TIIyTaMaTy BiOYBa€ThCs B MITOXOHJPIfAX, a
(dbepMEHTH OPHITUHOBOTO ITUKIIY PO3MOIiICHI MK MITOXOHJAPIIMH Ta IUTO30JIEM, TOMY HE00-
XiZiHe TpaHcMeMOpaHHE MEePEeHECeHH TIIyTaMary, [UTPYIiHY Ta OPHITHHY 3 IOTIOMOTOIO CIICIH-
(GIYHUX TPAHCIIOKA3.

CyMmMapHe piBHSHHS CHHTE3Y CEYOBUHHU:

NHs + CO2 + Acnaprar + 3 AT® + 2 H20 — CeuyoBuna + @ymapar + 2 AI® + 2H3P0s +
+ AM® + HiP207
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3 BpaxyBaHHSAM TOTO, 10 AM® + AT® — 2 AJ/I®, 3araibHi CHEPrOBUTPATH Ha CHUH-
Te3 1 Mo ceuoBUHHU cKJIagaroTh 4 MoJst ATD!

®dymapaTt, KU YTBOPIOETHCS B apriHIHOCYKUMHATIIa3HINA peakuii (4), € IpOMIKHUM
MEeTabOJIITOM UKITY TPUKAPOOHOBHX KHUCIIOT, B SIKOMY BiH ITEPETBOPIOETHCS B MaJIaT, a TOM B OK-
cano-arierat. OJHUM 13 HUIAXIB MeTa0oJi3My OKCalloaleTaTy € Horo TpaHCaMiHyBaHHS 3 aJlaHi-
HOM, SIKHA HaIXOJUTh TOJOBHUM YHHOM 13 M'SI31B 1 €HTEPOIUTIB, 3 YTBOPCHHSIM ITIPOBHHOTPAI-
HOI KHCIIOTH ¥ acmapTary. OcTaHHI MOXeE 3HOBY BCTYIATH B IUKJI CEUOBUHHU, a MIPyBaT BHKO-
PHCTOBYETHCS IS TIIIOKOHEOoTeHe3y. TakuM unHOM. depe3 ¢ymapaT iCHy€e TICHHM B3a€MO3B’ 30K
Mmix opHiTuHOBUM 1ukKIoM i [ITK. Kpim Toro B IITK yrBoprototbcst CO2 i AT, siki Takox He-
00X1THI JUTsl CHHTE3Y CEUOBUHH. B3aeMO3B’s130K MK JaHUMHU [IUKJIAMH ITOKa3aHUHA Ha CXEM.

opriTHR > RETPYais
CCHOBHHA
(-EeTOrAyTapaT
mipymat
aprimin « aprimimocyxnauaT
asawin

Tay
dymapaT ——» MaaaT OKCAADAIETAT

HAO* HAIH + H*

B peakuisix OpHITHHOBOTO IMKIY BUTPAYA€THCS YOTUPH MAKPOEPTiUHI 3B'A3KH TPHOX
Mouiekys1 AT® Ha kokeH o0epT nukiry. Butpatu eHeprii BimOyBarOThCS TaKOX 1 MPU TPAHCMEM-
OpaHHOMY IEpPEHECEHHI PEYOBWH, TOB'S3aHUX 13 CHMHTE30M Ta EKCKpemicro cedoBuHU. [Iporte
MPOIIeC MEPETBOPEHHS aMIHOKHUCIIOT B 0€3a30THCTI 3aJIMIIKK M CEYOBHHY MAa€ HACTYITHI MUISXH
KOMIICHCAIIil eHeproBUTPAT:

» npu BkirodeHHI ¢ymapary B LITK ma cramii merimpyBaHHS Manary yTBOPIOETHCS
HAJI-H, sixa 3a6e3neuye cunTe3 Tppox Mosiekyn ATD

* MPU OKHWCHOMY JIe3aMiHYyBaHHI TJIyTaMaTy B PI3HHUX OpraHax TaKOXX YTBOPIOETHCS
HA/-H i, BignosigHo, me Tpu Monekymu ATO.

OpHITHHOBUH ITUKJI B MEUiHII BUKOHYE 1BI (PYHKIIT, 3a0e3meayoun:

* IEPETBOPEHHS a30TYy aMiHOKHCIIOT B CEYOBUHY, SIKa €KCKPETY€EThCs i 3amolirae HaKo-
MUYCHHIO TOKCUYHUX MPOAYKTIB, TOJJOBHUM YHHOM aMOHIaKy;

* CHHTE3 apTiHiHy Ta MMOTIOBHEHHS HOro (poHIY B OpraHi3Mmi.

PerynsaropHi cranii nmporecy — cunTe3 kapoamoindocdary, CHHTE3 HUTPYJIIHY U 3aBep-
IajJbHA CTais, 0 KaTali3yeThCs apriHa3o0lo.

[ToBHMiT Habip (pepMEHTIB OPHITMHOBOIO NHKIY € TIIbKH B Tremarouutax. Okpemi x
(epMeHTH IIHOTO IMKIIY 3HAXOJATHh HE JIUINE B MEYiHIl, ajie ¥ B IHIIUX KJIiTHHAX. B eHTeporu-
Tax, Ha-TIpuKiaz, € kapbamoindocdarcunrerasa | ta opHiTmH-KapbamoinTpaHcdepasa, OTKe,
MOYKE CHUHTE-3yBaTUCs LUTPYITiH. B HUpKaxX BHUsBICHI apriHIHCYKIIMHATCUHTETAa3a Ta apTiHIHCYK-
nuHaTIiaza. LluTpyniH, o0 yTBOpUBCS B €HTEPOLIUTAX, MOXKE HAIXOAWTH B HUPKHU U MEpeTBO-
pIOBaTHCh TaM y apriHiH, SKMHA MEPEHOCUTHCS B MEUIHKY Ta TiApoJi3yeThes aprinazoro. IIpore
AKTHBHICTb WX PO3CISTHUX MO PI3HUX OpraHax (epMEHTIB 3HAYHO HUIKYA, HIK Y TEUIHIII.

EdexTuBHICTh pOOOTH OpHITUHOBOTO LUKIY NpU HOPMAJIHHOMY XapuyBaHHI JIOAUHU 1
MOMIPHUX HaBaHTaKEHHSAX — 011n3bK0 60% ¥oro nmotyxHocTi. Lle 3a0e3neuye yHUKHEHHS PO3BH-
TKY TinepaMOHi€eMiil py 301IbIIEeHH] KUTBKOCTI OlKa B 1i, P TpUBaJiil iIHTEHCUBHIN (Hi3MUHIH
po60Ti a00 JOBroTPUBAJIOMY TOJIOIYBaHHI, MPH MATOJOTIYHUX CTaHaX, SKi CYMPOBOKYIOUUXCS
IHTEHCUBHUM po3nanoM OunkiB TkaHuH. I[Ipore Bimomi BpomkeHi MeTaOoiyHi MopymeHHs (eH-
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3UMOMNATii), IKi IPU3BOAATH JI0 HIBHJIKOTO PO3BHUTKY rinepamMoHiemiil. Bonn noB’si3aHi 3 nedex-
TOM OJHOTO 3 ()EPMEHTIB, 1110 OEpPyTh y4acTh B CHHTE31 cedoBHMHU. Hrkde mpencraBiieHi BapiaH-
TH TillepaMOHIeMiHl 3 3a3HaUEHHIM €H3UMOJICEKTY Ta 1a00PATOPHUX MMOKA3HUKIB.

3axXBODIOBAHHS OedekT MeTa6onitun
P dbepmeHTy KpOoB ceua
Finep- Kapbamoin-
amMoHiemina chbocchar- l_nkIL,IHAna OpoTaT
T™3n | cuHTeTasa l 3
FNnep- OpPHITUH-
amMoHiemMina KapSamoin- I‘m—rL,IHAna Oporar
™n Il ** TraHcdepasa 3
UnTtpyniH- APriHIHO-CYKLLi- Lutp Uutp
emis HaT-cUMHTEeTasa NH;
ApriHiHo- APriHIHO-CYKLN- Apr-cykL, Apr-cykij
CVKUMHATVYPIA HaT-niasa NH, A, Nis
Cinep- ApriHasa Apr Apr, Iis
apriHiHemisa NH, OpPHITUH

Kpim 3aranpHuX nuisxiB oOMiHY aMiHOKHCIOT (peakilid TpaHC-, Ie3aMiHyBaHHS Ta Je-
KapOOKCHITIOBAaHHS ), ICHYIOTh CIIELiali30BaHI IUIAXHU iX MEpETBOPEHb, METOIO SIKUX € CHHTE3 3
HUX YHUCICHHUX (i310JIOTTYHO aKTHBHUX CTONyK. CIagkoBi MOPYIICHHS OOMIHY aMiHOKHCIIOT €
HaO1IbIII BUBUEHOIO TPYIIOI0 T€HETHYHO JAETEPMiIHOBAaHMX eH3uMornatiii. Bouu o6GymoBieHi pe-
[IECHBHUMU MYTAIlisSIMU T€HIB, JIOKaJII30BaHUX B ayTocoMax. B pe3ynbTari eH3uMaTH4IHOro aede-
KTy aMiHOKHCIIOTH HE YTHIII3YIOThCS B OpraHi3mi (pi3ioJoriyHuM IIISIXOM, @ B TKaHUHAX 1 61010~
TIYHUX PIAMHAX HAKOMUYYIOTHCS HEAOOKHCIICHI MPOMYKTH iX MOPYIIEHOTO METaldoi3My, M0
IPOSIBJIAIOTh TOKCHYHY Jif0 HAa TKAHWHU 1 OpPraHu, B MEpIIy Yepry Ha HEPBOBY cHcTeMy. biib-
IIICTh TIOPYIICHD MPOSIBISETHCS B MEPI THXKHI/MICAI KUTTA (OucnenmuuHull CUHOpoOM, He8po-
JI02IYHI  poziadu ma 3sminu wikipu). BMIOCKOHaJICHHS METOIIB N1arHOCTUKH JI03BOJIHIIO BCTAHOBH-
TH YacTOTY i€l TPYIH 3aXBOPIOBaHb, BU3HAYHUTH X 3HAYCHHS 1 MUTOMY Bary B CTPYKTYpi mato-
Jorii paHHBOTO BiKy. AMiHoanuaonarii ckinagaroTh 31% BCiX CraaKOBHUX MOPYLIEHb METa00i3-
My.

OOMiH (eninananiny Ta THPO3MHY i loro cnagkosi nopymenHs. OcoOIUBICTIO Me-
TaboJII3My apOMaTHYHKUX aMiHOKHUCIOT (PeHiIanaHiHy Ta THPO3UHY) € YTBOPCHHS 3 HUX KaTexo-
JaMiHiB (qodaminy, HOpaJpeHaliHy, aApeHalliHy), THPEOiJHUX TOPMOHIB Ta MENaHiHIB, a TAKOXK
B KaTa0oJIi3Mi HAJUIMIIKY JAHUX aMiHOKHCJIOT B TEMATONUTAX. 3arajibHl MUISXH iX MeTaboIi3My
MPEJICTaBJICHI Ha CXeMi (HACTYITHA CTOPIHKA).

Kara6onizm ¢eninananiny (1-5%) monsirae B TpaHcaMiHyBaHHI 3 YTBOPEHHSIM (uepe3
¢eninmipyBar) KiHIEBOI0 METa0OMITY (eHIIAeTaTy, 0 eKCKPETYEThCS.

AHa0O0MYHAN NIUIAX — CUHTE3 3 (heHUIaTaHIHy BCIX 3a3HAUYCHUX (Pi310JI0TIYHO aKTHBHUX
CIIOJIyK — TIOYMHAETHCS 3 HOTO MepeTBOpeHHs Ha THPO3uH (95-99%), sikuit BinOyBaeTbes mif Mi-
€0 GepMmeHTy ¢peninananinziopokcunazu (kohepMeHT — TeTparimpobiontepuH). BiH Takox
MPE/ICTABICHUIA Ha cXeMi (HaCTyITHA CTOPIHKA)

®deHinkeToHypist (peHinmipoBuHOrpaaHa ogiroppenis) — e eH3uMomnaris, ClIpUYIU-
HEHAa FeHETHYHUM J1e(heKTOM CUHTE3Y ¢heninananinziopokcunazu (knacuana ¢popma) abo mopy-
BHuacnigok 610Ky nepeTBopeHHs (peHijaNaHiHy Ha THPO3HH B OpraHi3Mi HaKONMUYyeTbes (heHi-
JaNaHiH Ta Horo moOiuHi MeTabomiTH — dheHumipyBat, Gperin Jakrar i ¢peninanerar. Hamgmumok
(eHITKETOHIB MOPYIITye HOPMAIBHUI PO3BUTOK MO3KY AUTHHHM 1 € IPUYNHOIO PO3YMOBOI BiJCTa-
nocti Ta cynom. KonnenT-paiist ¢peHiananiny B KpoBl XBOPHUX 3HAYHO 3pocTae, pocsrarodu 100-
800 mr/n (mopma — 10-40 mr/m). Konuentpanis ¢eninananiny mMoxke OyTH BUMipsiHa B mpoOi
KarmuIsIpHOT KPOBI, B3STOT 3
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DeHinarjeTar n-Oxcuderinnaxrar

T “
DeHiTIPYRAT _» 0-Oxcuperimipysar
l QeHineTHIEHAMIH
b i : ! , TomoreHTH3aT
CHILTBARLA DeninanaHiz | - Dymapar
Bensoar / DymapuareToarjeTar <
| . ArfeToarjerat
Tivpar El'““"\
Tupoznu —

}

Tupavin | 3 4-Tiokcuderimananiz

MoHolioaupo3uH  denon l
JwiAoamuposnH  [Tipygar Menanin
TupoxciH NH,
TpuiiogTiipo3H
P 3,4- MioxkcudeHineTiaaMiH
Hopemninedpux
Eninegpun

ATk auTuHA Ha 6-10-%1 geHs micns HapomkeHHs. Lls meTommka mpumaTHa JUisi MacOBHX
CKPHHIHT'OBUX 0OCTex)eHb. DeHIMipOBUHOrPaHA KUCIIOTA CE€Ul pearye 3 XJIOPHUM 3aJ1i30M, O
HaK Take TECTYBaHHS MOXKE JAaTU MO3UTUBHUMN pe3ynbTaT TUIbKU NPUONHU3HO depe3 6 THXKHIB
MiCJIsI HAPO/KEHHS, KOJIM BXKE MOXKYTh PO3BHHYTHUCSI HE3BOPOTHI Ypa)KEHHS TOJIOBHOTO MO3KY. B
Oaratpox aiTel 13 (EHUIKETOHYPIE€I0 CBITJIE BOJIOCCS 1 TOny0l odi, IO TMOB’sI3aHE 3 HEIOCTaT-
HICTIO CUHTE3y MeJlaHiHy,
HAQ® HAZOH
LN i

AvrippobionTepuH-peayKTasa

/N

TeTparigpo- auvriapo-
6ionTebuH 6ionTepuH

Hal
Ha’ ﬂz\-/ NHaq-
H | —CH2—® HJI:—cHz—Q—oH
deHinanaHiu-
oo 4-moHoOKcureHasa =99

deHinanaHiH " TUPO3WH

OCKIUJIBKA THUPO3UH € TOTEpPeHUKOM MemaHiHy. JIikyBaHHS mosiirae B 0OMEXEHHI CIIOKUBAHHS
de-HiNTaNMaHIHYy 3 BUKOPUCTAHHSM JIETH, 10 0a3yE€ThCS Ha CICHMIAIbHUX OUTKaxX 1 aMiHOKHCIIOTaX.
@e-HinangaHiH — He3aMiHHA aMiHOKMCJIOTA, TOMY HEBENMKa ii KUJIBKICTh yC€ K MOBHHHA OYyTH
MPUCYTHHOIO Y Ji€Ti. Y TOM k€ Yac HEOOX1HO BBOJIUTH 3 DKEIO aJIeKBaTHY KIJILKICTh TUPO3UHY,
OCKIUJIBKHA THPO3HMH CTA€ HE3aMIHHOIO aMIHOKHCIIOTOIO Y XBOpUX Ha (DEHIIKETOHYpi0. 3a T0TpH-
MaHHS BKa3a-HOI JI€TU JITH, SIKUM JaiarHo3 (EeHITKETOHYpis OyJ0 MOCTaBJICHO OJpa3y MicCIs
HApOJKEHHS, POCTYTb 1 PO3BUBAIOTHCS HOPMAJIBHO.

[nsxu meTabomi3My THPO3UHY:

— CHHTE3 KaTeXO0JIaMiHiB
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— CHHTE3 MEJIaHiHIB

— CHHTE3 THPEOiJHUX TOPMOHIB

— KaTaboJIi3M B TeITaToIUTax

CuHTe3 KaTexolaMmiHIB Ta MEJIaHIHIB MOYMHAETHCS 3 OKHCHEHHS THUPO3UHY 10 3,4-
nokcu-geninananiny (JODA) 3a ydacTio 1BoX pi3HUX crenudiyHux rigpokcunas (1). B mona-
JBIIIOMY YTBOPEHHSI KaTeXOJaMiHIB BiOyBaeThesl uepe3 nekapOookcunyBanus JJODA no moda-
MiHY, a MEeJIaHiHIB — Yepe3 OKHCHEHHS 110 JO0(axiHOHY.

Anb6inizm — eH3UMOIIaTisA, 010XIMIYHOIO OCHOBOIO SAKOI € CIIaJKOBa HEJOCTATHICTh CIIe-
tugivnoi Tuposunasu (kopakrop — ionn Cu®), sika Karaisye peaxiiii yrBOpeHHs MirMeHTiB. Bi-
JICYTHICTh MEJIaHIHIB B MEIAHOIMTAaX MPOSBILIETHCS HEIOCTATHHOIO (200 BIICYTHHOIO B3arali)
HITMEHTAII€l0 IIKIPH Ta BOJOCCS, MiABULICHOIO YyTJIUBICTIO HIKIPH 10 COHSYHOTO CBITJIA; YacTO
3HIDKEHA TOCTPOTa 30Dy, CBITI000s3HL. CHHTE3 KaTeXOJaMiHIB MPH IIbOMY HE MOPYIICHHH,
OCKIJIbKM B HbOMY 0Oepe ydacTh 30BCiM iHmmii pepMenT — Fe?*-3anmexna rigpokcunasa, kodep-
MEHT SIKOi TeTparipoOioNTeprH aHaAIOTIYHUN KOEepMEHTY (eHITaTaHIHT1APOKCHIIa3H.

TLpoastH
- - ".-'-"-.....H -
cneuundcpivyHa rigpokcunasa, Fe?*-3anexHa rigpokcunasa,
KochakTop — ioHn Cu* KodepMeHT — TeTparigpodiontepuH
= Ty
3,4-pnokndeHinanaHix 3,4-puoKkundeHinanaHin
liameHmMHi Hepeoea mkaHuHa, l
KnimuHu HaOHUPHUKU - .
podamiH
n0odaxiHOH, l

MeNnaHiHu .
HOpaApeHaniH

l

agpeHaniH

Karabomi3smM Haamumiky apoMaTHYHUX aMIiHOKHCIIOT B TENATOIMTaX B HOPMI IOJISTAE B
TpaHCaMiHYBaHHI TUPO3MHY 1 IEPETBOPEHHI HA M-OKCU(EHUITIPYBAT, SKUHA M Ti€I0 M-T1IPOKCHU-
dbenumipyBaTAMOKCHAa3U Ta BiTaMiHy C OKHCHIOETHCS JI0 TOMOTEHTU3MHOBOI KHCIIOTH, KOTpa
OKHCIIOETBCA 10 (PpymapuianeToanerary (pepMeHT — AMOKCHAa3a TOMOTeHTU3UHOBOI KUCIIOTH),
a OC-TaHHIM 3a y4JacTi (hyMapuiareToaera3sy po3ImeruIioeThes 10 ymapaTy Ta aleroareTary.
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['eneTnuHO AeTepMiHOBaHI Ae(PEKTH SH3UMIB, SIKI 3a0€3MeUyIOTh KaTaboi3M THPO3HHY
€ IPUYUHAMH PO3BHUTKY PI3HUX THITIB THPO3HHO31B 1 OXpOHO3Y (AJIKANTOHYPIT):

TUpO3uHO3 | THITY — nedexT n-rixpokcudeHimipyBaTInokcuiasu (2)

tupo3uno3 Il tuny — nedexrt Tpancaminazu (1)

tuposuno3 Il Tuny — nedexr pymapunaneroanerasu (4)

O0XpOHO3 — Ne(eKT TUOKCHIa3U TOMOTCHTH3NHOBOT KUCITOTH (3).

[TposiBM THPO3MHO3IB: BIAKJIAZCHHS B TKAaHWHAX KpucTaiiB Tupo3uny (Il tum) uepes me-
PEBHILEHHS MEX HOTO PO3UMHHOCTI abo itoro metabomitis (I Ta |1l THIN) — MOMYTHIHHS POTIBKH,
rinepkeparo3 MIKipH JOJOHB 1 MiJOIIOB; TOKCHUYHA Misl MAaTOJOTIYHUX METa0oMITIB (N-T1IpOKCH-
deninmipysar, N-riagpokcudeHiuTakTaT, N-TiapoKcU-(peHiganerar, CyKIUHIIAIETOH) — remaro-
CIUIEHOMETaJisl, IIMPO03, KapIIMHOMA TEeYiHKH, OCTEONO0pPO3, IPOHOC, OJIIOBOTA, «KAMyCTSIHUI 3a-
nax, TToOMipHa po3yMoBa BiJicTalicTh. PiBeHb (heHiNamaHiHy B KpOBI HE IMABUINYETHCS (ITPOSIBIB
¢eninkeToHypii HeMae!), OCKUIBKM peakiis TiApoKHIoBaHHS (eHinamaHiHy (YTBOPEHHS THPO-
3WHY) HE TIOPYIIICHA 1 BOHA HE 3BOPOTHSI.

[TposiBu 0xpoHO3y. HaamuImok roMOreHTH3UHOBOI KHCIIOTH BIAKJIATAETHCS B CIIOTYYHIM
TKaHWH1, 0COOIMBO B MIKIpi 1 Xpsimax. OKUCITIOIOYNCH, BOHA MOJIMEPU3YETHCS 3 YTBOPEHHSM Te-
MHO-KOPUYHEBOTO MIrMeHTY (epey. oChros — TeMHO-K0BTHIA, NOSOS — XBopoOa). Hakonuuyroun
MIrMEHT, TKAaHUHU (0COOJIMBO, CKIIEPH, XPSIII BYIITHUX PAKOBHH, CIIM30B1) HAOYBalOTh BiIOBII-
HOTO 3a0apBJICHHS; aKyMYJISIisi TOMOT€HTH3UHATY B TKAHWHAX CYIJI001B MPU3BOAUTH 10 PO3BUT-
Ky apTpuTiB. [IpocodeHi mirMeHTOM AUISTHKH B MOAAIBIIIOMY HEPIJIKO KaTbIIU(DIKYIOTHCS. Xapak-
TEPHUM TIPOSIBOM 3aXBOPIOBAHHS € HAaAMipHE BUAUJICHHS FOMOT€HTH3MHOBOI KHCJIOTH 13 Ceuero,
sKa TP J0JaBaHHI JyriB HaOyBae TeMHOro 3abapBieHHS (epey. alc — coma, apto — cxBauyBaru i
uron — ceya) — aJIKANTOHYPIs.

OOMmiH ruinuHy Ta cepuHy. B oprani3mi JIOAMHY 1 TBApUH TJIIUH YTBOPIOETHCS 3 Ce-
puHy a00 TpeoHiHy (MpH HOTo PO3IIEIUICHH] HA alleTalbJAeriJl 1 TIIMH), a TAKOX MPH JIEMETH-
JIOBaHHI CapKO3UHY (METHIITIIIUHY), XOMIHY 1 HU3KU 1HIIMX peuoBUH. [JIIIMH BXOAUTH y CKIIaL]
TOPMOHY 1HCYJiHY, OlIKa IUTONOAIOHOT 3aJI03U — THPEOrNIoOyIiHy, albOyMiHIB 1 TJI00YiHIB
CHUPOBATKU KPOBi, reMOTr00iHy, (PepMEHTY MENCcuHy, Ka3eiHOreHy MOJIOKa, KepaTHHY BOJIOCCH,
OiJIKa CIIOyYyHOi TKAaHWHU KOJIAreHy Ta iHIIWX. B oprani3mi JIIOAUHH TIIIMH BUKOPHUCTOBYETHCS
JU1s1 010CUHTE3Y MapHUX KOBYHUX KHUCIOT (TJIIKOXOJIEBOT, TIIIKOIE30KCHUXOJIEBOT), EKCTPAKTHBHOT
PEUOBHHM M’s31B — KpeaTHHY, BUKOHYE BaXJIUBY POJIb B OKHCHIOBAJIbHO-BIAHOBHUX IpoOLEcax
[Ipy oKkMCHIOBaJIBLHOMY JI€3aMiHYBaHHI 1 B3a€EMOJII 3 HaIIBAJIBJACTIIOM TIyTaMiHOBOI KHUCJIOTH
[JIIIUH TIEPETBOPIOETHCS B TITIOKCUIIOBY KUCIOTY, @ HaIliBajJbJEriJl — B OPHITHH. [ TiOoKcHiIoBa
KHCJIOTa B CBOIO YEPTry MEPETBO-PIOETHCS B OKCANATHY 1 B MOJAIbIIOMYy B MypamnHy. OcTaHHs
okucHIOEeThCS 10 CO2 1 H2O ab0 BUKOPHUCTOBYETHCS NIJIsi CHHTE3Y BYTJIEBOAIB. [ A TakoX He-
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OOX1THUM JUTS 3HEUIKOJDKEHHS B MEUiHI MPOMYKTIB THUTTSA OUIKIB, Ki BCMOKTAQJIUCS 3 KUIIKH.
Hamnpsimu 610XiMIYHHX TTEPETBOPEHB TIIIIMHY TIOKa3aH1 HA PUCYHKY.

CO, + H;0
flmveTima s $opmiaTHa HHCAOTA
R M
CapHoaH Tpecuin
Bberdn .

T Trnioxciunosa xecaoTa TyTarion
¥on in «—Cepmu \ I //:_////_/v/f/:‘inyp 0BA KHC/IOT
o i KHCnoTH *— InimH » Bimo

TIypiHOR 1 DCHOBH 4‘__________—————:/ ‘i\\‘—_‘\lﬂoptpipm
AlleTarHa CepuH
Kpearm HECJIOTE
I Temornof in
Hyxmeineni , , . Monocaxapypy
Bumyi mupui *—— Ilipysar —=
HHCOTH
HHCJIOTH l
KomecTepHH i Tninoren
l AMIHOHECIOTH
Hapu i
Crepoipui Bimo
TOTMOHH

I'minue B OpraHi3Mi CHHTE3Y€ThCS 3 aMiHOKHCIIOTH CEpPHHY, BYTJICLEBUH CKEJNeT KOl
YTBOPIOETHCS 3 TUIFOKO3HM 4Yepe3 MPOMIKHY peakiiiro yrBopeHHs 3-docdo-rminepary, a amiHHY
IpyIy OTpUMYy€E Bij Tiayramary. Peakiis cMHTE3y IUIILMHY 13 CEPHHY KaTai3yeThCsl (pepMEeHTOM
cepuHOKCUMeTUNTpaHcdepa3oro, KopepMeHTOM sKoi € akThBHa (opma BiTamiHy Bg — Ter-
parigpodomieBa kunora (Ha-onar).

SJH—C N? N0-mermien -H,-thomar
C Hz ( Ha-thonar / 4t CHJ N

CH—N i

IaraTaiIn}

L-cepun Dnimpas
Jani BinOyBa€eThCsl OKUCHEHHS TITIIMHY JI0 T1I0KCH]Y BYTJICIIO Ta aMiaKy, B SKOMY Ta-
KO TIPUIIMAE y4acTh TeTpariapodoliieBa KUCIOTa (aKIENTOP METHICHOBOI TPYIIN).
3 MIIKMHY MOKE 3HOBY CHHTE3YBATHCS CEPUH, a 3 CEpUHY IIISXOM JIe3aMiHyBaHHS — Ii-
POBUHOTpAIHA KUCJIOTA, SIKa MOTIM BCTYIA€ B HU3KY PEaKIliid PO3IMICTUICHHS YM 010CUHTE3Y BYT-
JICBO/IIB.

N oxcEmveTHn -H, -tponar H,-danar

Mt ITL'.t I=—C00t! = HO CHs CHNE—CO0TH
Tnirpn Ceprun
OcobnuBe 3HaYEHHS peakilii kaTaboJi3My CepHHY 1 IUIIIUHY MOJIATa€ B TOMY, 110 BOHH
CYIIPOBOJUKYIOTBCSI YTBOPEHHSIM OJIHOBYIJICLIEBOIO METH-

nenoBoro ¢parmenty (—CHz-). Domera kMcIoTa

Ponp mpomikHUX TEPEHOCHHUKIB (IOHOPIB) OJTHO- HATGH + H'
BYyIJICLIEBUX (parMeHTIB B Ipolecax 0iocuHTe3y OaraThbox /
CIIOJTYK Bigirparots noxigui Hs-donary (Hanpukiaa, cuHTe3 PonarpeyrTaIa
MyPUHOBUX OCHOB 1 TUMIIMIIOBOI KUCJIOTH, HEOOXITHUX IS \
yrBopenns JIHK 1 PHK, BigHOBIEHHS METiIOHIHY, CHHTE3 HAL®"

Xxouiny i T.j1.). [lpy4oMy METHJIEHOBHI (parMeHT B MOJIE- M

xyni Ha-onary Moske mepeTBOproBaTHCS Ha iHIII OJHOBYT- 7,8-lirizpodorniesa kucnora
aeuesi rpynu: mereHubHy (~CH=), Mmetunsny (~CHz), do- HAO®H + H'

Aerinpodonarpenyidaia
\ HAS"

5,6,7,8-Terpari spodormiesa kHcnoTa




pmineHy (-HC=0) i popmiminorpymy (-CH=NH).

[TepeTBopenHs (omie€BOT KUCIOTH Ha aKTUBHY TETPariapodoieBy KUCIOTY BIIOYBAa€Th-
Csl B TIEYIHIN B JCKUIbKA CTaii NUIIXOoM BimHOBICHHs mpu ydacTi HAJ[D-H-3ane:xxHux peayk-
Ta3: ¢honampedykmasu, mo ytrBoproe 7,8-murigpodorieBy kucioty (Ho-donat) Tta ouziopogo-
aampedyKkmaszu, ipyu il sIKOi CHHTE3YyeThesA 5,6,7,8- TeTparinpodomnar (Ha-domar).

®i310710T1YHO aKTHUBHI CIIONYKH, K1 1HTIOYIOTh AuTiApodonarpenykrasy, a, oTxe, i 0io-
CHHTETHYHI peakiii 3a ydacTio Hs-(domary, 3acTOCOBYIOThCSA SK MPOTHUITYXJIMHHI 3acobm. Tak,
HaNpUKiIag, METOTpEKCcaT 1 aMiHONTEPHH 3aTPUMYIOTh MOJUT KIITUH 3JI0AKICHUK ITyXJIHH, OJI0-
KYIOUM CHHTE3 TUMIJUJIATy, OCKIJILKH, MAalOUH MOAIOHICTh 10 YaCTUHUA MOJICKYJH (OTIEBOT KHC-
JOTH, JIIOTh B 010XIMIYHUX pEaKLifxX sIK ii CTPYKTYpHI aHAJIOTH i, B 3B’A3KYy 3 UMM, TaJIbMYIOTh
perenepaiito Hs-domary.

OOMiH TpunTodaHny Ta iforo cnaakoBi nopyumennsi. Tpunrodan HaleXUTh 10 HE3a-
MIH-HUX aMIHOKHCIIOT JUIsl OPTaHI3MY JIFOJMHHU Ta BUIIUX TBApPHUH Y 3B'SI3KYy 3 BIICYTHICTIO dep-
MEHTHUX CHUCTEM CHHTE3y MOro ByIJIEeNEBOro ckeiera. PazoM 3 mum, Tpunrtodan € mnomnepenHu-
KOM B 010CHHTE31 TaKuX (P1310JI0TIYHO aKTUBHHUX CIIOJNYK, SIK CEPOTOHIH, MEIAaTOHIH Ta HIKOTHHO-
Ba kucnorta (Bitramin PP), skuii cuHTe3yeThes B opranizmi oapasy B gopmi kodepmenty HAJI.
Bimomo, mo Hecraua TpunTodaHy B XapuOBOMY palliOHI MPUCKOPIOE PO3BUTOK 3aXBOPIOBAHHI,
SIK€ HA3UBAETHLCS neacpoio 1 mos's3ane 3 aedinurom came Bitaminy PP. B mux Bumankax mo0as-
Ka TpuntodaHy B AIETY MOKPAIIy€e CTaH XBOPOTO 1 CIIPHUsIE TIOCIA0ICHHIO aBITAMIHO3Y.

IcHYIOTH 1Ba OCHOBHI 010XiMiUHI IUISIXM MIEPETBOPEHHS TPUNTO(aHY:

— CEpOTOHIHOBHH IIISAX, 110 CTAHOBHUTH B KIJIbKICHOMY BITHOIICHHI mpubnu3Ho 1% 3a-
rajJbHOI KUTBKOCTI TpUNTO(aHy B OPTraHi3Mi;

— KIHYpeHIHOBUH IHISAX, MO SIKOMY MeTabodi3yeThesi moHaa 95% eHIOreHHOTo TPUIITO-
bany.

Bxtouenns tpunrodany B CEpOTOHIHOBUHN MIISX MTOYMHAETHCS 3 HOTO T1IPOKCUITIOBAH-
HS 710 S-OoKcUTpunTO(aHy, SKAN Micis 1eKapOOKCHIyBaHHS MEPETBOPIOETHCS Ha CEpOTOHIH. B
OpraHi3Mi JIFOJMHHA CEPOTOHIH MIISITa€ OKUCHIOBAIBHOMY JI€3aMiHYBAaHHIO 3 YTBOPEHHSIM OKCH-
IHJIONIAIIETaTHOT KHUCIIOTH, SKa BUAUIAETHCA 3 cedero. EKCKpellis OKCHiHAONAIeTaTy 3Ha4yHO
30UTbIIIEHA MPU KapIUHOIAHOMY CHHIPOMI, KOJIM 33 CEPOTOHIHOBUM IUISIXOM TEPETBOPIOETHCS
1o 60% tpuntodany.

Karabomism Tpunrodany KiHypeHIHOBHM IUISIXOM MOYHMHAETHCS 3 OKUCHEHHS TPHUIITO-
¢dany npu 1ii reMBMiCHOTO (epMeHTY TpunTodanmiponasu 10 GOpMUIKIHYpEHiHY, SKAN MiCIs
BIJIIETJICHHST MYPAITUHOT KUCIIOTH MEPETBOPIOETHCS HA KiH-YpEeHIH Ta 3-okcukinypeHiH. [Toxa-
JBIII TIEPETBOPEHHS 3-OKCUKIHYpeHiHy moB's3aHi 3 miero [TAJID-3anexHoro GpepMeHTy KiHype-
HIHA3M, SKa PO3IICIUIIOE HWOTO 70 ajlaHiHy Ta 3-OKClaHTPaHUIOBOI KHCJIOTH. OCTaHHS IMICIS
CKJIQJIHUX 0araTOCTyIEHEBUX MEPETBOPEHD MPU3BOAUTH IO X1HOMIHOBOI KHCIIOTH — MOTMIEPETHUKA
B CHHTE31 HIKOTHH-aminy B popmi kopepmernty HAJI. Huxde npencraBieHa cxema oOMiHY TpH-
nTopany

[Ipn nexapOokcwmiyBaHHI TpUNTO(aHy YTBOPIOETHCS O10JOTIYHOAKTUBHHUM aMiH TPHII-
tamiH. Jle3aMiHyIOUNCh, BiH MEPETBOPIOETHCS B 1HOITONTOBHM albJIETi ], @ MOTIM OKHCHIOETHCS
B 1HJOJIIJIAIIETATHY KUCIIOTY — OJIMH 13 KIHIIEBUX MPOAYKTIB 0OMiHy TpunTodaHny. B TOBCTiil Ku-
ML i BIUIMBOM MiKpPOOPTaHi3MiB 13 TpUNITO(aHy CHHTE3YEThCS 1HIOJ 1 CKATOM, SKI B MEYiHII
3HEIIKOKYIOTHCS 1 B BUTJIAII TAPHUX CIIOJTYK BUIISIOTHCS 3 CEUCHO.

[Topymenns oominy Tpuntodany — xeopoda Xapmuyna BUKIUKAETCS CrICHUPIYHUMEI
MOPYIICHHSAMUA OOMIHY Ii€i aMiHOKUCIOTH. MeTabomiuyHuii aeeKT MOB's3aHUMN 13 BPOIKCHUM
MOPYIICHHSM BCMOKTYBaHHS TpUNITOGaHy B KHIIEUYHUKY 1 peabcopOitii TpunTodaHy Ta MpoayK-
TiB floro oOMiHy B HUpKax. OCHOBHMMH MPOSIBAMU 3aXBOPIOBaHHS (Uepe3 BEJHMKI BTPATH TPHUII-
TodaHy 3 CEYCI0 Ta HECTady HIKOTMHOBOI KHCIIOTH) € JEPMaTHUT, KUIITKOBI (Jiapes) Ta MCUXidH1
po3naau (e- MEHIIisl, aTaKCisl), 4aCTO CIOTEPIraeThes TinepaMiHoaluIypis.
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HAL"

OOMiH nucreiny Ta nucTuHy. OOMiH HUCTEIHY MOXe BiIOYBaTHCS KiIbKOMA IILISAXa-
Mu. Cxema 00OMiHY IUCTETHY Ta IIMCTUHY TPEICTABIICHA HAa CXEM1 HUXKYE.

OKHUCHIOIOUHCH, IMCTETH EPETBOPIOETHCS HA IIUCTEIHOBY KUCIOTY. [IpomMixkHUME TTpO-
JTyKTaMUd OKHCHEHHS BUCTYMAIOTh IUCTEIHCYNb(GEHOBa 1 1UCTEiHCYNb(piHOBA KucHoTh. [{ucre-
iHCYnb(piHOBAa KHCIIOTa B peaklii TpaHCAMiHYBaHHS 3 O-KETOTJYTapaTOM MOXeE IMEepeTBOPIOBa-
THCH Ha B-cynb-(iHUIMIpYBaT, a MOTiM Ha mipyBaT. OCTaHHIA BUKOPUCTOBYETHCS NIl O10CHHTE3Y
TIIiKOTeHy ab0 MiAJAEThCsl OKMCHIOBAILHOMY JIeKapOOKCHIIyBaHHIO 10 aneTuil-KoA, skuil, B
CBOIO YE€pTy, OKHUCITIOEThCSA B IUKJT TpukapOoHoBuX KUCIOT 10 CO2 i H2O abo BKItOUYa€eThCs B
010CHHTE3 BUIIMX KUPHUX KHCIIOT, CTEPOITHUX TOPMOHIB Ta 1HIIUX PEUOBHH.

[ucreinoBa Ta MUCTETHCYAb()IHOBA KUCIOTH B TIEYIHII JEKAPOOKCHUIYIOTHCS, IEPETBO-
PIOIOTHCSI Ha TAypHH, SIKUHM, pa3oM 3 TIIIIIUHOM, BUKOPHCTOBYETHCS B OPTraHi3Mi [l YTBOPEHHS
KOH'O-
roBaHUX ()OPM JKOBUHUX KUCIIOT — 271iKOX0.1€60i Ta Maypoxoiesoi.

TaypuH 3HWXKYe PiBEeHb XOJECTEPUHY B KPOBI MPH aTEPOCKIEPO3i, MiJBUIIYE CHHTE3
KOBU-HHX KHCJOT B TediHIi. Ioro MOXHa 3aCTOCYBAaTH 3 JiKyBAJIbHOIO METOI0 NPH 3aXBO-
PIOBaHHSAX Cep-1, TEYIHKH TMPU aTEepPOCKIepO3i, aJKOTOJbHUX I1HTOKCHKAIISAX 1 XIMIYHHUX
OTpPYEHHSIX. BiH TakoXX BHSBIISE MPOTHIIPOMEHEBY JIIKYBaJIbHY Jil0, CIPHUIIOYM HOpMali3amii
00MIHY PEYOBHH.

Takum yrHOM, OOMIH IMCTEIHY BHCTYIIA€ OJHUM i3 JIQHIIIOTIB B3a€EMO3B’SI3KY OOMIHY
011-KiB 3 0OMIHOM BYTJICBO/IIB 1 JIITi TiB.

3arajabHa cxeMa OOMiHY HHMCTEIHY Ta HUCTIHY
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MEpKaITTOTIPYBar MeTiomir

ITipysar 4T Bera-cynngiHirmnpyear
SOE\_\_\_\

5,0,—— > S0%,

NH, + H,5

OO0min mertioHiny. MeTiOHIH — HE3aMIHHa aMIHOKHCJIOTa, IO Oepe ydacTh ¥y
BHYTPIIIHBO-KJIITHHHOMY MeTaboui3Mmi i € JoHopoM MeTuibHOI (—~CH3) rpynu B yHCIEHHHUX pe-
aKIIsAX METHJIyBaHHS. METIOHIH CHHTE3YEThCS B OpraHi3Mi 3 aMiHOKHCIIOTH TOMOIUCTeiny. Jlo-
HOpPOM METMIILHOI Ipymu B Iiif peakuii € axtuBHa ¢opma QomieBoi kucaotn — N°-
MetuaTeTparigpodonat. @epMeHT, MO KaTadi3ye II0 PEaKIio — 2CoMOyUCmeiHMemuimpancpe-
pasa, Horo KOCH3UMOM € KopepMeHTHa ¢opMa BiTaMiny Bi2 — memunxobanamin.

bioxiMiuHO akTHBHOIO (OPMOI0 METiOHIHY, TOOTO Oesmocepennim moropom (—CHs)
IPyNHU B peakiisix TPAaHCMETUIYBAaHHS, € S-aJIeHO3UIMETHOHIH, KU CHHTE3YEThCS B OpraHi3Mi
JIIOJIMHU 3 METIOHIHY TIpH A1l hepMeHTy Memioninadenozunmpancgepasu 3a ydacti ATO.

S-aIcHO3UIIMETHOHIH BHUCTYIAE JHKEPEIOM METUJIBHHUX Ipyn KpeaTuHdochaTy — Baxk-
JIUBOI MaKpOEPTIYHOI CITOJYKH M’s31B, TOPMOHY MO3KOBOI1 PEUOBHHU HATHUPHUKIB — aJipeHai-
HY, KIHIIEBOTO MPOAYKTY OOMiHY HIKOTHHOBOI KUCIOTH — N-METHIHIKOTHHaMITY, TOPMOHY eMi-
¢bi3y — MeaToHIHY 1 Py IHIIHX CIOAYK (a30THCTHX OCHOB JESKHMX HYKJICOTHIIB, 30KpeMa TH-
MiHY).

S-aZIcHO3MJIMETIOHIH, 110 BTpavya€ aKTUBHY METUJIbHY TPYIY B PEAKIliAX METHIyBaHHS
010MOJIEKYJI, TEPETBOPIOETHCA Ha MeTioHiH i
S-aI[I/IHOBI/I{IFO.MOI_[I/ICTelH, a fanti Ha == Cyxpanin-KoA
TOMOLIMCTETH 1 3HOBY Ha METIOHIH. |
Kpim 1poro, FOMOHI/ICTGTH MOXeE Meu:inlnin AT®
OyTH IOHOPOM CIpKH IJIsl CHHTE3Y N;-memin-FH,
nucteiny 1 nuctury OCKUTBKH Bif-

OyBaeTbCsl BTpaTa METIOHIHY B Ka-

pOOTITUUHUX peakiisx (depe3 yT- TomorpcTein S‘Aﬂ‘f*‘“?m‘
BOpeHHs CyKIHMHII-KoA), dyHKmi- METIOHIH
OHYBaHHS MKy «aKTHBHOTO Me-

THIIY» 3aJIEKUTh BiJl HOCTIHHOTO AJlpHO3MH CHS_yMe.mnnBamm

. . GioMomexy
HAJXO/KEHHSI METIOHIHY SK He3a- S-ApeHo3MT- ¥
MiHHOI aMiHOKHUCIIOTH 3 DKEIO. TomMoTCTelH

[Tpu koHIEHCAallii TOMOITUCTEIHY 3 CEPUHOM YTBOPIOETHCS IIUCTATIOHIH, KU T1APOTi3Yy-
€TbCS Ha TOMOCEPHH 1 IIUCTETH. B oprani3mi JIIOJMHA TOMOIIMCTETH CHHTE3YBaTUCS HE MOXKE, TO-
My HE MO’K€ YTBOPIOBATHCS 1 METIOHIH, OCKIJIbKA TOMOIIMCTEIH MEPETBOPIOETHCS B METIOHIH 3a
PaxyHOK NpHETHAHHA METHIBbHOI Tpynu. OCHOBHI HUISAXM OOMiHY METIOHIHY Ta TOMOLUCTEIHY
MIPE/ICTABJICH] HA CXEMI HIKYE.
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KHCITIOTA

IIporioHoBa 8- AviHoGyTHpar

Tomoceprr
i KHC0Ta
a-Kero- ¢ Cyxipmin-KoA ITyeran
OKCHMACSHE l
KMCIoTa I'moxoza ILipyear

OKHUCHIOIOYHCH, TOMOIIUCTEIH MEPETBOPIOETHCA HA TOMOLUCTHH a00 TOMOLUCTETHOBY
KHACIOTY. BTpadaroun cipky i Je3aMiHYyIOYHCh, TOMOLMCTHH IEPETBOPIOETHCS B KETOMACISHY
KUCJIOTY; TIPU IIbOMY YTBOPIOETHCS CIPKOBOJICHD 1 aMiaK.

CipKOBOJICHb J1aJli OKUCHIOETHCS J0 CYNIb(PaTHOT KHUCIOTH, aMiak BUKOPUCTOBYETHCS JIJIS
CHHTE3Y CEUOBMHHU a00 BKIIOYAETHCS B 1HINI peakiii. KpiM 11boro, roMoucTein Moxe 3HOBY Me-
TUJTIOBATUCSl 3 YTBOPEHHSAM MeTioHIHY. [lpm ne3aMiHyBaHHI NUISXOM IEepeaMiHyBaHHS 3 O-
KETOTJIyTa-POBOI0 KHUCJIOTOI0 METIOHIH MEPETBOPIOETHCS B METHITIOMACISIHY KHCIOTY, 3 SIKOT
Moke yTBoproBarucs MetuiaMepkantad (CHs-SH). B migBuiieHnx KiabKOCTSAX METHJIMEpPKaNTaH
YTBOPIOETHCS 1 BUAUIAETHCSA 3 CEUCIO Ta BHIMXAETHCS 3 MOBITPSIM IPHU JAESKUX 3aXBOPIOBAHHAX
MEYiHKH.

Jlociigamu 3 METIOHIHOM, MideHUM 3a ByrienieM CHs-rpymnu, BCTaHOBJICHO, 10 YacTH-
Ha HOT0 METHUJIBHUX Tpym OKUCHIOETHCS 10 CO2 1 H20.

[ayration — cunrte3 i 6Gionoriuni ¢ynkmii. ['myraTioH (y-rmyramiHiT—IHCTETHII—
[JIIUH) € TPUIIENTHIOM, 1110 B CBOEMY CKJIa/Ii MICTHTbh BUIbHY CYNb(riApUIbHY IPYILY.

SH
o H
N I H _
J
-00C H AWML AH
LMCTEUH

rmytamart

CuHTe3 TIIyTaTiOHY BKJIIOYAE JIB1 Peakilii 1 BiI0YBA€ThCs B IMTOILIA3MI1 KOXKHOT KIIITUHH,
aJie TOJIOBHUM TIOCTayaJIbHUKOM Ui OpraHi3My € mediHka. B mepmriii peakmii 3a ywacrti -
TIYyTaMiI-IIUCTETHCUHTETa3H, 10HIB MarHilo 1 KaJlil0 yTBOPIOETHCS Y-TIyTaMiIucTein. [pyra pe-
aKIis (MpUeTHAHHS 10 YTBOPEHOTO AUICTITUAY TIIIUHY) BiZOyBa€eThCs 3a y4acTi epMEHTY Tiy-
TaTlOHCUHTETA3H, 10H1B Mardio 1 ATO.
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B opranax, TkaHMHAax 1 010JOT1YHUX PIIMHAX TIYTaTiOH 3HAXOIUTHCS B JABOX (opmax:
BigHOBjeHIH (97-99%) Ta okucHeHil. Bin mMoxe meperBoproBatucs 3 BigHoBjiaeHOi (I-SH) Ha
okucHeny (I'-S-S-T") popmy.

Moro Gioximiuna GyHKIis B OpraHi3Mi moB'si3aHa 3 BiIHOBICHHSM (IETOKCHKALIIEIO) Op-
ra-HiYHUX nepokcuiB — riaponepokcuau (R-O-O-H) ta ankinnepokcuau (R-O-O-R), mo yrBo-
PIOIOTHCS BHACTIZOK JIIOKCUTEHA3HUX PEaKIliid 0e3mocepeTHhOro BKIIOUYCHHS aToMa KUCHIO B Oi-
OMOJIEKYJIM, BHACIIOK BUIbHOPAJIUKAIBHUX PEaKIii, CyOCTpaTOM SKHX € HeHaCH4eH1 XKHUPHI Ku-
cinotu MeMOpaHHUX ¢ocdomimiaiB. AKTUBAIS IUX MPOIECIB CIIOCTEPIraeThCs MpH Jii HA opra-
HI3M 10HI3yI04Oi pajialii, 4y>KOpiTHUX CHOJYK — KceHobiomukis. JIo CroiykK, 10 MPOTUIIIOTH
IIMM TIpoIiecam, KpiM TIyTaTioHY, BITHOCATH BiTaMiH E, ackopOiHOBY KUCIIOTY, ypaTH, KApOTHHH.

[Tpu B3aemonii TIyTaTioHy 3 T1IPONEPOKCHIOM YTBOPIOIOTHCS HEIIKIIIMBI OpraHiuHi
CIIUPTH, SIKI MIJISATAIOTh MOJAIBIIOMY OKHCHEHHIO. Peakilis KaTtami3yeTbcst pEepMEHTOM 2)-
MamioH-nepokcudaszoro, sika MICTUTh B aKTUBHOMY IIeHTpi aToMm ceneny (Se). Llel enzum npu-
CYTHIH B yCiX OpraHax 1 TKaHWHAX JIFOUHHU.

3BopotHe BigHOBiIeHHS I -S—-S-I" no ['-SH karainizy-eTbcs
HAJI®H-3anexHot0 enymamionpedykmasoio. 1lei mpo-nec crps- R-00H R-OH
KEHUH 3 OKHCHEHHAM  TIIIOK030—6-(ochary Ta  6—
docdormokoHaTy B neHrozodocharHoMy UK, 10, B CBOIO Yep-
ry, 3a0esneuye yrBopenHss HAJI®-H, neoOximHoro misi BiAHOB-

JICHHSI OKUCHEHOTO TITYTaTiOHYy BKa3aHUM ()epMEHTOM. YUacTh IIIy-

TaTiOHY B 3HEIIKOKEHHI TiAPOMEPOKCHAIB Ta HOTO BiJHOBIICHHS

MOKa3aHi Ha CXeMi. I'-SH I-5-§-T
BinHOBNEeHMIT TIyTaTiOH € TOJIOBHUM JDKEPEIOM Bif-

HOBJICHUX €KBIBAJICHTIB MJIsI PETYJIAlii OKHCHIOBAJIBHOTO CTaTyCy

BCEpEIMHI KIITUHU. BHYTPIIIHROKTITHHHA KOHIIEHTPA-Ilis BiJTHOB-

JeHoro riayrariony ckiamae 0,5-10 MMomib, ToAl SK IJs TUIa3MHU

(cupoBaTKM) KPOBI XapaKkTepHa MIKPOMOJISIpHA KOHIIEHTpAIIisl.

HasiBHicTh B oprani3mi aBox ¢opm riryrationy (BigHOBIIE- HAJID" HAJIGH +
HOI Ta OKUCHEHOI) CTBOPIOE HAMBAXKIMUBIIIY PEIOKC-CHCTEMY, SKa
3aXHUIA€e WOTO BiJl TOKCUYHOI i pI3HOMaHITHUX MEPOKCHUIIB, Y TOMY YHCII 1 Bl IEPOKCUIY BO-
nuro. HallakTuBHiIIe e npoiec Big0yBaeThCs B €PUTPOLIUTAX.

BigHoBMOBaIbHUN UK TIIYTATIOHY BIAITpae posib B 0ararbox MeTadosivyHux 1 (izio-
JO-TIYHUX (QYHKINIAX: cTa0Lmi3aii KIITHHHIX MeMOpaH, CHHTE31 1 po3najl OUTKiB, aKTHBAIIil Ta
iHakTUBalii (EepMEHTIB, BIIHOBJIEHHI MUCTHHY 1 JETiAPOacKopOiHOBOI KHUCIOTH. ACKOpOiHOBa
KMCJIOTA € JPYTMM 32 3HAYEHHSAM IIUTO30JbHMM BiJHOBHHKOM. Ii OKMCHEHHS IPH3BOIUTH [0
YTBOPEHHSI JIET11-POACKOPOIHOBOI KHUCJIOTH, SIKA € CHJIBHUM IIUTOTOKCHHOM. DepMeHTaTHUBHE il
BIZTHOBJICHHSL 2nymamioHackopbampedykmazor 10 acKOpOIHOBOI KHCIOTH BiOYBa€eThbcsa 3a
y4acTi BiTHOBJICHOTO TJIyTaTiOHY.

Henpsima ydacTh BiTHOBJIEHOTO IIIyTaTiOHY B ()€pPMEHTATHBHOMY KaTaii3i 3yMOBIIEHA
MIATPUMAHHSM Y BITHOBJICHOMY CTaH1 CyJIb(QT1APUILHUX TPYI KX (DEPMEHTIB.

BigHoBnenuii riytaTion pearye 3 0ararbMa KCEHOOIOTMKAaMH 3 YTBOPEHHSM TIJIyTaTio-
HO-BUX KOH'toraTiB. IIporec BimOyBaeThcsi B JekiibKka eramiB. [lepmuii eram riryTaTiOHOBOI
KOH'Toranii BiZl0yBaeThCsl B MEUiHIl, HACTYMHI — B HUpKax. LIIBUAKICTh YTBOPEHHS IIyTaTiOHO-
BUX KOH'IOTATiB BH3HAYAETHCS AKTUBHICTIO TIyTaTioTpaHcdepasu 1 3ajekXuTh BiJ PIBHSI B Op-
raHi3Mi BiTHOBJICHOTO IIyTaTioHy. I myTaTtioTpaHcdepasn BUABIEHI Y BCIX KIITHHAX OpPraHi3My,
B OCHOBHOMY, B iX IIUTO30JI1 Ta B HE3HAYHUX KIJTBKOCTSAX — Y MIKPOCOMaX 1 MITOXOHJIPisIX.

I'myraTioHOBa KOH'IOTaIlisl MOB'sI3aHa HE TUIBKH 3 JETOKCHKAIII€l0 KCEHOOI0THKIB, aje i
3 GHJOTCHHUMH METa0oJIiTaMH, sIKI MarOTh €JIeKTpodiabHI IEHTpU. BusBieHa riayraTioHOBa
KOH'IO-Tallisl eCTPaAioNy, MPOCTarIaHNHIB, JEUKOTPIEHIB, OLTipyOiHY, €TaHOMTY.

[Tix miero pamiamii COCTEPIrae€ThCs OKMCHEHHS TIOJIOBUX TPYIT KIIITHH, 3HI)KCHHS PIBHSA
BHYTPIIIHOBKIIITUHHOT KOHIEHTpAIlil BIJIHOBJICHOTO TIJIyTaTioHy. Pamiope3ancCTeHTHICTh KIITHH
OpraHi3My 3aJICKUTh, B MEPITy YepTy, BiJl PiBHS BIIHOBJICHOrO riayrariony. CtuMmymoroun 610-
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CHHTE3 BiJJHOBJICHOT'O TIIyTaTiOHY JIIKAPCHKUMH PEYOBHHAMH 200 BUKOPHUCTOBYIOUM €K30TE€HHHMA
IJTyTaTiOH, MOKHA MTOCUJIUTH 3aXUCT KIIITHH BiJl 10HI3YIOUOTO OTIPOMIHECHHS.

[Ipu mopymieHHi OOMiHYy TIJIyTaTiOHY, Ae(IIUTI aKTUBHOCTI TIIyTaTIOHPEIYKTa3H YU
[JTYTaTIOHTIEPOKCUIA3H TTOPYITYETHCS BITHOBIIOBAIbHUM MOTEHIIUT EPUTPOITUTA 1 3HEIIKOKEH-
HS TIEPOKCHJIIB. YTBOPEHI NMPH OKUCHEHHI reMoriio0iHy Horo aepuBatu (OpMYIOTH T'paHyJIH,
B1JIOMI I Ha3BOIO Tijens ['eina, 1o B MoAaIbIIoMy TPU3BOIUTE JI0 TiIBUIIEHHS TPOHUKHOCTI
MeMOpaHU €pUTPOIINTA, SIKE CIIPUUMHIOE 3POCTAHHS KIJIBKOCTI 10HIB HATPIlO 1 BOAU B €PUTPOLHUTI
Ta HOro remMonis.

Eputponmrapsi eH3uMonarii, siki moBsizaHi 3 0OMIHOM TIyTaTiOHY, YTBOPIOIOTh 3arab-
HY Tpyny OJU3BKHX 32 KIIHIYHOI KapTHHOIO 3aXBOPIOBAaHb, TOJIOBHUM YMHOM, XPOHIYHY Hecde-
poLUTapHy TE€MOJIITUYHY aHEMIIO Ta TOCTPY I'eMOJITUYHY MEMKAMEHTO3HY aHEMIIO.

JIEKIIA Ne 10
TEMA: Kaacudgikanisi Ta BIacTuBocTi ropMoHiB. MoJieKyJIsipHI MeXaHi3MH il TOpMOHIB
0iJIKOBO-TIENTH/IHOI MPUPOIAN TA OIOreHHUX aMiHiB.

KniTuHn 327103 BHYTPIIIHBOI CEKpelii CHHTE3YIOTh O10JIOTITYHOAKTUBHI PEYOBUHU
(ropmonn), cienuivai I8 KOKHOT €HIOKPUHHOI 3aJI034, Ta BUAUIIIOTEH iX 0€3M0oCepeiHbO B
KpOBO- Tik. B mpomy momsirae iX BiJIMIHHICTH BiJl 3aJ03 30BHIIIHBOI CEKpewil (eK30KpuHHux
3an03), AKi BUAUIAIOTH CBOI CEKpPETHW uepe3 NMPOTOKM B 30BHIIIHE cepepoBuine. Jlo umcna
€K30KPUHHUX 3aJI03BITHOCATH CIMHHI, CITI3HI 1 TOTOBI 3a03u, 3an03u LIIKT, 6ponxiB 1 T.11.

TopMOHH (8i0 Op-epey. Opudm — nobyodacyro) — 1ie 610JIOTITYHOAKTUBHI PEYOBUHHU
opra- HIYHOI MPUPOAH, SIKI IMOCTYMAIOTh B KPOB, JOCATAIOTHh 3 HEIO PI3HUX OpraHi i TKa-
HUH, ]I 3BS3Yy- IOThCS 3 pellenToOpamMM KJIITMH-MillleHel Ta BIUIMBAIOTh HA OOMIH pe-
YOBUH B HUX (3HUMCyloms abo cmumynioroms) 1 Ha iX dizionoriuni ¢yskiii. [opmMonu €
ryMOPAJIbHUMHU PeryjasiTopamMu
MPaKTUYHO BCiX JKUTTEBO BAXIMBUX (PYHKIIIN OpraHi3my.

CyuacHiii Hay1i BigoMo Oinbire 60 ropMoHiB. BimbIIicTh 3 HUX HE3/IaTHI BIAKIAJATUCS
B JIIOJICBKOMY OpraHi3Mi i HakonudyBatucs Tam. Okpim BiTaminy Jl, sskuii MOXe 3armacary nedin-
Ka, 1 THpeors100yJiny. Came ToMy Uil HOPMaJbHOTO (DYHKI[IOHYBaHHSI OpraHi3My BKpail HE00-
XizHe Ge3nepebiitHe BUPOOIEHHS TOPMOHIB. IX KiIbKICTh 3a/IeXKHUTh Bijl (Gi3MYHOTO i MCHXIYHOTO
CTaHy JIFOJMHH, 11 BIKY, a TAKOX BiJ 4acy J00H.

Krnacudikarrist ropMOHiB.
I. 3a ximiuHOIO OYI0BOIO
1. BinkoBo-menTHIHI TOPMOHH (8a30nMpecuH, OKCUMOYUH, 2OPMOHU SINOMALAMYCY,
IHCY/iH, 2TIIOKA2OH, NAPAM-20PMOH, KATbYUMOHIH, MPONHI 20pMOHU 2inogizy ma
in.).
2. TopMOHM, TOXigHI aMIHOKHUCIOT (Kamexoadaminu, O00Qamin, MUPOKCUH, Ce-
POMOHIH).
3. T'opmoHH-CTEpOiTHN (KOpmMu3o., aib0oCmepoH, Cmamesi 20pMOHUL).
11. 3a mexanizMoM Oil
1. MemOpauuuit (nozakaimunnuil) MEXaHi3M il (aOpeHanin, 2nKA2OH, 20PMOHU
2inoghizy,eazonpecun, OKCUMOYUH, NAPAMeOPMOH, KATbYUMOHIH i iH.).
2. llurozonbuuii (6HympiwmnbokzimunHuil) MEXaHi3M Oii (Mupokcuwn, Kopmurxocme-
poiou,ecopmonanvui popmu eimaminie D3 ma A).
3. MemOpaHHO-IUTO30IbHIMN (KOMOIHOBaHUI) MEXaHI3M il (IHCYNiH)
I11. 3a miciiem cuHTE3y
["'opMOHM HIEHTpaTbHUX CHIOKPUHHUX 35103 (cinomanamyc, 2inoghis).
2. T'opmonu nepudepiiHuX €HAOKPUHHUX 3aJI03 (HAOHUPHUKU, WUmonodioHa 3ano-
3a).
I'opmoHu opraniB 3mitianux QyHKiH (iHcyain, cmamesi)
['opmonu nudy3HOT €HIOKPUHHOT CUCTEMHU.
IV. 3a xapaktepom 6iosoriuHoi Ail

=
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I'opMoHU, perymnroyi CHHTE3 IHITUX TOPMOHIB

I'opMmoHu, peryniodi 0OMiH peYOBHUH.
I'opMoHH, perymnrodi BOIHO-COJICBHI OOMIH.
I'opmoHu, perymnroroui 0OMiH Kanbiliio Ta Gochopy
["'opMoHH, perymodi pernpoayKTUBHY () YHKIIIIO.
V. 3a 06emoM OiomorivHoTl ail
IctunH1 (cnpasoicni) TOPMOHU (2inomanamyc, 2inogis, enighis, wumosuona ma
napawu- mosuoHi 3an03u, ocmpisyi Jlaneepeanca niowinyHKo8oi 3a103u, HAOHUp-
HUKU, cmamesi 3a103u).
2. TopMoHOIIH (20pMOHONOOIOHI peuosuHu) (NApacopmoHU, MKAHUHHI 2OPMOHU,
2icmo2op- MOHU, 20PMOHU MicyeBoi 0ii).
Penenntopr TOpPMOHIB TPEACTaBISIIOTH COOOI0 CHOJIYKHM OUIKOBOI MpHpOnaW, 3aTHi

agrwd

=

crieni(piYHO B3aEMOJIATH 3 TEBHUMH TOpMOHaMH. Pementop Moxke OyTH mpeacTaBiIeHUN
OKPEMOIO MOJIEKYJIOI0, YaCTHHOIO MOJEKYIH ab0 TIIbKM TMEBHOIO (PYHKI[IOHAIBHOIO T'PYIOIO
JaHOT MoJie- KyiH. B eskux BUTagkax perenTopaMu CiyaTb MeMOpaHH1 (hepMEHTH.

MewMOpaHH1 penenTopu — 1€ CKJIaJH1 OLTKHA TIKOMPOTEiHU, B IKUX CTYKTYPHO BHILIS-

I0Th HACTYITHI JIOMEHU:

a) No3aKIiMuHHULl (8ni3Haroyuil) — JUI1 KOHTAKTy 3 TMEPBHHHUM MECEHKEPOM
(ropMo- HOM) Ha TIOBEPXHI IIA3MAaTUYHOI MEMOAHH,
0) mpancmembpannuil — 3a0€31eUye MPOCTOPOBY OPIEHTAIIIIO PEIETITOPA;
B) BHYMPUUHbOKAIMUHHUL — 3B’SI3Y€ PELENTOP 3 CUCTEMOIO Tepeaadyi TOpMOHAIBHOTO

CUTHAJTYy Ha BTOPUHHI MECEH/KEPH, a came 3 G-O1IKOM-TPaHCTYKTOPOM.

1)

2)

3)

CrpykTypHO-pYHKIIOHAJIbHA XapaKTepUCTHKA MEMOPaHHUX PELENTOPIB:

TonoTrponHi — moenHyOTh (QYyHKIIT penenTopa Ta iOHHOr0 KaHajay. AKTH-
BYIOTbCSl 10HAaMH, TOPMOHAaMH, HelipoMeiaTopaMu, MPUEAHAHHS SKUX BiJIKPHBA€E 10HHUMA
KaHaJI 1 BUKJIM- Ka€ 10HHI cTpymH. [lepenaya curaamy — HalmBuaIma (3a CEKyHIM ).

MeTta6oTponHi — TUTIOBI A1 O1IKOBUX TOpMOHIB. B kommuiekci 3 G-011kom-
TpaHC- AYKTOPOM CIIPHUSIOTH YTBOPEHHIO BTOPMHHUX MeceHkepiB. [lepenaua curnamy —
32 XBUJIMHH.

Tupo3uHkiHa3Hi — OJHOYACHO BUKOHYIOTH (YHKLII penenTtopa, TpaHC-
AyKTOopa i ¢pepMenTa. XapaKTepHUN MPUKIIA] — PEIIENTOPHU J0 IHCYIIHY.

Bunu G-6inkiB-TpaHCAyKTOPIB:

— aKTUBATOPH QJICHINATIMKIIA3H — CTUMYJIOIOTh CHHTE3 I-AM®

— IHTI0ITOpY aJCHITATIMKIA3M Ta akTHUBaTOpu (GocdomiecTepasu — 3HWKYIOTh
piBeHb I-AM® (cuctema nepeqadi CUTHALY COMaTOCTaTUHY, IPOCTArJIaHAWHB, aHT10TEH-
suny II);

— aktuBaropu Qocdominazu C (cuctema nepeaayi cCUrHainy Ba3olpeCcHHY);

— aktuBatopu [ Td-a3u (OHKOOUIKM).

BTopuHHi MeceH/IzKepH — 1€ pEYOBUHH (CUTHAJIbHI MOJIEKYIIN), SIKi:

— CHHTE3YIOThCS B KIIITHHI-MimieHi de NOVO i/ BIUTMBOM TOPMOHIB

— 1] BIUTABOM T'OPMOHIB IIBHJIKO Ta 3HAYHO 3POCTAE iX KOHIIEHTPAIIis

— aKTUBYIOTH JIAHIIOT (DEPMEHTIB, KOTpi 3IIHCHIOIOTH cHenudiuHi, OCTaTOYHi
010XiMI4-Hi peakIlii B KJIITHHI.
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XapakTepucTUKa HAHOUIBII MOIIHUPEHNX BTOPUHHUX MECEH/KEPIB.
1. Hukniuauii anenosnHMoHOo(pochar n-AM®D — cuHTE3yeThCs afeHIIaTIINKIIA-
3010 3 AT®, micnst curHaiy Bil TOPMOHY, SIKMU mepenaerbes uepe3 G-O0i10K. AKTHBYE
ropMoH3aniexHi hepmentu (pocdonporeinkinazu A), ki, B CBOIO YepTy, aKTUBYIOTh BH-
KOHaBYi (pepMeHTH.
Uepez n-AMO® peanizyroTh ¢BOi epeKTH agpeHaTiH, TI0KaroH, TPOITHI TOPMOHH TiIo-
¢i3y Ta iH.
2. Hwuxmigauii ryanosuaMoHodocdat n-I'M®P — cuHTE3yeThCs TyaHIIaTIIUKIIA-
3010 3I'T®, micns curHaiy BiJi TOPMOHY, KM nepenaerbes 6e3 ydacti G-0inka. AKTUBYE
ropMoH3a- JiexxHi ¢pepmentu (pochomnporeinkinazu G), koTpi GochHOPUITIOIOTE OLITKH, SIKI
TPAHCHOPTYIOTh 10HU XJIOPY, PO3CIA0NIAIOTH TTIaICHbKI M’ SI3U CY/IMH 1 CepIIsl.
Yepes u-I'MD peanizytors cBoi edekTd Na-ypeTHUHUN TOPMOH; TOKCHHHM KHIIKOBHUX
OakTepiii Ta iH.

3. Kansuiii-kanemomyiin (Ca*t2/KM) — 6inok KanbMOYITiH, 3BA3aHMH 3 4 ioHaMu
Ca*2. Ilicns curHaiy Bi TOPMOHY aKTHBY€E BHYTPIIIHBOKIITHHHI (pEPMEHTH NPOTETHKIHA-
3u C, ski $ho- chopriIoroTh BUKOHABY1 KalbIlii-3aiexHi ¢pepmentu: pocdoauecrepasu,
dochopunasu, npore-iHkinazu, pocdominazy A2.
Yepes Ca*?/KM peanizyroTh cBoi eeKTH TOPMOHHM: KABIUTOHIH, ITApaT-TOPMOH, HEii-
pomeniaropu.
4, Tnosurontpudocdar aktuye doconinazy C, ska crumymoe Buxig Ca* B
IIUTO30JIb1 aKTUBAIIIIO BiAMOBITHUX MPOTEIHKIHA3.
5. Juammnrainepon (AAI') nposiBise akTUBHICTH uepe3 mpoteinkinazy C, pery-
JIFO€ aK- TUBHICTh (paKTOPIiB pOCTy, Mpodtiepariito KIITHH.
UYepes iHO3uTONTpU(DOCHAT 1 AHAMMIITITIIEPOIT peai3yloTh CBOi e(peKTH TOPMOHH Ba30-
MPECHH, OKCUTOIINH, aHT10TEH3HH Ta iH.
IIpuyunu nopymeHHs: (PyHKUii TOPMOHIB B OpraHi3mi:
1. HegocTaTHicTh TOpMOHY (REPBUHHA — 3HUIICEHHS CUHME3) 20PMOHY €HOO-
KPUHHOIO 3A7103010 8 Pe3yibmami aymoiMyHHUX npoyecis, ingexyii, ingapkmy, cnaoxo-
8UX 3AXB0PIOBAHL, NYXIUH TA GMOPUHHA — NOPYULEHHS MEXAHI3MIB YEeHMPANbHOI pe2yasayii
@yukyii 3an03u).
2. Hapaumok ropmMony (repsunnuit — nioguujena npooyKyis 20pMoHy 3a103010
Yy [H- WUMU MKAHUHAMU (3710AKICHE NepepOoONCeH s), BIOPDUHHUIL — NOPYUIeHHS MeXAHI-
3Mi8 yenmpa- 1bHOI pe2ynayii yHKYii 3a103u, AMPOSEHHUI — HACTIOOK IIKY8AHHS 20D-
MOHAMUL).
3. HecipuiinsaTauBicTh (pPe3MCTEHTHICTh) TKAHHH [0 TOPMOHIB (8iocym-
HICMb HOP- MANbHOI peakyii mKAHUH Hasimov HA NIOBUWEHY KIIbKICb 2OPMOHIE K HACTI-
00K BUHUKHEHHS OeeKmie MKAHUHHUX Peyenmopie 20pMOHI8, NOSAGU AHMUMIL 00 20PMO-
Hi8 ab0 cnaokoeoi npu- poou,).
4. CuHTe3 aHOMAJBHUX FOPMOHIB 3a103aMHU BHYTPIIIHBOI ceKpelii (ratuac-
miwe 3y-Cmpiuacmovcs NPu HAsLBHOCMI BPOONCEHUX EHEMUYHUX BIOXUTIEHD).
binkoBo-nenTuaHI TOPMOHU — I HaOinblIa 3a KUIBKICTIO Ipyla TOPMOHIB, B SIKii
BUIJISIFOTE:
— OJIITOTIENITUIN (8A30NPECUH, OKCUMOYUH, 2OPMOHU CINOMANAMYCY).
— TIPOCTI OLIIKU (IHCYIH, 2IIOKA2OH, NAPAM-20PMOH, KAIbYUMOHIH Md iH.).
— CKJIaJIHI OUTKY (mponHi 20pmoHU 2inoghizy, ma iu.).
Tak, ropMmoH rinoranamycy Tipomiodepin € Tpunentugom (0,36 k/la), a BUCOKOMOJIEKY-
JsipHi OLIKOBI TOPMOHM MOXYTh MaTu Macy moHana 20 k/la, sk, Hampukiaa, TupeoTpomin (28
k/la). [TogiOHICTh MEPBUHHOI CTPYKTYPH ACIKHUX MENTHIHUX 1 OLTKOBUX TOPMOHIB CBIYUTH TIPO
T€, 110 BOHU HAJIEXaThb JI0 OJHOTO CiMEHCTBa 1 MOTJIM YTBOPUTHUCS 3 OAHOTO €BOJIOLIHHOTO TO-
HepeIHUKA.

92



Bci nentuani ropMonu sk 1 6ioreHHi aMiHu € TiapodinpHIMH peyoBUHaMH. BoHu ne-
MOHYIOTHCS B BEIMKUX KIJTBKOCTSAX B KIITHHAX 3aJ103 BHYTPINIHBOI CEKpeIlli 1 HAAXOsITh B KPOB
10 Mipi HeoOXiTHOCTI. BUTBLIICT X PEYOBHH MEPEHOCATHCS B KPOBOTOII O€3 ydacTi nmepeHoc-
HUKIB.

binkoBo-nenTuaHI TOPMOHM — II€ TPYyNa CUTHAIBHUX PEYOBHH, KA YTBOPIOETHCS B Op-
ra”i3mi 3a 3BUYaifHUM MEXaHI3MOM OUIKOBOTO CHMHTE3y. BimmomimHa iH(opMallis 34UTYEThCS 3
JIHK Ha crazii Tpanckpumnuii, a cuaTte3oBaHa rs-PHK 3BinpHS€TBCS Bif iHTPOHIB 3a paxyHOK
craiicunary. 3pina M-PHK koaye mocnimoBHICT MEeNTHAY, SKUW HAYacTIiIIe MEPEBUIIYE 32 MO-
JEKYJISIPHOIO MAcoIO 3piIMii TOPMOH, OCKUIBKH BKIIOYA€ 1H(POPMALiI0 PO aMiHOKHCIOTHY IOC-
JJOBHICTh HE JIMIIIE BJIACHE TOPMOHY, a i IEIKUX HOTO «IOMOMDKHUX» parMeHTiB. TpaHCcsIis
M-PHK BinOyBaeTbcs Ha pubocomax 3a 3BUYaHOI0 CXEMOIO.

B mporieci yrBopeHHs O1IKOBO-TIENITHIHUX TOPMOHIB B KJIITHHAX €HIOKPUHHUX 32103 Bi-
NOyBa€eThCs yTBOPEHHS TMOJIMENTHIY, KOTPHUMl MICTUTh B CBOEMY CKJIQZl aMIHOKHCIOTHY
MOCJTIIOBHICTh JTAHOTO TOPMOHY, aJie.HE Ma€ TOPMOHAJIbHOI aKTHUBHOCTI. Taka Mojekymna
HA3UBAETHCS MPEMPOTOPMOHOM 1 MICTHTh B CBOEMY CKIajl (3a3Buyail Ha N-KiHII) CTPYKTYpY,
sKa Ha3WBA€ThCS CHUTHAIBHOIO mMociifoBHicTIO. Ll cTpykTypa mpeacraBieHa riapodoOHHUMEI
panukasaMu 1 moTpiOHA JUIsl MIPOXO/KEHHS BCi€l CHHTE30BAaHOI MOJIEKYNIH Bia pubocoM uepes
JMIiIHI apu MeMOpaH BcepearHy MUCTEPH CHIO0IIIIa3MaTHYHOTO peTukyatomy. [Ipu niboMy, mifg
yac TMepexojly MOJEKyId depe3 MeMOpaHy B pe3yiabTaTi OOMEXKEHOro MpoTeolidy aaHa
MOCJTIIOBHICTH BiAMEIUIOeThes 1 Becepeauni EIIP 3saBnseTses mporopmon. [ToTim uepe3 cucremy
EIIP BiH TpaHCHOpPTYyeThCS B KOMIUIEKC ['0NbIIKi, € 3aKIHUYEThCA HOTO «103piBaHHsI». BoHO
BIIOYBAETHCSA NUILIXOM O0MEKeHOro NpoTeodidy (mig micro crnenudiuHux mpoTeiHa3 Bix
IPOTOPMOHY  BIALICIUIIOEThCS TEeBHUKM N-KiHIEBHA (parMeHT (Ipo-AiIsSHKA); YTBOpEHa
MOJIEKYJIa BJ)K€ Ma€ crienuQigHy 010JIOTYHY aKTHUBHICTD) 1 MOAAAbINOT Moaupikanii, HanpukIan
YTBOPEHHS JHUCYNb(ITHUX MICTKIB, TITIKO3WIIOBaHHS 1 (ocdopumoBanHs. 3piuil TOpMOH
JIETIOHYEThCS B KIITHHHUX BE3WKYJIaX, 3BIJKH CEKPETYETHCS B MIpy HEOOXITHOCTI 3a paxyHOK
€K30IUTO3Y.

[Ipu cuHTE31 TOPMOHIB 3 YUCIIA CKJIAAHUX OUIKIB-TIKOMPOTEIHIB (HampuKiaj, (oiky-
JIOCTHUMYJTIOI0YOT0 a00 TUPEOTPOITHOTO TOPMOHIB Timodi3y) B Ipolieci iX 103piBaHHs B KOMILIE-
kci 'onbki BigOyBa€eThCs BKIIIOUEHHS B CTPYKTYPY TOPMOHY BYTJIEBOAHOTO KOMITOHEHTA.

AHaJi3 TOPMOHAJIBHUX T€HIB MOKa3ye, Mo iHoai 6araTto abCOMIOTHO Pi3HUX OUIKIB KO-
JYIOTBCSL OTHUM 1 TUM ke TeHoM. OTHUM 3 HaiOUIbIl BUBUEHUX € T€H MPOOMiOMEIaHOKOPTUHY
(ITOMK). Pa3om 3 HYKJICOTHIIHOIO TMOCITIOBHICTIO, sika BiAmoBigae koptukorpominy (AKTI),
IIeil TeH BKJII0YA€ MOCIIIOBHOCTI, IO KOAYIOTh PSJl HEBEIUKUX MENTHIHUX TOPMOHIB, a came o-,
B- 1 y-menanotpornin (MCT), B- 1 y-minorponin (JITII), B-enmopdiny i meTeHkedaniny (ocTaHHIH
MOJKE€ TaKOXK YTBOproBatucs 3 B-eHnopdiny). [IporopMoHoM Uit BCKOTO LIBOTO CIMEHMCTBA € TaK
3anuil mominpotein [IOMK. Curnam mpo Te, SKWW TENTH] TOBHHEH OYyTH OTPUMaHHMM 1
CEKPETyBaHUN 3 HBHOTO, HAAXOJIUTH 13 CUCTEMHU PEryJALii MiCii 3aBEpLICHHS CHHTE3Y NaHOTO
npenporentuay. HaiOoinpir BakKJIMBUM  TPOIYKTOM, sKuK BuUBIBbHAETHCS 3 IIOMK, €
KOPTUKOTPOITiH.

Jlerpanaris meNTUAHUX TOPMOHIB YacTO MOYMHAETHCS BXKE B KpOBi 200 Ha CTIHKaX Kpo-
BOHOCHUX CYJMH, 0COOJIMBO IHTEHCHBHO II€H TIpoIleC iie B HUpKax. JlesKi menTuau, 1o MiCTATh
IUCyNb(iaHl MICTKH, HaNPUKIAJ 1HCYJIiH, MOXKYTh 1HAKTHUBIIBATHUCS 3a PaXyHOK BiJHOBJICHHS
3aJUILIKIB [UCTUHY. [HII O1TKOBO-NIENTHAHI TOPMOHH T1IPOMI3YIOTECS €K30- Ta €HAONpOTeiHa-
3aMH (TEeTTHIa3aMu ).

[IpoTeomni3 Bexe 10 yTBOpeHHs Oe3miui ()parMeHTiB, A€SKi 3 HUX MOXYTb MPOSBIATH Oi-
OJIOTIYHY aKTHUBHICTh. barato OUIKOBO-TIENTHIHUX TOPMOHIB BHAAISIOTHCS 3 CHCTEMH
UPKYJALIT 32 paXyHOK 3B'S3yBaHHS 3 MEMOpaHHMM pPELENTOPOM 1 MOJANBIIOr0 CHIOLUTO3Y
rOPMOHAJIFHO-PEIENITOPHOTO KOMIIEKCY B Ji30coMax. Il KiHIEBi MPOTYKTH — aMiHOKMCIIOTH
3HOBY BUKOPUCTOBYIOTBCS SIK CyOCTpaTH B aHAOOJIYHUX 1 KaTaOOJIIYHUX MpOoLecax.

INapodineHi Ta ninodinpHI TOPMOHW MArOTh PI3HUHM HAIIBIEPiOJl ICHYBaHHS: KiJbKa
XBUJIMH 200 TOAUH — JJIs T1IAPOQIIBHUX TOPMOHIB Ta KiJIbKa TOJAMH a00 IHIB — AJis TiNOo(IIbHUX.
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BioximMiyHMi HamiBIEpio TOPMOHIB 3aJIEKUTh Bl aKTHBHOCTI CUCTEMH 1X Jerpaaamnii. Bruis Ha
JlaHy CHUCTEMY JIIKapChKUX TperapariB a0d0 IMONIKOHKCHHS TKAaHWUH MOXXE BUKJIMKATH 3MIHY
MIBUJIKOCTI PO3MAaay, a OTXKe, 1 KOHIIEHTPAIlil TOPMOHIB.

lgpodinbHi TOPMOHM [JIIOTH Ha KIITHHU-MIIIEHI 3a pPaxyHOK 3B'S3yBaHHS 3
pelenTopoM Ha IUIa3MaTHYHIA MeMOpaHI Ta yd4acTi BTOPHHHUX BHYTPIITHBOKJIITHHHUX
nocepeHUKiB. Hikde mpeacTaBieHi cXeMHu aJeHUIATIIMKIA3HOTO Ta IHO3UTOJILHOTO MEXaHi3MiB
nepeadi ropMOHAIBHOTO CUTHATY.
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TEMA: MexaHni3m fii Ta BIJIMB HA 00MiH Pe4OBUH CTEPOITHMX Ta
THPeOoiTHUX ropMoHiB. CuHTe3 i PpyHKUil eiiko3aHoInIB.

CrepoinHi TOpMOHH, MOXiJHI BiTaMiHIB rpynu D, a Takox HONTHUPOHIHU (3aiiMaloTh
MPOMIDKHE TIOJIOKEHHS MK CTEpOiZaMH Ta BOJOPO3YMHHMMH TOPMOHAMH) 3/1aTHI MPOHUKATH
yepe3 JIMiAHIA Oimap Iuia3MaTH4yHOi MeMOpaHM KIITHH, TOMY CBOIO MiI0 TPOSBISIOTH 3a
JIOTIOMOTOF0 ITMTO30JILHOTO MeXaHi3My. CrernudidHi pernenTopyd CTEPOiTHUX Ta THPEOITHUX
TOPMOHIB MICTSITBCS B IIUTOIUIa3Mi KIIiTHH-MilIeHed. Bonu € 6inkamu 3 Mum 50-190 k/la, marothb
BHUCOKY CITOP1THEHICTH JI0 CBOTO TOPMOHY 32 PaXyHOK CTepeocnenn(iaHOCTi.

MonexkynsapHAid MeXaHI3M il CTepPOiMHMX 1 THUPEOITHUX TOPMOHIB peajli3yeThCs 3a
PaxyHOK TOCHIJOBHOCTI TaKuMX KIITHHHUX Ta OlOXIMIYHMX peakliii: MPOHUKHEHHS TOPMOHA B
KIITUHY — B3a€EMOJIiI TOPMOHA 3 IIMTO30JBHUM PEIENTOpPOM 31 3MiHOI KoH(opMarii
OCTaHHBOTO Ta 3HUXCHHS CIOPITHEHOCTI N0 OUIKIB-IIANEPOHIB, SKi BiI €IHYIOTHCS BiJl
KOMIUIEKCY TOPMOH-PELENITOP —>  YTBOPEHHS TOPMOH-PELENTOPHOTO KOMIUIEKCY —
TPAHCJIOKAIlii TOPMOH- PELUENTOPHOTO KOMIUIEKCY B SAPO — B3a€EMOJis KOMIUIEKCY 3i
crnenudiuaoro nimsakor JIHK xpomatuny (enxancepom abo caijieHCEpoM) — 3pocTaHHS (Tpu
B3a€MOJIl 3 €HXaHcepoM) abo 3HIKEHHS (IpU B3aeMOAIl 3 caiiJieHcepoM) JOCTYIHOCTI
npomotopa st PHK-momimepasu — 30iibimeHAs (a00 3MEHIICHHS) MBHAKOCTI TPAHCKPHUIIIIIT
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MPHK — 30inpmieHHs (a00 3MeEHIIEH- Hs) IIBHAKOCTI TPaHCIALIi — 3MiHA KUIBKOCTI
dbepMeHTHUX O1JIKIB, SIK1 peai3yloTh JIiF0 TOPMO- Ha. 3a3Ha4YeH] €Tany MoKa3aHl Ha CXeMi HIDKYE.

B3aemopnis 6inkoBux penentopiB ropmoHiB 3 JIHK BigOyBaeThcsi B MEBHHX MiCIISIX
IPOMOTOPHHX JIUISHOK T€HOMY, IO 3HAXOMATHCS Nepes caTaMu iHiIiamii TpaHcKkpumnii (mpuo-
Tu3HO 3a 250 HYKJICOTHIIB) 1 PETYNIOIOTh €KCIPECIO BiJIMOBIIHUX, PO3TAIlIOBAaHUX HA BIJICTaHI,
TCHIB.

Hinsaku JITHK, sKi MOXyTh B3a€EMOAIATH 3 JOMEHaMU TOPMOHAIBHOTO pelenTopa, Ma-
I0Th OyoOBY MaJiHAPOMIB 1 CKIQJAIOTBCA 13 cHemu@iYHUX Ui KOXKHOTO pEeLenTopa
HYKJICOTHIHUX TTOCITIIOBHOCTEH 3 6 map HyKJICOTHUIIB.

VY B3aeMoJlii CTEPOIAHUX 1 TUPEOIAHUX pelenTopiB 3i cnenudpiyaumu ai-nsakamu JJTHK
OepyTh yd4acTh MEBHI AUISTHKA PEIENTOPHHUX OUIKIB, SIKI MalOTh OYJOBY «IIMHKOBHX IaJIbIIIB
(micTaTh Oinst 20 aMiHOKMCIIOTHUX 3alIMIIKIB, B SIKUX 10HU IUHKY 3B'S3YIOTHCS TIEPEBAKHO 3
JIBOMa 3aJIMIIKAaMU [UCTEIHY Ta JBOMAa 3aJHMIIKaMU TICTUJIMHY) Ta TIOOYISpPHUX Zn-BMICHUX
JIOMEHIB, BIACTUBUX OlIKaM, 110 BUCTYMAIOTh SIK PEryJIATOPU TPAHCKPHUIILIIL.

OTxe, Ha BIAMIHY BiJ OLIKOBMX TOPMOHIB, IO CIPUYMHIOIOTH aKTHBalLil0 (EpPMEHTIB, I Ha

. Penerrrop I
TJ-<] @
Topmon
Topmon -
P eLIeITODHIE
ARTABYBATT 151

AAHTHRORAHHE
TOPMOH -pPEIeIrTODHHA
HOMITTEHC

Honi Gimoz
(chbepmerTH )

o A

KJIITHHUA-MIIIEH] CTEpPOiAHUX TOPMOHIB MPHU3BOAMTH 1O CTUMYJALIi OIOCMHTE3Y HOBHUX
(dbepMEeHTHUX MOJIEKYJT 3a paXyHOK aKTHBAIlii mporieciB Tpanckpuriii ix M-PHK.

[Tpoctranoinu (MOXiAHI TFIMOTETHUYHOI MPOCTAHOBOI KUCIOTH) — 1€ rpyna (i3iogoriqHo
AKTUBHHUX PEUOBHH, IO YTBOPIOKIOTHCS B OpPraHi3Mi (pepMEHTATHBHHM IUIIXOM 3 JICSIKUX He3a-
MIHHUX MOJTIHEHACHYEHUX BUIIUX KUPHUX KHUCIIOT, SIKI MICTATh BYTJICIIEBUI JaHIIOT 3 20 aToMiB
KapOOHY — JIroMo-y-JiHOJICHOBOI (eifko3aTtpieHoBoi, 20:3), apaxiJioHOBOI (€MK03aTeTpacHOBOT,
20:4), TiMHOIOHOBOI (eiiko3aneHTacHoBO, 20:5). Jlo IPOCTaHOIAIB BiTHOCITHCS MPOCTATIAH M-
HU, TPOMOOKCAHU Ta MPOCTAUKIIHU. B CTpyKTypi MOJIEKyJT BCIX IUX PEYOBHUH € ITUKIIYHI ¢pa-
rMeHTH. Pa3om 3 TiHIHHUME JIEHKOTpiEHAMH Ta NESKUMH 1HIIUMU MPEICTaBHUKAMH, SIK1 TEX CH-
uresyothest 3 C-20 IMTHXK, mpocranoinu BXOaATh 10 Kjacy €iko3aHoimiB (6i0 epeyvk.
«elKOGW»— IBAUATE). IX Mepion MiBKUTTSA HAI3BHYANHO KOPOTKHUIA, TOMY e()eKTH BOHH UMHSATH
SK «TOPMOHHM MICIIEBOT Jii», BIUTMBAIOYM HAa META0O0II3M KIIITHH, IO iX CHHTE3YIOTh, 3a ayTOK-
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PUHHUM MEXaHI3MOM Ta Ha OTOYYIOYl KIITHHU — 33 MapakKpUHHUM MexaHi3MoM. bionoriuni ¢pyH-
KIIi efKo3aHOIiB peani3yloThess B HAA3BUYAMHO HU3BKMX KOHLEHTpalLisX — 6mmsbko 101 M/,
Eliko3aHoinM 1HAaKTHBYIOTHCS MPOTATOM JEKUIBKOX CEKYHJ B Pe3yJbTaTi BITHOBJICHHS TMOJIBIi-
HUX 3B’S3KIB 1 OKHCIICHHSI T1APOKCUTPYI B iX MOJEKyJaX. 3aBIsSKH IIBUAKOMY PYHHYBaHHIO Ja-
JBHICTH Ta Yac J1i eliko3aHoimxiB oOMexeHa. HaltyacTimmm nomnepefHUKOM eHKO03aHOINIB € apa-
xigonoBa (20:4) kucmora, ToMy MmO ii BMicT B ckiaai (ocdomnimiiB mia3MaTHIHUX MEeMOpaH
KJIITUH OpPTaHi3My JIFOJIMHY 3HAYHO OLTBIINH 32 IHIUX. Y BUIbHIN (OpMI B KITITHHAX 11 MICTUTHCSA
nyxe Majo. 3BUIbHAEThCS 3 (hocdomimigHoro Oimapy MemOpaH mpu il acouiifoBanoi 3 MmeMOpa-
HOtO docdominazu A2 (piame — pocdominazu C) y BiAMOBIAb HA NMEBHI CTUMYJIU. B MeHmIii Ki-
JBKOCTI JIIs1 CHHTE3y €MKO03aHO11iB BUKOPUCTOBYIOThCS JIBi iHIII 3a3HaveHi Buie C20-ITHXK.

Ha3Bu eiik03aHOiIiB 3aBK/IU CKIAIal0ThCS 3 YOTUPHOX CUMBOIIIB: JIBi JITEPH, sIKI TO3HAYAIOTH JIO
SKOT TPy €WKO3aHOIMIB BIIHOCUTHCA JIaHA PEYOBWHA, Jaii e 1€ OJHA 3 JITEep aHTIIHCHKOL
MOBH (B 3aJIe)KHOCTI BiJ OynoBH 1 (yHKIIIT), a MOTIM iHAEKC, IO MOKa3y€e KIIbKICTh MOABIHHUX
3B'SI3KIB B MOJIEKYJIi. B 3aJIe)KHOCTI Bijl BHXIJHOT KUPHOT KHCJIOTH BCl €MKO3aHOIIU MIISATH HA

TPU TPYyNH:

CPRTERIMhHE MOE Y

PEDFMP \rvim

. o harmaET i HoIrTTT
FocthoTEAEmOm iH FEhocdEr I'H:Etﬁpiiﬂ
SPochamimia A;
Ca'* $ochonimeia C

=
- - \H
@—\— —o-""H-- x"""\-a—._ —_

ApanpEcE @ @ 1,2- [ianemrmine pon
EACIOTA

DAL
FimEIa
A panpEoms MAT
ERC AOTE
MﬁFﬂimaJ
A pan ppHEoER
KR A0Ta
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e Mepiia Tpyma YTBOPIOEThCS 3  EHKO30TPIEHOBOI KHUCJIOTH, SKa 3/aTHa
YTBOPIOBATHUCS B KIIITUHAX TPH MOJOBKEHHI JiiHONeBoi kucimotu (18: 3). s
i€l TPy BIAMOBITHO O YWCJIA TO- ABIMHUX 3B'SI3KiB MpOCTarfJaHAWMHAM i
TPOMOOKCAaHOM TPUCBOIOETHCS 1HIEKC 1, TEHKOTpieHaM — 1HJEKC 3, HANPUKJIIA],
PgE1L, Pgll, TxA1, LtA3.

e Jpyra rpymna (Haidacrima) CMHTE3yeThCcs 3 apaximoHoBoi kuciotu (C20:4), 3a
TUM JK€ TIPABWJIOM €WKO3aHOiIaM Ili€i TpyNu MPUCBOIOETHCS 1HIEKC 2 abo 4,
nanpukian, PgE2, Pgl2, TxA2, LtA4.

e TpETs Tpyma YTBOPIOETHCS 3 TiMHOAOHOBOI kucimotu (C20:5), 3a uwuciom
MOABIMHUX 3B'SI3KIB 11 TPEACTaBHUKAM TIPHCBOIOIOTHCS 1HAEKCH 3 abo 3,
Harnpukiaga, PgE3, Pgl3, TxA3, LtAS.

B pesxux Bumagkax M0JaTKOBO 3aCTOCOBYIOTH JIITEPH T'PEIbKOro andasiTy, MO3HAYAI0-
YW IEBHUM 130Mep.

Po3nonin eiiko3aHOiMiB HAa TPyNMu Mae KIIHIYHE 3HAYCHHS, TaK SK iX aKTHUBHICTh
0e3mocepeIHbO 3ANEKHUTDH BiJl UACIA MOABIMHUX 3B's13KiB. OCOOIMBO SICKPABO i€ MPOSBISAETHCS
Ha MPUKIAI MPOCTAIMKIIHIB 1 TpomMOokcaHiB. Y mpocranukmifiB Big Pgll mo PgI3 3pocrae
aHTHar- peraiiiiHa 1 Ba30JIWJIATaTOpPHA AaKTUBHICTh, a y TpomOokcaHiB Big Txl mo Tx3
3HIKYETHCS TTPOa- TperaiiiHa i BA30KOHCTPUKTOPHA.

[Ipocrarnanauau ABISAIOTH €000t 20-ByrieneBi >KUPHI KHUCIOTH, IIO MICTATh 5-
ByTJIenieBe Kinblie. JloBkrHA O1YHUX JIAHITIOTIB B OLIBIIOCTI MPOCTAarjiaHIuHIB cKiamae 7 abo 8
ByrieneBux aTtoMiB: OKpeMi iX NMpeICTaBHUKH PO3PI3HAIOTHCS HASBHICTIO Ta PO3TAIlyBaHHSAM
KETO- a00 T1IPOKCUIIBHOI TPYNH B KUIBII YK O1YHOMY JIaHIF031, Oy/10BOIO O1YHMX JIAHITIOTIB, Has-
BHICTIO B HAX MOABIHUX 3B’ SI3KiB.

BusiBneHo mricTh MepBUHHHUX MPUPOIHUX MPOCTArIaHAWHIB, TpU 3 HUX cepii E (ether-
soluble) i Tpu - cepii F (phosphate-soluble). ITpocrarnanaunau cepii E mictate B mosoxeHHi 9
KeTo-Tpyniy, a cepii F — rigpokcurpymy. BuaineHo Takox Jekiibka BTOPUHHUX MTPOCTarjiaHau-
HiB, SIKi IPEJICTABIIAIOTH COO0I0 MPOIYKTH €H3UMATUYHOTO IIEPETBOPEHHS IEPBUHHHUX.

WNANAN - COOH

=

OH
lpocratimigpm I

e WCODH

O
pu

[pocrarmanmn B,
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TpomOoOKcaHu 1 TPOCTAIMKIIHK € TMPOAYKTaMH €HAOMEPOKCUIAIll BTOPUHHUX
npocTariaianHiB. TpoMOOKCaHM YTBOPIOIOTHCS B TPOMOOIIUTAX 1 Micisl BUXOAY B KPOB'STHE
pyclio BU- KIHKAIOTh 3BY)XKCHHS KPOBOHOCHMX CYAMH 1 arperamito TPOMOOIIUTIB.
[IpocTanukiiHu YTBOPIO- IOThCS B CTIHKAX KPOBOHOCHUX CYJUH 1 € CHJIIBHUMH 1HT10iTOpaMu
arperaifii TpomOoruTiB. Ta- KUM YMHOM, TPOMOOKCAHU 1 MPOCTAIIMKIIIHA BUCTYNAIOTh SIK
a"taronicTi. Tomy iX CHiBBiIHO- IIEHHs 6arato B YOMy BH3HA4a€ YMOBH TPOMOYTBOPEHHS

Ha TTOBEPXHI CHIOTEIIIO CYIUH.

TpoMOOKCaHH MiCTSTh y CBOil CTPYKTYpi 6-4leHHMH KMCEHbBMiCHMI HMKI. Ix
akTHBHA (popMa — TPOMOOKCAHU A — B TETEPOIUKIIYHOMY KUIBI[I MalOTh BHYTPIIIHINA aTOM
kucHIo. [Ipoc-Tauukininu (y MOpiBHAHHI 3 MPOCTarjJaHIMHAMU) MAIOTh

JIOMaTKOBY  BHYTPIIIHIO  ITUKIIYHY  KHCHEBY
CTPYKTYpY, KOHACHCOBaHY 3  OS-BYIJICIEBUM
KIJIBIIEM.

1
OH
Tposmborcan A,

[Tepmmit eTan cuHTE3y MpOCTArjaHIUHIB
ka- Ttamizye PG H2-cuHraza, ska Mae [1Ba
KaTaTITHYHUX UEHTpU (IUKIOOKCUTEHA3HUU 1
nepokcunasHui). Il 3a3Buuaii  HA3MBAIOTH
UKIIooKcureHas3oro. Lleit gep- MeHT mpescTaBiise
c00010 AUMEp TIIIKOMPOTEIHIB, 10 CKJIAIA€ThCS 3
IIEHTUYHUX IMOJMIIIENTHAHNAX JIaHIIoriB. BiH Mae
rigpodoOHuil JOMEH, 3aHypEHUH B JIITIIHUNA Iap
memOpan EIIP, i karaniTuyauii 1OMeH, OBEpHE-
HUW B HOTO TMOPOXHHHY. B akTHUBHOMY IEHTpI
[IUKIIO- OKCHI€HAa3W 3HAXOIWTHCS TUPO3HUH, a B
aKTUBHOMY LEHTp1 TMEpoKcHaa3u — TeM. B
opramismi € jasa Tunu UMKIookcurenas (PGHe-
cunrta3). llukmookcurenasza I — KOHCTUTYTUBHUU
dbepMeHT, 10 CHHTE3YETbCS 3  IOCTIHHOIO
[IBUIKICTIO. Cuures  nukiookcurenazu Il
IHIYKYETHCS BIMOBITHUMU MEIIaTOpaMH — ITUTO-
KiHaMd. BiH 30UIbIIyeThCS TpU  3alajeHHI.
O6uaBa THUMHM IUKIOOKCHUTEHA3 KaTali3yIOTh
BKJIIIOYEHHST 4 aTOMIB KHCHIO B apaxifOHOBY
KHUCJIOTY 1 (pOpMyBaHHS M'SITUWICHHOTO KUTBIS —
YTBOPIOETHCS HecTablmpHA
rigponepokcuanoxigna — PG Go. INiaponepokcuy
Oins  C15 1BHIKO  BiJHOBIIO-€THCA  JO
T1IPOKCUIIBHOT rpynd  IEPOKCUAA3010 3
ytBopeHHsiM PG Hpo. [lo yrBopenns PG Hz mumsax
CHHTE3y  PI3HMX  THUIIB  MPOCTarjaHIuHIB
onnakoBuii. Ilomanpmn mneperBopenHss PG H»
creru-

00C

=
OH OH
Npocrawmkain (PGL)

N COCH
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PIVETIH
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¢iuHI UIA KOXKHOTO TUITy KIITHH. Tak, B TpoMOOUMTaX IMij| BIUIMBOM TPOMOOKCAHCHHTA3U 3
PG H2 yrBOproeTbcst TpoMOOKCaH A2z, KM BOJIOJIE€ TOTYXHOIO CYANHO3BYKYBAJIBHOIO JII€IO,
a B KJIITUHAX €HJOTEJII0 — MPOCTAUKITIH 2, SIKMI PO3IIUPIOE CYTUHHU.

[TigBuimeHHsT TeMmepaTypu TNPH psli 3aXBOPIOBaHb IOB'SI3aHE 3 TMOCUJICHHSAM
CHUHTE3Y TPOCTarjaHAWHIB 1 MOPYIICHHSAM IIEHTPY TepMoperymsmii. Jleski Jikapchbki
npenapaTy MpUrHi- 9yI0Th CHHTE3 MPOCTATJIaHINHIB, sIKI aKTUBHO YTBOPIOIOTHCS Y BOTHUIIT
3anajeHHs 1 € eeKTUB- HUMH JiraHgamMu OONBbOBUX peuenTopiB. Tak, KOPTHKOCTEpOinu
1HT1I0yI0TE epMmeHT (ocdomina-3y A2 1 ToMmy € OUTbIl €hEeKTUBHUMHU MPOTHU3ATATBHIMHI
3acobamMm, HDK aleTWICATIIIoOBa Kuc- JoTa abo I1HJoMeTanuH - iHTi0iTOpU
[IUKJIOOKCUTEHA3H, 10 0e3MocepeIHh0 KaTali3ye CHHTE3 MPOCTarjaHANHIB 3 apaxiJJoHOBOT
KHCIIOTH.

JleHKOTpieHU TaKOXX CHHTE3YIOThCS 3 €MKO3aHOBHX KHCJIOT, OJJHAK, HA BIIMIHY Bif
pO3- TISHYTUX BUILE €WKO3aHOINiB, B iX CTPYKTYpi BiACYTHI
IIMKJIA 1 BOHU MaIOTh 3 CIIPsDKEH1 TOIB1H-

HI 3B’S3KM  (3BIOKM  Ha3Ba  <«JICHKOTPIEHY).
YTBOpeHHs JIEHKOTPIEHIB BiJOYBAETHCS TIEPEBAKHO
y KJIITHHaX Kpo- Bi — JIGHKOIMTaxX PI3HUX KJIACIB,
TpoMOoOIIMTax, Makpo- ¢arax, 10 BigoOpaxkae
MPOBIJIHY POJb JICUKOTPIEHIB B

peakIiisix 3amajeHHs, 3ropTaHHI KpOBi, ajepriiHux 1 iMyHHUX mnpouecax. Ilix niero
(depMeHTY JTIMOOKCUIeHa3! Ta MOJIEKYJIM KUCHIO apaxiJJOHOBa KUCJIOTa OKHCHIOETHCS 0 5-
rigponepokcueriko3areTpacHoBoi kuciaotu (S-ITIETK) — meraGomiuHoro mnomepenHuka
010J10Ti- YHO AaKTUBHUX JIEHKOTpi€HIB. B 3aneHOCTI BiA THIYy KIITHH JIMOOKCHTCHA3H
JIIIOTh HA apaxifio- HOBY KHCIOTY B PI3HHX TOJOXKEHHsIX. Tak, Hampukiaa, B
noMIMOP(QOHOSAEPHUX  JICUKOLIUTAX MICTUTBCS B OCHOBHOMY DS-JIIIMOOKCUTEHA3a, B
TpoMmbonuTax — 12-miMmooKcureHasa, B €03u- Houiax — 15-mimookcureHasa.

LTB,

Biosoriuni ¢pynkuii eliko3aHoiniB

Eiikozanoigu | Jlokamizaris Bionoriuga akTUBHICTH
. ) Posmupenns cyanH, po3ciaOieHHs TIIagKUX M A31B, CTH-
GLIEIIICTE Tia- M JI}ILIiI:I HOHOZ?BOT, II)[iHJILHOCTi iui I/IFIi[i‘-IeHHH Mil“’ arii
III'E> HHH, 0COOJINBO Y . . > 1P . P
- nimponutis, posideparii T-kmiTuH, arperaiis TpomMO0-
p LIUTIB
F OUTBHIIICTHh TKA- | 3BYXKEHHS CYJIUH, OPOHXO — 1 BA30OKOHCTPHKIIIsI, CKOPO-
20 HUH YEeHHS TIaJKUX M'S31B
D KIITUHH T71aa- | Po3mmpeHHs cyauH, 3HWKEHHS arperaiii TpOMOOITUTIB 1
3 . N .
KHX M S31B JIEHKOIINTIB
cepie, eHJIo- . )
o Posmuproe cyannam, monepepkye arperaiiro TpoMOOIUTIB,
II'T2 TEJU Cy-UH . . o
niaBUILye piBeHb TAM® y KIiTHHI
CtuMyIIroe arperariro TpoMOOIIUTIB, 3B € CyOUHH 1
TXA, TPOMOOLIUTH Y peran P 1 » SBYAKYE CYII
OpoHXH, Y KIIITUHAX 3HIKYE YTBOpeHHS TAM®D
MOHOIIUTH, Tpa- | [HIyKye XeMOTaKCuC 1 arperaiito JeHKOINTIB, BUBUIbHEH-
JITB4 HYJOLMTH, KJIi- | HS JII30COMAIBHUX (DEPMEHTIB JICHKOIUTIB, OCUIIIOE TPO-
THHU €MITENi0 | HUKHICTh CyJUH

100



PosmmproroTe cyauHu 1 30UTBIIYIOTH 1X MPOHUKHICTH,
BUKJIMKAIOTh ClIa3M OPOHXIB, € KOMIIOHEHTaMH "TIOBUIBHO
pearyrouoi" cyocraniiii anaginakcii

JITC4, JITDa4, JICHKOILIUTH,
JITE4 Makpodaru

JIEKIISA Ne 12
TEMA: BioximiuHi ¢pyHKIii me4iHku Ta iX nopymeHHsi. CHHAPOMH ypasKeHb NMeYiHKH.

I'onoBHi pyHKUil nevwiHkm:

1. TpaBna — 3a0e3nedeHHs eMyJbIyBaHHS JKMPIB, aKTHBalis ()EPMEHTIB iX Tix
poizy

2. Po3nozinbHa — po3Moia HyTPi€HTIB, AKi BCMOKTAIUCH

3. bap’epHa — BUBEJICHHS 3 KOBYIO IIPOLYKTIB METa0OIII3MY

4. AHTHOKCHMIAHTHA, NETOKCHKAIIHA — 3HEIIKOMKEHHS BUILHUX PaJUKaliB, TOK-
CHHIB, a30TUCTUX MPOIYKTIB PO3IICIUICHHS OUIKIB, aJIKOTOJIIO

5. Merabosiuna — NpoBiaHa posib B METaboMi3Mi: BYIJIEBOMIB, OUIKIB, kKHUPiB,X0-
JIECTEpUHY.

Ilopywienna 6y2neeoonozo o06miny npu ypakeHHI NEYIHKH IOJIATa€ B 3MiHITa-
KHX TPOIIECIB:

1) posuienenns i CHHTE3y TTiKOTeHy

2) OKUCHEHHS TJTIOKO3H

3) rnikoHeorenesy

4) nepeTBOpPeHHs ranakTo3H i HPyKTO3U B ITIOKO3Y

5) yrBOpeHHs IIOKYpOHOBOT KHCIOTH.

i mopymeHHs: MOKYTh MaTH HaOyTHUH 1 CIIAAKOBUNA XapakKTep.

OCHOBHUM MEXaHI3MOM BHUHUKHEHHS IIMX TOPYIIEHb € 3HIKEHHS aKTUBHOCTI
(dbepMeHTIB, 10 KaTali3ylOTh Pi3HI JIAHKW BYTJIEBOJHOTO OOMiHY, BHACIIJOK 3MEH- IICHHS
CHHTE3Y iX mpu OIJIKOBOMY TOJIOIyBaHHI, Je(iluTi eHeprii y 3B'SI3KYy 3 TINOKCI€IO,
VIIKO/DKCHHI ~ MITOXOHAPIA  TemaroIuTiB, CHNaJKOBUX  (epMmeromarisx, po3- Jajui
HEHpOryMOpanbHOI peryisLii ByriieBOAHOTO OOMIHY.

[TopyiieHHs1 BYTJIEBOJAHOTO OOMIHY HPOSIBISIETHCS PO3BUTKOM 2enaAmO2eHHOT 2ino-
2niKkemii, CIaJKOBUMM 3aXBOPIOBAHHSMH — 21iKO2EHO3aMU, 2A1AKMO3EeMi€l0, (pyKkmo-
3emicro uu pykmo3sypiero. I'inoraikemiss 3yMOBJI€HA 3MEHIICHHSIM BMICTY TJIIKOTCHY B
MEYiHIll, 3HIKEHHSIM TJIIKOT€HOMNI3y (Hampukian, mpu riikoreno3ax Iipke 1 I'epca) Ta
TIIiKOHeoreHe3y (MpH aJIiCOHOBIM XBOpOOi, KOJW TMAaJa€e CEKpellis TIIKOKOPTHUKOIIB).
3HWKEHHS BMICTY IJIIKOT€HY B TEUiHI[l CIPUYMHIOE OCHaOIeHHs i1 3HEHIIKOKYBaIbHOT
(GbyHKIII1 BHACTIIOK TOPYIIICHHSI IEPETBOPEHHS TIIKOTEHY B TJIFOKYPOHOBY KHUCIIOTY.

XapakTepHUMU O3HAKaMU HOPYUIEHHA JIniOHO20 00MIHYy TIPU 3aXBOPIOBAHHIX
MIEYiHKH €:

1) nedextu posuienneHHs i BCMOKTYBaHHS KHpiB ki B Kumikax (y pasi maTo-
JI0Ti1 )KOBUOTBOPEHHS 1 YKOBYOBUIUICHHS Y 3B'SI3KY 3 1€(IlIUTOM KOBUHUX KUCIIOT)

2) mopylleHHs CHHTe3y i OKMCHEHHs TpHIiNepunis, docdomnimiais, imompo-
TEiiB, XOJECTEPUHY

3) 36inblIeHe yTBOPEHHs KETOHOBHX TiJl.

Poznan sxupoBoro oOMiHy B TEUiHIII CHPUYHHIOE PO3BUTOK MHCUPOBO2O 2ene- HO3Y
(xkupoBa nucTpodist, *upoBa IH(QIABTpAIlsl MEYIHKH), MiJ Yac SKOTO B Tremaro- LUTax
HaKOMMMYYEThCS JKUpP 1 BiAOyBaeTbcs audy3He abo OCEpEeNKOBE OXUPIHHSA TECYIHKH.
[IpyunHaMy BUHHMKHEHHS JKHPOBOI'O Tremaro3y € amiMeHTapHi (akrtopu (ro- JOAyBaHHS,
0CO0IMBO OUIKOBE, HECTaya B 1K1 JIMOTPOMHUX PEYOBHH — XOJIHY, METIOHIHY, HAJJTUIIOK

101



BYTJIEBO/IB 1 ’KMPiB); TOKCUYHI PEYOBUHU (QJIKOT0JIb, TE€MATO- TPOIHI OTPYTH — IHCEKTHUIIH]IH,
TETPAIUKIIIH Y BEJIMKUX J103aX); EHJOKPUHHI i MeTa- O0Ji4YHI mopyiieHHs (IIyKpOBUid aiader,
OKUPIHHSA); TIMOKCIis (IIPU HETOCTATHOCTI CEePIls, TUXAHHS).

[Taronoriuai mporecu B mediHIl (TemaTuT, ITMPO3) HEPIAKO CYMPOBOIKYIOTHCS
3MEHIICHHSM YTBOPEHHS ecTepu(iKOBAaHOTO XOJecTepuHy abo0 3HIDKEHHSIM 3arajbHoOi
KUTBKOCTI HOr0 B KPOBI, MOPYIICHHSIM CUHTE3Y H OKHCHEHHS XOJIECTEpPHHY, NIepEeTBO- PEHHS
HOT0 B )KOBYHI KHCIIOTH 1 BUBEJICHHS 3 YKOBYIO.

IHopywennsa 6ink06020 0OMiHy TIpU TIATOJIOTIT MMEYIHKU MPOSIBISIETHCS PO3Ja- JIOM
TaKuX MPOIIECIB:

1) cunresy 6inkis (y Tomy umcii GiIKiB M1a3MH KPOBI)
2) posiiennenHs GiKiB (10 aMiHOKUCIOT, ITyPUHOBMX i MPUMiTHHOBUX OCHOB)
3) nezamiHyBaHHs, TpaHCAMiHYBAaHHS Ta 1eKAaPOOKCHITYBAHHS aMiHOKHCIIOT
4) yTBOpeHHs CEYOBUHH, CEUOBOI KUCIOTH, aMiaKy, ITyTaMiHy (TpaHCIOpTHOi(op-
MU aMiaKy B KpOBi), KpeaTHHY — KiHIIEBUX MPOIYKTiB O1LJIKOBOTO OOMIHY.
Po3pi3HsAI0TH Taki MEXaHi13MHU MOPYIICHHS OLTKOBOTO OOMIHY B MEUiHIII:
. VIIKO/KEHHsI BHACIIJIOK TATOJIOTIYHOTO Tpoliecy (remaTuT, rema-
TO3, IIUPO3, MyXJIHHA, 1IIeMisl) TEYIHKOBUX KIIITHH SIK CTPYKTYPHOTO cyOcTparyaHa-
0omi3My 1 katabomi3My O1IKIB;

. NOPYIICHHST TeHETUYHOI peryisiuii cuHTe3y OUIKIB BHACIIIOK
VIIKOKCHHS CTPYKTYPHHUX T'€HIB, pHOOCOM IUTOIIA3MH 1 TPaHyISIPHOT
. eHI0IUIa3MaTUYHO1 CITKM renatouutiB, aedinury PHK, mo cmopu-

YUHIOE 3MIHY KIJTBKOCTI CHHTE30BaHMX OIJIKIB, YTBOPCHHS aHOMAJIbHUX 32 CBOEIO
CTPYKTYpOIO OLTKIB (HApHKIad, IPU aMiI0ino3i MeUiHKH, CIaAKoBiil adidpuHore-

HeMil);

. nedimuT aMiHOKUCIOT (TIpW OITKOBOMY TOJIOYBaHHI, MOPYIICHHI
NEPETPaBIIOBAHHS 1 BCMOKTYBAHHS OUIKIB y KHILIKAX);

. nedinut eneprii (B pasi rinmoBiTaMmiHo3y, 0COOIUBO AediUUTy MipH-
JIOKCHHY, pubo(IaBiHy; MPH TiMOKCii);

. MOPYIICHHSI HEHUPOTyMOpaNbHOI  peryismii OUIKOBOro oOMiHY
(mampuxisian, npu AedinuTi IHCYTiHY, 3MiHI Ccekpeuii COMaTOTpOmiHy aje-
HOTinodi30M).

Hacaiakom nopyiieHHs 61IKOBOT0 0OMiHY B IEUIHIII €:

1) rinonporeinemis

2) rinep-y-rnoGyniHemis

3) mucnporeinemis 4)remopariunuii CHHAPOM

5) MiJBUIICHHS PiBHS BUIBHUX aMIHOKHCIOT y KpOBiI (aMiHOoAamuaemis) Ta
cedi (amiHOALIUTYPist)

6) 36ibIIeHHS B KPOBi 3QJIHIIKOBOIO a30TY

7) migBuIIEHHA BMIicCTy B KpoBi jeskux (epMeHTiB (amiHoTpaHcdepas, y-
TJIyTaMUITPaHCIIENTH/IA3H Ta iH.).

Ilopywiennn o6miny eimaminie. Pi3HI TATOJIOTIUHI TPOIECH B TEYIHIII MOXYTh
CYIIPOBOJI)KYBAaTUCh PO3BUTKOM TiMIOBITaMiHO3iB, 10 MOKE OYTH 3yMOBJICHO:

1) 3MeHImEHHAM BCMOKTYBaHHS >KUPOPO3UMHHHX BiTaMiHiB (PETHHONY, €pro-
Kanbudepoay, TokodepomiB, GITOXIHOHIB) BHACTIJOK TOPYIICHHS >KOBUYOBUIIILHOT
(GYHKIIT IE4iHKY (BIICYTHICTh 200 HEJOCTATHE HAJXOKEHHS dKOBUHUX KHUCIIOT Y KUIIIKH )

2) mopylIeHHSM CHHTE3Y BiTaMiHiB i YTBOPEHHS iXHiX 6i0J0TiYHO aKTHBHHX (hOopM
(peTuHOIY 3 KapOTUHY, TipuAOKcanb(ochaTy — akTUBHOI (popMmu BiTaMiHy Be Ta iH.)
3) nopymeHHaM nenoHyBaHHs BiTaMiHiB (LliaHOKOGamaMiny, (omieBoi KucIo- TH,
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HIKOTHHOBOI KHCIIOTH TOII[0) TA BUBEACHHS iX 3 OPTaHi3My.

IHopywennsn 00miny zopmonie i d6ionoziuno akmusnux peuosun. Ilpu naro- norii
MEYiHKHM B OpraHi3Mi MOXXYTh BUHUKATH 3MIHH, 3yMOBJICHI HACTYITHUMHU YMHHU- KAMU:

1) nopymenHsM cuHTe3y TOpPMOHIB B HediHNi (B remaronuTax 3 (eHinanaHiHy
YTBOPIOETHCS THPO3UH — TONEPEIHUK THUPOKCHUHY, TPUHOATHPOHIHY, KaTeXOJIaMiHiB) i
TPAHCIOPTHUX OJIKIB TOPMOHIB (TpaHCKOPTUHY, IO 3B's13y€ 90 % TIIiKOKOPTHKOI- JiB)

2) mopyleHHAM iHAKTHBALil FOPMOHIB (KOH'FOTaIlii cTepOiHUX TOPMOHIB 3 TIIIO-
KYPOHOBOIO 1 CIpYaHOK KHCIOTamMH, ()€PMEHTATUBHOTO OKHCHEHHS KaTrexoyami- HiB T[T
BIJTUBOM aMiHOOKCH/1a3, PO3IIEIJICHHS 1HCYIIIHY 1HCYTIHA30¥0)

3) 3HIDKCHHSIM 1HAKTHBallli O10JI0TIYHO AKTHUBHUX PEUOBHUH (OKHCHOTO Jie3aMmi-
HYBaHHS CEPOTOHIHY 1 TiCTaMiHy).

[TopymieHHs iHaKTHBALlii TAKMX TOPMOHIB, K THPOKCHH, 1HCYJIiH, KOPTUKOCTE- POIAH,
aHJPOTEHHU, ECTPOTCHH, MPU3BOANTH 10 3MIHM BMICTY iX y KpOBi 1 PO3BHTKY €HIOKPUHHOI
naToorii. 3HKEHHS Je3aMiHyBaHHs 010J0T1YHO aKTUBHHX PEUYOBHH IPU MATOJIOTI] MEYiHKH
MO>KE IMTOCUIIUTH KJIIHIYHI TIPOSIBH aJIePTii.

IHopywennsn oominy mikpoenemenmie Tipy 3aXBOPIOBAHHSAX TIEYiHKH TMOB'sI3a- HO 13
3MIHOIO:

1) nenonysanus B mewinmi 3amiza (B GopMi GepuTHHY i reMOCHIEpHHY), Mii,

IIUHKY, KOOAJIbTY, MOJIIOICHY, MapTaHI[IO TOIIO
1) cunTe3y TpaHCIOPTHHX OiNKiB MiKpOeNeMEHTIB (TpaHcdepuHy, Lepylo-
TUTa3MiHY)

2) exckpeii ix i3 %0B4IO.

3HUMNCEHHA AHMUMOKCUYHOT QYHKYIi newinku TOB'SA3aHE 3 TOPYLICHHSIM il
MeTabo14HOoi (PYHKIIT — CHHTE3Y CEUOBHHH, B MPOLIEC] SKOTO BiAOYBA€THCS 3HEIIKO- JXKEHHS
aMiaKy, peakIlii OKHCHEHHS (3HEUIKOKCHHS apOMaTUYHUX BYTJICBOJHIB), BITHOBJICHHS
(HeTpamizamist HITPOOEH30.Iy MEPEeTBOPEHHAM HOro B mMapaamiHoge- HOJI), aleTHIIOBAHHS
(3HEMIKO/DKEHHST  CyJb(aHUIaMIIHUX TIperapariB), TiApoii3y (pO3IIEIUICHHs ajIKajoimiB,
CeplEBUX TIIKO3UAIB), KOH'Toramuii (yTBOPEHHs MApHUX CHOJYK 3 TIIOKYPOHOBOIO KHCIIOTOIO,
TTIUHOM, IHUCTETHOM, TaypuHOM 1 3B'S3yBaHHS TaKUM YHMHOM HempsMoro OutipyOiHy,
cKaToiy, (peHoiy, iH10ITy TOLIO).

BuxmtouenHs aHTUTOKCHYHOI (YHKIIT MEYIHKH CHPUYMHIOE PO3BUTOK TIEUIH- KOBOT
eHuedanonarii, fka XapaKTEpU3YEThCS TMOPYIICHHSMH TIICHUXIKH, CBIJOMOCTI, PYXOBHMH
posnagamu (TPEMTIHHS, aTaKCisl, PUTIIHICTh M'SI31B) 1 32 BAXKKOTO Mepediry MOXKe MepenTH B
NEYiHKOBY KOMY.

Iopywenns s3coeuoymeoprosanvHoi (hyHKyii IEIIHKU BUSBISETHCS Y 3011b- MIEHH1
YW 3MEHIIIEHHI CeKPeIIii )KOBYI, SIK TPaBUIIO, 3 OHOYACHOIO 3MIHOIO 11 CKJIamy.

Emionoeia. [lopynieHHs 5KOBYOYTBOPEHHS MOXKYTh CIPUYNHUTH:

1) 3mina HeitporymopanbHOi perysmii

2) animMenTtapHi (akopu (KUpH, S€UHHI )KOBTOK, OINKOBE TOJIOJyBaHHsS) MEsKi
JKapChKW POCIIMHM 1 IpenapaTH (HacTii KyKypyA3ssHUX MTPHUIUMOUYOK, COPOIT TOIIIO)

3) ex3orenni Ta eHjoreHHi (GakTOpH, IO MOPYIIYIOTh €HEPreTUYHMI 0OMiH BOp-
raHi3Mi (TiIOKCisl, IeperpiBaHHs, TiIOTepMisi, OTPY€EHHS I{iaHiJaMH)

4) ypaskeHHs NEYiHKH i )OBYHMX IUIAXIB.

Ilamoeenesz. Jlo MexaHI3MIiB, IO 3YMOBJIOIOTH SKICHI W KIJIBKICHI TOPYIICHHS
YKOBUOYTBOPIOBAHHS, HAJIEXKATh:

1) 3miHa cexpeTopHOi AKTUBHOCTI TeNaTOUTIB

2) nopymenHs peabcopOIlii KOMIIOHEHTIB OBYi y KOBYUHHX NUIAXaX i KHUIIKAX
(TIe4iIHKOBO-KHUIIIKOBUH KPYroooir)

3) smiHu TpaHC- Ta iHTepHEMONAPHOi (ibTpallii JesKMX PEedOBHH 3 KpOBi B
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KaIiJIsipy MEeYiHKH.

Hopywenns sxcoeuosuoinennsn
Emionocia. [lpuanHaMu MOpYIICHHST HAJIXOKEHHS KOBUI B JBAHAAISITHIIATY KHIIKY
MOXXYTb OyTH:

1) MeXaHiIuHa MEepelIKoJa BiTOKY >KOBYI - 3/IaBICHHS YXOBUHUX MUIAXIB 1330BHI
(TyXJIMHOIO TOJOBKM MiJIITYHKOBOI 3a7103H, 3alajieHOI0 TKAaHWHOIO, pyOreM) abo 3a- Ky-
mopka 1i (kaMeHeM, TeJIbMiHTaMH, TYCTOO KOBYIO)

2) mopyleHHs iHHepBallii OBYHMX IUISXiB — Timep- a00 TiMOKiHETMYHA mH-
CKiHe3is (HaNpUKIIaJl, 3MCHIIICHHS YKOBUOBUIIJICHHS MPHU cra3Mi chiHKTEepa MIHMHKH KOBY-
HOTO MiXypa)

3) 3MiHa ryMOpabHOI Perymnsiii sKOBYOBUIiNEHHS.

[Tarodizionoriyal CHHAPOMH, 3YMOBJICHI TOPYIICHHSIM >KOBUOYTBOPEHHS 1 KO-
BYOBHIIJICHHS CYIIPOBOIKYIOTHCS JKOBTSHUIICIO.

Koemanuys (iCterus) — cuHapoOM, 110 BUHUKAE NP 301UIbIICHH] B KPOBI OilTi- pyOiHy i
XapaKTEPU3YEThCS KOBTUM 3a0apBIICHHSIM INIKIpH, CIM30BOi OOOJIOHKHM, CKJIEpH BHACIHIJOK
BIJIKJIAIEHHS B HUX KOBYHHUX IITMEHTIB.

Knacughikayia. 3anexxHo B TNEpBUHHOI JIOKali3alii MaTOJOTIYHOTO Tpolecy i
MeXaH13My BUHUKHEHHSI BUAUISIOTh TaKi BUIH KOBTSHHIII:

1) naoneuinkosy, cupuuuHeHy NifBMINEHOI0 HpPOAYKIi€lo Oimipy6iny, 31e6i-
JBIIOTO Y 3B'SA3KY 3 MOCHJICHHSIM PO3Maay €pPUTPOIHMTIB (reMOJiTHYHA KOBTSIHHIIA), TA
pijiie — 3 MOPYyIIEHHSIM IUIa3MOBOTO TPAHCIIOPTY OiipyOiHy

2) neuinkogy (mapeHXiMaTO3Hy), 3yMOBIEHY TIOPYIIEHHSM  3aXOIUICHHS,
KOH foraiiii Ta eKCKperii OiumipyOiHy remaTonuTaMu BHACTIIOK YIIKOMKEHHS iX T 4ac
PI3HUX MATOJIOTIYHHX TPOLECIB, @ TAKOXK CHAJKOBUX NE(PEKTIB CTPYKTYPH rema- TOLUTIB 1
(dhepMeHTIB, 110 OepyTh y4acTh y MeTa00III3Mi 1 TpAaHCIIOPTi OUTipyOiHY B KIIITHHAX MEYIHKH

3) nioneuinkosy (mexamiumy, o6TypamiiiHy), 110 BHHHKAc HPU 3aTPYyJHEHHI
BIITOKY >KOBHI 11032 IMEYIHKOBUMH YKOBUHUMH IIJISTXaMHU.

Haoneuinkosa sxcoemanuuys

Emionocisa. TlpuurHM BUHUKHEHHS TEMOJITUYHOI KOBTSIHHINI Ti caMi, IO BH-
KJIUKAIOTh TE€MOJIi3 €pUTPOIMTIB 1 PO3BUTOK T€MOJIITUYHOT aHEMI|.

Ilamoeene3. BHAcHiIOK TOCWJIEHOTO TEMONI3y EPUTPOLMUTIB Yy 31pUacTUX peTu-
KYJI0€IOTENONNUTaX, Makpodarax CeJie3iHKH, KICTKOBOTO MO3KY YTBOPIOETHCSI TaKa BEJIHKA
KUTBKICTh HEMPSIMOTo OinipyOiHy, 10 TeNaTOUTH MEYiHKH HE 3[aTHI MOBHIC- TIO BHIIYYUTH
Horo 3 KpoBi 1 3B's3aTh 3  ypUAUHIAUQPOCPOTITIOKYPOHOBOIO KHCJIOTOK (BiHOCHA
HEIOCTATHICTh MEYiHKH). Y KpOBi 30UIBIIYETHCS BMICT HENpsMOro Oimipy- OiHy (Hempsima
rinepouTipyOiHEMisl), KWW HE BUBOAMTHCS 3 CEUECI, OCKIIBKH 3B SI3aHUM 3 aIbOyMiHOM
a3mu. [Ipy reMomiTHYHIN KOBTSHHUIII B MEYIHI, )KOBYHUXIIUISIXaX Ta KUIITKAX CHHTE3YEThCS
HaJUTMIIKOBA KIJTbKICTh TIIIOKYPOHIAIB OUTIpyOiHYy.

Ileuinkosa yscoemanuys

Emionocia. TIpuunHOO BHHUKHEHHS TEYiHKOBOI >KOBTSHHIN €, TEPEayCiM, BIUIHB
¢axTopiB, M0 3yMOBIIOIOTH YIIKOMKEHHS I'emaTonuTiB (1H(EKIis, TOKCUYHI, B TOMY YHCII
JKapChKl PEYOBUHU, BHYTPIIIHHO MEUIHKOBHUI X0JIECTa3).

Ilamoeene3. 3HauHO wYacTille 3MEHIIEHE BHUAUICHHA OUTIpYyOiHY NO€IHYETHCA 3
MOPYIICHHSIM MOTO 3axBaTy, BHYTPINIHbOKJIITHHHOTO TPAHCIOPTY 1 KOHbIoramii. Ta- kuit
MEXaHi3M BHHUKHEHHS KOBTSIHHIII B pa3i YIIKOKEHHS KIITUH MEUYiHKH (Tena- TOLEeToIsIpHa
JKOBTSIHUIISI) 1 BHTPINTHBONEYIHKOBOTO XOJIeCTa3y (XOJeCTaTHYHA KOB- TsHUI). [lpu
TeraToUEeNIONIAPHIA 1 XOJNIECTAaTUYHIA TEYiHKOBIM >KOBTSHHULI PI3KO 3HMKYETHCS CEKpeLis
npsiMOTO OUTIpyOiHY B YKOBY, 1 BiH HAAXOIUTH 3 TATOJOTIYHO 3MIHEHHX T€MaTOLHTIB Y KPOB,
BUHHUKAE TpsMa rinepOutipyoinemis. BogHowyac y KpoBi MiJBHUILYETHCS PIBEHb HEMPSMOTO
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OinipyOiHy - HempsiMa TinepOinmipyOiHeMis, IO TOB S3aHO 31 3HWKEHHSAM HOT0 3axBary,
BHYTPIIIHHOKTITHHHOTO TPAHCTIOPTY ¥ YTBOPEHHS TIIIOKYPOHIAIB O1nipyOiny. [loTpannsHas B
KPOB JKOBYHHMX KHCIJIOT 3yMO- BJIOE PO3BHTOK XOJIEMIYHOTO CHHIPOMY. 3MEHIIEHHS abo
MIPUTTMHEHHS HAJXOJ/DKEH- HS JKOBUl y KUIIKU (TIMOXOJIisl, aX0JIisl) MPU3BOIUTD 0 3HUKCHHS
YTBOPEHHS METa0OMITIB OUTipyOiHy Ta BUIUIEHHS iX 3 KaJIOM 1 ceuero (Ciiu cTepkoOiiny), a
TaKOK TIOSIBU aXOJIIYHOTO CHHIPOMY.

Ilioneuinkosa ycosmanuys

Emionoeis oB’ si3aHa 3 IOPYIIEHHSIM )XOBYOBH/TIJICHHSI.

Ilamoeene3. MexaHi3M TEpPENIKOPKAHHS ~ BIITOKY JKOBUl CIPUYWHSE 3acCTid
(mo3areyiHKOBUI XoJiecTa3) 1 MiJBUIIEHHS THUCKY koBYi moHax 2,7 xlla (270 mm Bom.cT.),
PO3MIUPEHHS 1 PO3PUBY KOBYHHX KAMUISAPIB Ta HAIXOKEHHS YKOBYI MPSIMOB KPOB a0 depes
mimarnyai nuisixu. [losBa KOBYI B KpPOBI 3yMOBIIIOE TMpsiMy Timep- OiripyOiHemiro,
TIePXO0JIECTEPUHEMII0, PO3BUTOK XOJIEMIYHOTO CHHIIPOMY, OUTipy- OiH-eMito (3BiZICH TEMHO-
JKOBTE 3a0apBIICHHS CEUl — «KOJIp MUBA») 1 HASIBHICTh dKOBYHHUX KUCIIOT 1 ceui.

XONEeMIYHIIUN _CHHAPOM, M0 CIOCTEPITAEThCS TPU MEXaHIYHIA 1 TMEYiHKOBIN
(remaTOLEMIONSIPHIA Ta XOJECTAaTUYHIN) KOBTSHHUII, BUHUKAE BHACIIJOK MPOHUKHEH- HS
YKOBYHUX KUCJIOT Y KpoB. BiH XapaktepusyeTbcst Opaaukap/i€ero, 3HIHKSHHSIM ap- Tepi1albHOTO
THUCKY, 110 TIOSICHIOETHCS JI€I0 J)KOBUHUX KHCJIOT Ha PELENTOpH 1 LEeHTp OJIyKarouoro Hepsa,
Ma3ylnrHUd BY30JI Ceprsl 1 KPOBOHOCHI CyauHU. TOKCHYHA i KOBYHHMX KHCJIOT Ha
[EHTPaJbHy HEPBOBY CHCTEMY BUSBIISETHCS 3arajlbHOI0 acTe- Hi€l0, IPATIBIMBICTIO, SKa
3MIHIOETBCS JICTIPECIEI0, COHJIMBICTIO BIEHb 1 OE3COHHSAM YHOYI, TOJOBHUM Oo0JeM,
HiABUIIEHOI0 BTOMIIIOBaHICTIO. [logpasHeHHS dYyTJIMBUX HEPBOBUX 3aKiHYEHb IIKIPH
YKOBYHUMH KHUCIIOTaMH 3yMOBIIIOE CBEpOIHHS MIKIpU. 301TBIIICHHST BMICTY )KOBYHUX KHUCIIOT y
KPOB1 MO’KE€ TPU3BECTH JI0 TEMOII3Y, JIGHKO- IUTOMI3Y, 3UKECHHS 3CIJaHHS KPOBI, MiBUILECHHS
MIPOHUKHOCTI MEMOpPaH 1 pO3BUTKY 3aIlajibHOTO MPOIECY Ha MICIll KOHTAKTY iX 3 TKaHUHAMHU
(HEeKpO3 MeYiHKH, IepU- TOHIT, TOCTPHI TAHKPEATHT).

3a 101OMOT 010 CyJacHUX 010XIMIYHUX JOCTIHKEHh MOJKHA OIIHUTH XapaKTep MaToJIo-
TYHOrO MPOIleCcy B MEYiHII 1 BUAUIMTH HU3KY JIAOOPAaTOPHUX CHHIPOMIB, AKi B1IOOpaXKaroTh
Ypa)KEHHsI TEMaTOIMTIB, MOPYIICHHS MOTJIMHAIBHO-EKCKPETOPHOI Ta CHHTETUYHOI (YHKIIiT
NEYiHKH, CTYIIHb IMyHOTIATOJIOTIYHUX PO3JIAIIB.

1. CHHIPOM HWTOMI3Y, B OCHOBI SKOTO JIGKAaTh MUCTPOdis Ta HEKPO3 TEMaTOIUTIB,
IiABUILIEHHS TPOHUKHOCTI MeMOpaH. XapakTepHi J1abopaTopHi JaHi: MiJBUILEHHS aKTUBHOCTI
AJIT, ACT, JIAI', miaBuieHHs KOHIEHTpallii pepuTuHy Ta 3aji3a B CHpOBATIIl, YaCTO ITiJIBU-
IIEHHS BMICTy OunmipyOiHy 3a paxyHOK mpsiMoi ¢pakuii. MOIHBI KITiHIYHI TPOSIBH: >KOBTSI-
HUIIS, CIa0KICTh, HU3bKa TOJIEPAHTHICTh 10 (DI3MYHUX HABAHTAXKEHb, BAXKKICTH B MPABOMY
niapedep’i, sKka NOCUITIOETHCS MPpH (I3UYHOMY HaBaHTaKEHHI, HEPIJKO 30UIbLICHHS pPO3MIpiB
nevinku. [Ipy BaKKOMY ITUTOITI31 MOYKIIMBE T1IBUIICHHS TEMIIEPATYpH Tijia.

2. CuHApPOM XoJecTasy, B OCHOBI SKOTO JICKUTh MOPYLICHHS €KCKPETOPHOI (YyHKIIT
MEYIHKM BHACIIJOK MEXaHIYHOT MEePENOHHN BIITOKY OBYl a00 BHACIIJOK MOPYIIEHHS YTBO-
PEHHS 1 TPAHCIOPTY >KOBUI MPHU YPAaKEHHI BHYTPINIEUIHKOBUX KOBYHHMX MPOTOKIB. JlaGopa-
TOPHI JIaHi: IMiIBHUIICHHS aKTUBHOCTI B KPOBI JIYXHOI ¢ocdaTazu, ramariyTaMiITpaHCIICTITH-
Na3d, XOJEeCTepUHY, dacTe, ajlieé He OOOB’SI3KOBE IiBUIICHHS pPIBHS KOH IOTOBAHOTO
O1mipy0Oiny. 3pocTaHHs BMIiCTy OUTipyOiHYy Ta 3HM)KEHHSI BMICTY XOJIECTEPUHY TPH XO0JIECTa3l
CBIAYUTH MPO BaKKe MOPYIIECHHs (YHKILIT renaronuTiB. MOXIMBI KITIHIYHI TPOSIBH: IIKIPHHUHA
CBEpOIK, AKUH MOXKE 3 SBJISATHCH 3aJ0BTO JI0 TIOSIBH JKOBTSIHHII, TOPIIiIHA KOBTSHUILIS Pi3HOI
IHTEHCUBHOCTI, 4YaCTO KCAHTEJIa3MH, CYXiCTb, MIrMEHTAIlis BIAKPUTHX IUITHOK ImKipu. Tpusa-
JUH Xo0JiecTa3 Bele 0 cTeaTopei, ManbadcopOiii, AediuTy KUPO3UMHHUX BITaMiHIB, OCTE-
0TI0pO3y, Tinepiinigemii.

3. CHHIOPOM TenaToNeNOIIPHOI HEIOCTATHOCTi, B OCHOBI PO3BUTKY SIKOTO JIC)KUTh
3HAYHE 3HIKEHHS KUTBKOCTI (PYHKIIOHYIOUHMX T€NaTOLUTIB BHACTIIOK (HiOpOTUYHUX 3MiH 200
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MacCHBHOTO HEKpO3y remnarouuTiB. JlabopaTopHi O3HaKM: 3MEHIICHHS BMICTY 3arajlbHOTO
011Ky 1, ocoOnmBO, anbOyMiHy, Tpancdepuny, xonectepuny, I, V, VII ¢akropis 3ropranus
KPOBI, 3HI)KEHHS MPOTpoMOiHOBOrO iHIEeKey. IlinBuienns Oinipy0iny 3a paxyHOK HENpsMOi
dpaxiii cBiIUMTh PO BakKe MopymieHHs QyHKIiT nedinku. KiiHIYHO renaTonentoyisipHa He-
JOCTaTHICTh MOJKE MPOSBISTHCH TEMOPAriYHUM CHHAPOMOM pIi3HOTO CTYIIEHS BHUPa3HOCTI,
HaOpsIKaMH, 3HWKEHHSM M’ SI3€BOi MacH, MOCTIHHOI claOKicTio. YacTo BUSBISIOTHCS O3HAKH
eHnedanonarii, cyoheOpumiTeT (KUIIKOBAa TOKCEMisl, MIKpOOHA TPaHCIIOKAIlisl Yepe3 KUIIIKOBY
CTIHKY B KPOBOTOK). MOJIMBI TeJleaHTieKTa31i, maJbMapHa epiTeMa, T1IlOrOHAINU3M.

4. ImyHO3anaNbHUN CUHIPOM, B HOTO OCHOBI JISKUTh aBTOIMYHHE BPAKCHHS MEYiHKH.
SIK paBUII0, CHHIPOM IOETHYETHCS 3 IIUTOII30M a00 XosiecTa3oM. YacTo BUSIBIISIOTHCS O3HA-
KA IMYHHOTO ypa)KeHHS 1HIIMX OpraHiB, CIUIEHOMeETamis, jJiMdaneHonarTis, cyOhedpumiTer.
JlaGopaTopHi pfaHi: TinmepraMarioOyiiHeMis, MiABUIIEHHS TOKAa3HUKIB OCAJOBHX MpoO,
30inbmenss 1IIOE, mosiBa B KpoBi NMPOAYKTIB Jerpajnanii cnoiay4yHoi TkanuHu (C-peakTuBHUIM
010K, CEpOMYKOiJ Ta 1H), IMOsBa aBTOAHTHUTIJ, 3MiHA KUTBKOCTI 1 (DYHKITIOHAJIbHOT aKTUBHOCTI
T- 1 B-nim¢ouunTiB, miABUIIEHHS PiBHS iIMyHOTJIOOYIIiHIB.

JIEKIIA Ne 13
TEMA: MikpocomasibHe okuciieHs. biorpancdopmanisi kceHoOioTHKIB.
MikpocoManbHe OKHCHEHHS PEUOBUH

Kpim MiTOXOHAPIaTEHOTO OKUCHEHHSI, ICHYE MIKPOCOMAbHE OKUCHEHHS, SIKE
3IHCHIOETHCS (PEPMEHTHUMHU CHCTEMaMH, 1110 JIOKAJi30BaHi B €HI0IUIa3MaTHYHOMY PETUKYITYMi
MEYIHKH, B MITOXOH/IPISIX HAJHUPHUKIB Ta 1HIIUX TKaHUH. EH0MIIa3MaTHYHUI PETUKYTYM Ma€e
JNONPOTEiHY KabII€BY CITKY, SIKa 3HAXOAUTHCS B IuTorasMi. [Ipu romorenizarii Ta
yIbTpaleHTpuyryBaHH1 TKAHUH €HJI0TUIa3MaTUYHUN PETUKYIIYM pO3MadaeThCs Ha OKPEMI,
Npi0Hi, 3aMKHYTI BE3UKYJIH, SIKI OTPUMAJIN Ha3BY MIKPOCOM .

Ha BigMiHy Bl MITOXOHAPIATLHOTO OKMCHEHHSI, B SIKOMY Ba)KJIUBY POJIb BIIITPalOTh
peaxiiii 1eriipyBaHHs, B IKUX MOJICKYJISIPHUN KUCEHb € KIHIIEBUM aKI[EITOPOM EJIEKTPOHIB 1
MIPOTOHIB JIMIIIE /U1 YTBOPECHHS BOJIM, & BUJIIJICHA €HEPTis aKyMyTtoeTbest B AT®, y peakiisx
MIKPOCOMaJIbHOTO OKHCHEHHS aKTUBHUI KHCEHb 0€3110cepeIHbO BKIIIOYAETHCS B PEUOBHHY,
TOOTO BUKOPUCTOBYETHCS SIK TUIACTUYHA peduoBUHA. Mosekynu AT® B 11boMy mporieci He
YTBOPIOIOTHCS, CHEPTisl BUKOPUCTOBYETHCS JIJIsl OKUCHEHHS CyOCTpaTiB.

depMEeHTHI CUCTEMH, JIOKAIII30BaH1 B MIKpOCOMaIbHIN (pakiii 1 37aTH1
BUKOPHUCTOBYBATH MOJICKYJISPHUI KUCEHB JIJISl OKUCHEHHS CIIEIU(IYHIX OPTaHIYHUX CITOJNIYK,
MOUISIIOT Ha JB1 TPYNU: JioKcueeHas3u i MoHookcueenasu. Jliokcurenasu 1o cyocrpary
MPHUETHYIOTH JIBA aTOMU KHCHIO.

S+0,® SOz

MOHOOKCHTEeHA31 Kali3yloTh peakllii, B IKUX y MOJICKYJy OPraHI4HOTO cyocTpary
BKJIIOUAETHCS TUTBKH OJMH 3 IBOX aTOMIB KHCHIO, a IPYTUI BUKOPUCTOBYETHCS JIJIsl YTBOPEHHS
BOJIM: JKEPEIOM aTOMIB BOJHIO JJis yTBOpeHHsI Boau ciy:kutb HAJI®OH», pimme HA JIH>.

S-H+ O,+HAOPH,— S—0OH + H,O + Ao

Jlo peakiiiii, siKi KaTaJIi3yIOThCSI MIKPOCOMaJTbHUMHU (DEpMEHTaMHU, BITHOCITHCS peaKiii
T'1IPOKCUITIOBAHHS, TOOTO BKJIFOUEHHS TAPOKCHIBHUX TPYI Y CKJIaJ MOJIEKYI cyocTpaty. Tomy
MOHOOKCHUTEHA3H Ha3UBAIOTh IIE 2I0POKCUeHA3aMU. AKTUBHUH KHCEHb BUKOPHUCTOBYETHCS IS
IIJIOTO psiAy mporieciB. Bin HEOOXiIHUHN IS T1IPOKCHIIIOBAHHS CTEPOI/IiB 1 IEPETBOPECHHS iX B
010JIOT1YHO aKTUBHI PEUOBUHH, B TOMY YHUCJI1, IJII CHHTE3y TOPMOHIB KOpY HaTHUPHUKIB,
CTaTEeBUX FOPMOHIB.

MikpocomManbHe OKUCHEHHS BIAITPa€e BAXIMBY POJIb Y PEAKITISAX JETOKCHKAIIIT IiJI0T0
Py TOKCUYHUX PEYOBHH, JTIKAPCHKUX MPEMapaTiB Ta MPOAYKTIB iX MEPETBOPEHHS IIUIIXOM
TiIPOKCHUITIOBaHHS. PE4OBUHY MTPH IIbOMY CTAIOTh KpaIlle POZYMHHUMH B BOJIi, MEHIII
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ToKkcMYHUMU. HeoOXiHO 111e pa3 MmiAKPECInTH, 10 POJib MIKPOCOMAIBHOTO OKUCHEHHS MOJISATAE
B T1POKCIIIFOBaHHI CyOCTpaTy, a HE B OKHUCHIOBAJIbHOMY (hoCc(hOpHITYBaHHI.

CyOcTpaTH, 1110 OKUCHIOIOTHCS, Ha TIepIii CTaii B3aEMOAIIOTH 13 OKUCHEHOIO (POPMOIO
nuroxpomy P-450 (Fe®") 3 yropennsm ECK (SH-Fe®"). ITix wac apyroi crazii ECK
BiZTHOBIIOEThCA enekTpoHoM (SH-Fe?), sxuit naaxoauts 3 HAJI®H 3anesxHOro naHmiora 3a
noniomororw HA/[®H-uumoxpomy P-450-pedykmasu. Tpets cTamuisi XapaKTepru3yeThCs
B3aemoiero BigHoBIeHoro ECK 3 xucHewm. [IpuenHanHs KHCHIO BiIOYBA€ThCS 3 BEIUKOIO
mBuaKicTiO. [1ix gac yeTBepToOi cTaii MOTPIHHNN KOMITJIEKC €H3UM-CyOCTpaT-KUCEHb
BiJTHOBIIIOETHCS 1HITUM €NIEKTPOHOM, kUil HanaxoauTh 13 HAJI®H-cnenudivnoro naxiora
MepEHECEHHS eJIEKTPOHIB, 10 Mae B cBoeMy ckiaai HAJI®H nutoxpom bs-penykrasy. I1°sTa
CTaJlisl XapaKTEePU3Y€ETHCSI YTBOPEHHSM IMEPOKCUKOMIUIEKCY. 3r0/IOM 32 y4acTi JBOX MPOTOHIB
B1JIOYBAETHCS TETEPONITUIHIIN po3puB 3B’ 513Ky O-O 3 BUBUIBHEHHSIM BOJHM Ta YTBOPCHHSIM
kommiekcy RH(Fe-0)*, B sxoMmy MicTuThCs enexTponaedilluTHHI OKCEHOTTHMUIA aTOM KHCHIO.
OKCEeHOTTHHI KOMIUIEKC BBAKAIOTh HAWBAXKIMBIIIUM OKUCHUKOM Yy ITUKII uTOXpoMy P-450.
Moro B3aeMois 3 MOJIEKYIIOI0 CYGCTPaTy CIPUUYHHIOE BUBIILHEHHS aTOMA BOJHIO i YTBOPEHHS
pamukaiy cyocTpary Ta KOOPJIMHOBAHOTO 3 3a1i30M T1IPOKCUIILHOTO paaukany (ctamis 7). Y
NOJAJILIIIOMY BiZIOYBa€eThCS X peKOMOiHALlis, TPH LIbOMY TiPOKCHIIbHA IPyIa BKIIOYAETHCS B
MOJIEKYJTy CyOCTpaTy, Miciis 40ro OKUCHEHU CyOCTpaT BIIIUISETHCS BiJl eH3UMY (CTafis 8)

(puc. 3.11).
H
Ilpogyxr ROH RH Cy6crpar
Fe'l
3 @ 3
(ROH)Fe (REDFe™” i‘;‘ﬁ;iap‘”"“
®.. 0%
(R-)(Fe-OH) (RE)Fe’
‘r @ (03]
RH (Fe-0)" © 2+
H20 (RH)Fe™ (O2)
®© o
2H " (RE)Fe’"(02) (REDFe™'(0%)
®
H20

NADFH- P45[] -penyKraza
IHTOXpeM b 5 B

Puc. 3.11. Karanitnuauii iuki1 GyHKIIIOHYBaHHS

uroxpomy P-450

Heo6ximHMM KOMIIOHEHTOM TiPOKCIITIOI0OUOTO KOMITJIEKCY € MIKPOCOMAJTbHI JIIITi I
(ronmoBHUH KOMIIOHEHT — q)OC(baTHz[anoniH) AK1 6epyTb y4acThb 5K B opraHi3aui'1'
3a0e3MeuyeThesl IMBUIKE BI/IBG,Z[GHHH ix 13 oprani3my, a 61J11>u1a JacTHHA PEUOBUH
MIEPETBOPIOETHCS HA HEAKTUBHI CIIOJIYKH. AJIE € TaKl PEUOBUHH, sKi B TIpoliieci 0OioTpancdopmarrii
CTaIOTh AaKTUBHIIIMMU MOPIBHAHO 13 BUXIAHUMU: IIMKJIOpOochaH, aMiHa3UH, ECTPOTCHH,
JAYHOMIITUH, TETPAXIJIOPH]T BYTJICITIO TOMIO.

Ha MerabosiuHi mepeTBOpeHHs CyOCTpaTiB y CUCTEMI MIKPOCOMAITBHOTO OKUCHEHHS
BIUIMBAE BEJIMKA KIJIBKICTh PI3HOMAHITHUX YNHHHKIB — CIIOCIO XapuyBaHHSA, CTaH KUIIKOBOT
(bopu, yMOBH 30BHIITHBOTO CEPEIOBUINA (TEMIIEpaTypa, opa POKY, BUCOTA HAJl pIBHEM MODSI),
a TaKOX CTarTh 1 BIK.
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JIEKIIISA Ne 14
TEMA: O0MiH Bogu. BonHo-esiekTpoJiiTHHIT 6a1aHe B HOPMI Ta P NATOJIOTII.

Biosoriuna poanr Bogu. Opranizm moauau Ha 65% CKIagaeThesi 3 BOIH, sKa
BiJIirpa€ HaJ[3BUYAIHO BaXKJIMBY POJIb B 3a0€3MeUeHHI HOTro )KUTTENISIIBHOCTI.

Bona € yHiBepcaJlbHUM pO3UMHHHKOM: B HiMl PO3YMHSIOTHCS OpraHiyHi Ta He-
OpraHiyHl peYOBHHH, 5IK1 (3aBISKH IHEPTHOCTI BOJM) 30epiratoTh CBOI XiMI4Hi Ta 010- JOTI4YHI
BJIACTUBOCTI. /IUMONbHA CTPYKTypa MOJIEKYJI BOJIU CIpHs€ NUCOLIAIii po3- YMHEHHX Y Hil
pedoBUH. binbiia yacTHHA MOJIEKYJT BOJM B PIIKOMY CTaHI Ma€ CTPYKTYpPY MOAIOHY 110 JIbOY,
TOOTO B HI MOJIEKYJIM KOOPAMHOBaHI MK COOOI0 Yy BHUIVIAII KPUCTAJOTiAPATIB, IO Mae
BOXJIMBE 3HAYCHHS JUIA MMATPUMAHHS BiJIO- BIAHOI MPOCTOPOBOI CTPYKTYPH PI3HUX
6iomotimepis.

Bona Bimirpae BaxJIMBY pOJb y MIATPUMaHHI YHIKQJIBHOI CTPYKTYpH Ta (yHK- ITiH
KIITHHHUX opraHen. Hampuknan, npu HoOpMaimbHOMY MepeOiry mpoueciB TKaHHH- HOTO
JTUXaHHS Ta CIPSDKEHOTOo 3 HUM (pocdopriyBaHHS MITOXOHIPIT 3B’ A3yIOTh MEB- HY KUIBKICTh
BOJIU.

Boma — 000B’s3k0BHI KOMIOHEHT OloXiMIYHMX mporieciB. OOMIH JMmigiB, BY-
TJIeBOJIIB, OUIKIB MOB’sI3aHUM 3 iX TiApOIi30M, 30KpeMa, pH TpaBieHHI. Peakii rigpararii Ta
JETiApyBaHHS aMIHOKHUCIIOT, >KHPHUX KHCIOT, BYTJIEBOJIB Ta iX TMOXIJHUX 3yMOBIIOIOTH
BA)XJIMBI JJAHKM METab0Ii3My.

Bonma mae Benmmke 3Ha4YeHHS B PETYSIli OCMOTHUYHOTO THCKY, aJpkKe OUIKM Ta ix
riapodiIbHICT 3yMOBIIOIOTH OHKOTUYHUN THCK.

Bona € BaxxnmuBum aktopom Tepmoperysiii. [Ipu BumapoByBaHHI BOAM B MPOIIEC]
JTUXaHHS BTpadaeThcsi OMM3bK0o 25% ychoro Teruia, 1o BiANA€ OpPTaHi3M, TOMAL SK 3HMKCHHS
TEMIEPAaTypy HABKOJIMIIHBOTO CEPEOBHILA CYNPOBOIKYETHCS 3MEHIICHHSIM MOTOBUIICHHS
Ta. BIJINOBIJTHO, 30€PEKEHHIO TEIUIA.

Takum uymHOM, 3a 0€3MOCEPEIHBOI0 YYACTIO BOAM MIATPUMYETHCS JAUHAMIYHA
MOCTIHHICT OCMOTMYHOTO THCKY, 10HHOTO CKJIaJy, TifgpaTamii i TemmepaTypu Tina —
HalBaXJIMBIIIMX TOMEOCTaTUYHHUX MApaMeTpiB OpraHi3My JIIOJMHU Ta TBapuH. Tomy
OpraHi3M JIFOJAWHH 1 BUIUX TBAPUH AYKE UyTIUBUHN 10 3MiHH KiUTbKOCTI Boau. be3 TxkintoanHa
MOXXE TPOKUTH TPHOJM3HO JBa Micsli, a 0e3 Boau 3arumHe uepe3 12-15 nHiB (BTpara
opranizmom 20-25% Boau MPU3BOJUTH 710 CMEPTI).

JIUTs4mii oprani3M BUTpayae OuIbIe BOJH, OCKUIBKH B HhOMY IHTEHCUBHO Iepedirae
0OMiH PEeYOBHH 1 BHILA T1APODIIBHICTS KOJOIAIB. SKII0 1opocii oauHi ToTpiOHO Ha 100y
61151 30-50 T Boam Ha 1 Kr Macu Tinia, To qUTHHI — pubauszao 100-150 r.

Po3noain Boau B opranizmi. Bmict Boau B oprani3mi 3Ha4uHO MEPEBHILYE KUTBKICTh
OpTraHIYHUX PEYOBUH: LIECTHUMICSIUHUN eMOpIOH JIIOJWHU cKiIagaeTbes 3 86- 95% Boau, y
HOBOHAPOKCHOT AUTHHH BoJia CTaHOBUTH 70-75%, a B mopocioi jro- aunu — 63-65% (40-45
a1 npu maci Tuta 70 kr). B moxwmmomy BiIli, KOJW Pi3KO MOCTIA0- JTHOETHCSA TiAPOQiIbHICTh
TKAaHMHHUX KOJIOiiB (0COOIMBO OUIKIB), KITBKICTh BOJAM MOKE 3HAYHO 3MEHITyBaTHCs. Bmict
BOJM B OpraHi3Mi TaKOXX 3aJCKHUTh B KUIBKO- CT1 KHPY: YUM OUIbINE KHPY, TUM MEHIIIE
Bonu. Hampukiaz, y mozei 3 0XUpiHHAMIT KUTBKICTh MOYKE 3HAYHO 3MEHIIyBaTHUCs — 10 38-
40%.

Bopa, sika MICTUTBCS B KJIITUHAX, HA3UBAETHCS BHYTPIIHbOKJIITHHHOIO 200 iHTpa-
HEJIIOJISIPHOIO BOJIOIO. [i wactka cknamae 61m3pko 70% Beiel Boan opranizmy. Ilo3akaiTuH-
Ha (eKCTpaleJIJIsIpHA) BOJa BKIIIOYaE€ MIKKIITHHHY Boay (20% Bix yci€i ii KiIbKOCTI), 10
3HaXOJUTHCS B MDKKJIITHHHIN piMHI, Ta BoAy Y BijibHOMY cTaHi (10% Bix Bciel Boau), 1o
BXOJIMTh 10 CKJIaay O10JIOTIYHMX PiAMH: MiIa3MHu, JiM(pu, JIKBOPY, PIAMH Cyrio0iB, MiXKILIEB-
paIbHOTO TPOCTOPY 1 T.1I.

BHYTpIIIHBOKIITUHHUNA Ta TO3aKJIITHHHAN BOAHI CEKTOPHU OpraHi3My po3ii- JieHi
HaIIBIPOHUKHOK MEMOPAHOI0 — KIIITHHHOIO 000JI0HKOI. Ha BigMiHy Bij 10HIB, BoAa JIETKO
NpPOHUKAE Kpi3b Hel (BHACTIAOK HAsABHOCTI B MeMmOpaHax croemialibHuX Oi- JIKIB
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AKBaNOPHHIB), MEPEMIIIYIOYUCh 3TiHO 3 3aKOHOM OCMOCY 3 pO34YMHY 3 HHU3b- KOIO
KOHIICHTpAIlI€l0 y O1IbII KOHIICHTPOBAHWM PO3YHMH JUIsl BUPIBHIOBAHHS KOHIIEH- TpAIlii.
Posmozin Bomu MiK KIITHHAMH Ta MO3aKJIITHHHUM IPOCTOPOM 3alIeKHUTh BiJl PI3HHII
OCMOTHYHOTO THCKY PITMHM B KJIITHHI Ta 1mo3a Heto. OCMOTHYHHUIN THUCK, IO 3aJICKUTH BiJ
3arajibHOi KIJIBKOCTI 10HIB 1 MOJIEKY1 y PO34MHI, BHPAKAETHCS SK OCMOJAPHICTH — iX
KUTBKICTB (B MMOJIB) B 1 J1 po3unHy a00 K 0CMOJISLIbHICTB — X KUTBKICTh B | KI' pO3UMHHHUKA
(Boau). BoHM BUMIpIOIOTHCSI OJUHUIISIMU — MLTIOCMO- JIAMH Ha JITP (MOCMOJIB/J). B HOpMI
OCMOJISIPHICTD IUIa3MH, MDKKITITHHHOI Ta BHY- TPIIIHBOKJIITHHHOI PITHHH OJHAKOBa (3aKOH
i30ocMossipHOCTI OioJsioriyHUX pignH)i craHoBUTH 285-310 MOCMOJIB/JI.
OCMOJSIPHICTH TUTa3MU MOYKHA O0YHUCITUTH 32 (POPMYIIOIO:

OcMm = 1,86X[Na] + Crmoxomn + Ceeuopnnn + 10;

ne OcM — OCMOJISIPHICTD T1a3Mu, MOcMOITb/T; [Na] ~ — BwmicT ioHIB HaTpilo B
ta3Mi (MMOITb/11); Crmokosn — BMICT IIFOKO3H (MMOJIB/1);
Ceceuosnnn — BMICT CEYOBHHH B IU1a3Mi (MMOJIB/JT).

HaiiBa>knmuBinm eJIeKTPOJIITH, K1 Yepe3 MEXaHi3M OCMOTHYHOTO THCKY PETy- JIOITh
BOJHUI OajllaHC B OpraHi3Mi, — Le 10HM HaTpiio, Kajito Ta xjopy. Cyxasum i3 HaBeaeHOI
(GopMyiH, TOJIOBHOIO PEYOBHHOIO, IO BU3HAYA€ OCMOJLIPHICTh IJIa3MH Ta BIUIMBAE Ha
PO3IIOIiI BOIU B OpPraHi3Mi, € HaTpiid. B HOpMI KOHIIEHTpaIlis HATPItO IUIa3MH CTaHOBUTH 136-
144 mmonb/m.

OCMOJISIpHICTh € OAHIEI0 3 HAWBAXKIWBIMIMX KOHCTAHT OpraHizMy. Apke ii 3MiHa B
OJTHOMY 3 CEKTOpiB HEMUHYYE MPU3BOAUTH 10 MEPEPO3NOALTY BOJH — BUHUKAE HAJIUIIOK BOIM
(rimeprigparaiiisi) B CEKTOPi 3 BHIIOI OCMOJISIPHICTIO Ta OJAHOYACHO 3HEBOJHEHHS 1HIIIOTO.
Sxmo knituHa nepedyBae B i30ToHIYHOMY po3umHi (0,9% xmnopun HaTpito abo 5% rioko3n),
BOHA HE BTpadae i He HaOyBae BOAM. B TinmepoTOHIYOMY pO3uYMHI, TOOTO B CEpPEAOBHINII 3
OUTBIIIOI0 OCMOJIAPHICTIO, KIJIITUHA 3MOPIIYETHCS BHACIHIJOK 3HEBOJHEHHA, @ B TIIMOTOHIUYOMY —
HaBMAaKW Ha0yxae (SIKIIO HAIXOMKEHHsS BOAHM HE TNPUINHHUTH, L€ TPU3BEIC IO PO3PUBAHHS
KJIITHHH — OCMOTH- YHHH JTII3HC).

[Ipu TpaBMyBaHHI TKaHWH JESKI KIITHHU YIIKOJXKYlOTbes. [Ipu 1mpoMy 3poc- Tae
KOHIICHTpAIlisi OCMOTHYHO aKTHBHHX YaCTOYOK, TOMY CIOIM AU(YHIYE BOJIA, MOW CIIPHYUHIOE
HaOpsK TKaHuH. [HIUI npukiaa: HaaAMIpHA BTpaTa €JIEKTPOJITIB IUIa3MH CYIPOBOKYETHCS
3HIDKCHHSM i1 0CMOJIIPHOCTI. OCMOJISIPHICTB JK€ KITITHH 3aJIMIIAETHCS HA TTOTIEPETHBOMY PiBHI (B
HopMmi). ToMy BoJa IOCTYIIA€ 3 CYIMHHOTO PYyCiia B MKKIITHHHUHN TPOCTIp, a 3BIATH B KIITHHH,
BUKJIMKAIOYX iX HAOPSIK.

OCMOTHYHUMH BJIACTHBOCTSIMH PO3YMHIB, OYEBUIHO, 3YMOBJICHI €BOJIIOLIMHO HaOyTi
dbopmu 3amacaHHs PEYOBUH XUBUMH KiIiTUHaMH. OCKUTBKHM Ha OCMOC BIUIMBAE JIUIIE KUIBKICTh
YaCTUHOK PO3YMHEHOI PEYOBMHM, a HE iX Maca, TO | MOJeKyla IJIKO- FeHy 301IblIyBaTUMe
OCMOJISIPHICTh IUTOIUIA3MHU TAKOIO K MIporo, sIK 1 1 MOJIeKyJsia BUTbHOI TJIFOKO3U. TOoMy KIIITUHH
30epiratoTh BYIJIEBOAW y BUIJIAI MOJIiCaXapHuaiB (KpOXMalll0 Ta TIIKOTEHY), a HE y BUIJIAAL
MOHO- YH OJIITOCaxXapHuIiB.

Bona B TkaHMHax 1 opraHax po3moAiieHa HEOJHAaKoBO. Tak, HaiOuiblie BOIU
3ocepemkeHo B M'szax (50,8%), naiimenme — B Hupkax (0,6%). Pi3Hi opranu i TKaHM- HU
BIZIPI3HSIOTHCSA MK CO00I0 32 BMICTOM BOJM. Tak, HaNpHKIIaJ, Bojaa ckiagae 22% BMICTY KICTOK,
55% xpsuiiB, 79% nerens Ta moHaa 83% KOpU TOJIOBHOTO MO3KY.

B opranax, TkaHumHax 1 KJITHHaX OpraHi3My BOJa 3HaXOAUTHCS y BUIJISAL BIUIBHOI,
riapaTHOi Ta IMOOLTBHOI.

BinibHa Boxa € OCHOBOIO BCiX OioNoriyHUX piguH (KpoB, JiMmda, JikBop 1 iH.). BoHa
Oepe y4JacThb B JIOCTaBIIl MMOKUBHUX PEUYOBHH 1 BUIAJICHHI MPOAYKTIB OOMiHY 3 OpraHiB, TKaHUH 1
KITITHH.

Hesenuka kinbkicTe Bogu (mpuOiusHo 4%) MIHO TOB’s3aHa 3 TKaHUHHUMH
KOJIOIIaMU, TePeBaKHO 3 OUIKaMu 1 CyOKIITHHHUMH CTPYKTypaMmH, 30Kpema, 3 010J10- 'TYHUMH
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MeMOpaHamMu. 3apsypKeH1 O1NKOBI YaCTHMHKHM 3[aTHI HPUTATYBATH JUIOJIbHI MOJIEKYJIH BOIM,
YTBOPIOIOUM TipaTHI OOOJIOHKM HABKOJO CBOIX MOJEKyJl. ToMy Ta- Ka BOJa Ha3WBA€ETHCS
rizpaTHorw. BoHa cTpyKTypHO 3MiHEHa 1 BTpaTHiia BIACTUBOCTIPO3YMHHUKA. BTpaTa K0JI0iqHOI0
YaCTUHKOIO TiJpaTaiifHol BOAM MPU3BOIUTH 10 CHHEPe3HuCy («CTapiHHSD» KOJOiTy).

BceepeauHi KIITHH MICTATBCS BOJ, KA HE BXOAUTH 10 CKJIaly IipaTHUX 00OIOHOK, —
iMoGiibHa Boga. [i Monekymu po3MIIIYIOTBCS MiK MeMOpaHaMU KIiTH- HH, BOJOKOHHMMH
MOJIeKyJaMH 1 CTpyKTypamu. IMoOinbHa Boma 3amep3ae mpu TeMm- nepatypi Hiwkde 0°C,
pO3unHsE Oarato peuoBUH, JETKO Oepe y4acTh y peakIlisix 00- MiHy peYOBHH.

Mix pizHuMH ¢GOpMaMH BOJIM ICHYE NUHAMIYHHH 3B’S30K, 1 oJHa (popMa BOAM MOXKE
NEePeXOoAUTH B iHIIY. 30KpeMa, MOTOBHEHHS BMICTY TipaTHOi BOAM Bif0Oy- Ba€ThCS 3a paXyHOK
BUIbHOI Ta MDKKJIITHHHOI pinuau. Hampukiman, BMICT BoM 30UTBIIYETHCS B M s13aX 3a PaXyHOK
BUIBHOI 1 MDKKJIITUHHOI BOJH MPU KOPOTKOTPHU- Bajiil po6oti (10-15 xBuIuH), TOAl SK TpuBaia
M’si30Ba mpams (30-60 XBHIMH) Cy- MPOBODKYETHCS MIABUIICHHSM BMICTY BOJIM B M’si3ax 3a
pPaxyHOK BHYTPIIIHbO-KJIITHHHOI BOJIU, IO MTOB’S3aHO 3 IMiIBUIIEHHSM TifpaTallii OuUTKiB M s31B.

[ToTpeba opranizmMy q0pOCiOi JIOJUHU y BOJII CTAHOBUTH B cepeauboMy 2,5- 3,0 miTpu
Ha 100y. OnHaK 1 KUTBKICTh MOXe 3MIHIOBAaTHCS B 3aJIeKHOCTI BiJ BiKy, XapakTepy po0oTu,
TEeMIEpaTypy HaBKOJIHUIIHBOTO CEPEOBUIA TA JIETH.

Bopa, mo moctymnae 3 nutTAM 1 ikero (ek30reHHa BOAA), CKiaaae mpudiam3Ho 85% Bif
BCiel KUTBKOCTI Boau B opradismi. OCHOBHA ii Maca BCMOKTYETHhCS B KHIIKaX, IEPEBAXHO B
TOBCTIN Kuti. [Ticns BCMOKTYBaHHS B KPOB BOJIa IIBUJIKO TPAHCIIOP- TYETHCS B 1HII TKAHUHU U
opranu (NE4iHKY, M s34, IIKIPY), B PE3yJIbTATI 4OTO ii BMICT B KPOBI BiJIHOCHO IMOCTIHHHM.

Kpim nporo, npubmuzno 10-15% Boau yTBOpIOETHCS B Mpoleci OOMiHY peuo- BUH
(enmorenna abo MeTadoiuHa BOAA): TP OKUCIIEHHI 0 KiHeBux mpoayktis (CO2 i H20) 100
T kupiB BuBUIbHAETHCs 107,1 M1 Bogau, 100 T ByrneBoiB — 55,6 Mi,a Takoi K KiJIBKOCTI OUIKIB —
41,3 mn. Takum 9rHOM, 3a 100y B OpraHi3Mi JtoauHu Moxke yrBoputucs 350-400 M enmoreHHOT
BOJIU.

ligpo6ananc. Peryasinisa BogHoro oominy. CriBBiJHOIICHHS MiXK KiTBKICTIOCIIOXKHTOT
1 BUJIUIEHOI BOJIM HA3WBAIOTh rigpodaiancom. [loctiiiHa AuHAMIYHA PiB- HOBara Mi’k KiJIbKiCTIO
BOJIH, III0 HAJAXOJUTH B OPraHi3M 1 BUIUISETHCS 3 HBOTO, € HE- 00XITHOIO YMOBOIO JKHUTTS. SIKITO
BOJIM BUAUIAETbCA MEHINE, HK HAAIWIUIO B Opra- Hi3M, TO L€ XapaKTePU3YEThCS K MO3UTHB-
HUH 0ajaHc. SIKIo BoAM BUIIIAETHCS OUTBINE, HIK MOCTYIHIIO B OPraHi3M, BUHUKAE Bil’€MHMA
OaJsaHc.

HagxomxeHnHs BOOu B OpraHi3M peEryJIO€TbCA IMOYYTTSM CIpard, ska BHUHUKA€E B
pe3yabTari pedISKTOPHOTO MOPYUICHHS NEBHHUX IUITHOK KOPH T'OJOBHOTO MO3KY NpHU 3MiHi
OCMOTHUYHOT'O THUCKY IJIJa3MHU KPOBI.

Haii6inpma xinekicts Boau (10 60%) Buminserses 3 ceueto — 1,2-1,5 1 Ha mo- 0y. Uepes
jgere”i BuBoauThbes Ourg 300-500 mn Bomm, 3 kamomM — 250-300 M. 3HauHa 1i JacTuUHA
BUIUIAETHCA 3 TIOTOM, MPOTE TYT, B 3aJIEKHOCTI BiJf KOHKPETHUX YMOB Ta CHUTYallii, MOXJIUBI
3navHi kosmmBanHs (300-2500 mur).

Jlyxe BenuKa KUIbKICTh BOAM HAAXOIUTh Yy TPaBHHUM TPaKT 3 CEKpeTaMH TpPaB- HUX
3a5m03 — 4-8 11 3a 100y (1500 M cimuaM, 250 Mu1 mTyHKOBOTO 1 700 MJT MaHKpea- THYHOTO COKIB,
500 mu xoBui, 300 MIJI KHIIIKOBOTO COKY 1 T.1.), TOOTO B 2-3 pa3u Oiible, HiX BXXKUBAETHCS BOM.
Onnak, 3a paXyHOK JOCKOHAJMX MEXaHI3MiB ii 3BO- POTHOTO BCMOKTYBaHHs (peabcopOrrii) B
TpaBHOMY KaHami BTpata Boau crtaHoButh nuiie 2% (100-200 mur). CtaH oprasizmy pi3ko
MOTIPIIYETHCSI TPH TOCTPUX KHIIKO- BHX 1HQEKIIAX, SKI CYMPOBOKYIOTHCS MPOHOCAMU
(HampukJaa, Tpu Ju3eHTepii, xo- usepi). Ilpm oMy pi3Ko TOCTAOMIOETHCS 3BOPOTHE
BCMOKTYBaHHSI BOJIM, B PE3YyJbTaTi YOTO 3 BUIIOPOKHEHHSAMHU JIOAMHA MOXKE BTpaTUTH 8-12 1
piauHu 3a 100y. TakuM XBOpUM BBOJSATH PO3YMHHU COJIEH (XJIOpUAY HATPIIO) 1 ambOyMiHIB IS
nornepeKeHHAeT1IparTallii, ska MoKe BUKJIIMKaTH CMEPTh XBOPOTO.
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OOMiH BOJIM B OpPraHi3Mi € YaCTHHOIO 3arajlbHOT0 OOMiHY PEYOBHH 1 TICHO MOB'A3aHUH 3
00MIHOM HYKJIETHOBHX KHCJIOT, O1IKIB, JIIITIIIB 1 BYTJIEBOIB. Y BOJIHO- My OOMiHI O€pyTh y4acTh
HUPKH, JIETEHI, IIKipa 1 TpPaBHUI KaHaJ.

OOMIH BOAM B OpraHi3Mi peryjalo€TbCs IEHTPAIHHOK HEPBOBOIO CHCTEMOIO 1
TOPMOHAMM 3aJI03 BHYTpIIIHBOI cekpewii. B ocHOBI perymsuii BogHOro OOMiHY Jie- KHUTb
MIATPUMaHHS CTAJIOCTI OCMOTHYHOTO THCKY, @ OCHOBHOIO PETYyJSITOPHOIO CH- CTEMOIO OOMIHY
BOJIU € CUCTEMA «TOPMOHH — HUPKH.

B pasi Hectaui Boau B OpraHi3Mi MiJBUIIYETHCS OCMOTHYHUN TUCK TKAHMHHOI PiIMHH,
110 CIIPUYUHSE MOJPA3HEHHS B TKAHWHAX OCMOpPELENTOpiB. 30YAKEHHS BiJl HUX IEPElacThCs B
rinoranamye, e 3HaXOTUTHCA LIEHTP Perylisilii BOAHO-COJIIbOBO- TO 0OMiHy. LlenTp peryssmii
BOJIHO-COJILOBOTO OOMIHY KOHTPOJIIOE CIIOKMBAHHS BO- 1M, BCMOKTYBAHHS 3 TPaBHOI'O KaHaly,
nepepo3nonia ii B OpraHi3mi, BUAUICHHS BOIU 3 opraizmy. Llefl LeHTp 3HaXomuThCs Mix
KOHTPOJIEM KOPH BEIMKHX MIBKYJIb FOJIOBHOTO MO3KY.

[TinBuIIEeHHS] OCMOJSIIBHOCTI TO3aKJIITUHHOI pIauHU (KpOBi) CYMPOBOKYETh- CSA
BUJUICHHSIM B CyNPAaONTHYHUX 1 MAPABEHTPUKYJISAPHBIX SIAPAX NEPEIHBOrO Ii- MOTaJaMycy
TOPMOHY Ba30INPeCHHY, KU HaKONMMUYYeThCsl B Helporinodisi, a MoTiM CEKPeTyeThCsl B KPOB.
Hacamniepesn, Ba3ompecuH BUKIMKAa€ 3BYKCHHS HHUPKOBUX Cy- JAMH, B pE3yJbTaTl dYOro
3MEHIIYEThCS Jliype3 (CEUOBUAUICHHS), a OTXKEe, ¥ BHUIJICHHS BOAU 3 opraizmy. Tomy ioro
TaKO’X Ha3WBAlOTh AHTHAIypeTMYHHM TOPMOHOM. Ba-3ompecuH Ji€ Ha BCi MOXJIMBI HUIAXH
BUBEJICHHS BOAU 3 OpraHizmy. Tak, BiH 3Ha4YHO MOCHIIOE peabcopOIlil0 BOIU B KaHAIBIISIX
He(poHy (QUCTanbHUX i 36ipHEX TpyOod- Kax). Moro mis peamizyeThcs depes aKBAIlOPUHH,
KUTBKICTh SIKMX PI3KO 30UIBIIYEThCS B KIITUHHUX MeMOpanax. Takuil camuii MexaHi3m
IIOCUJIEHHSI BCMOKTYBAaHHS BOJIM B TOBCTOMY KHIIEYHMKY, B CIMHHMX 1 IOTOBHX 3ano3ax. Sk
HACIIZIOK, HUPKOBI 1 I03a- HUPKOBI BTPAaTH BOAM OOMEXKYIOTHCS, 3MEHILNYETHCS Alypes,
NOTOBH/IIJIEHHS, BUBE- CHHS 3 KAJIOM.

Kpim Bazompecuny, cepea TOpMOHIB, 1[0 OepyTh ydacTb B peryisiii oOMiHy BOIH,
HacaMIlepe]], BApTO BUJUINTH TOPMOH KOPH HAJHUPKOBHX 3aJ03 AJbJOCTePOH. /i1 Ha BOIHUIM
OOMiH anbJOCTEpOHY IOB'SI3aHa 3 PIBHEM HATPil0 B IJIa3Mi KpoBi. 3HM)KEHHS PIiBHS HATPIlO
BUKJIMKA€ MIABUIIEHY CEKpELil0 albJdOCTEPOHY, IO IOCH- JIIOE€ TPOLECH 3BOPOTHOTO
BCMOKTYBaHHsI HaTpil0 B HUPKax 1 TUM CaMHM 3aTpUMye ioro B oprasizmi. Pazom 3 Hatpiem
MOCHJICHO peabcopOyeThes Boaa. [linBuUIIEHHS PiBHS HATPIIO B IJIa3Mi TAIbMY€E CEKPEIIIi0 IbOTO
QJIbJIOCTEPOHY.

Takum urHOM, pI3HI MEXaHI3MH il X JBOX TOPMOHIB 3aJIeKaTh BiJl OCMO- TUYHOTO
TUCKY TUIa3MH, 3HIDKCHHS SKOTO 3YMOBJIOE TWiJABHUIICHY CEKpELil0 anbJoc- TEPOoHY 1
ralbMyBaHHS  BUIUICHHS  Ba3onpecwHy. [Ilpu  MiABUIIEHHI OCMOTHYHOTO TH-  CKY
CIIOCTEPIraloThCsl 3BOPOTHI MPOLIECH.

Cepen iHIIUX TOPMOHIB, IO OEPYTh y4acTh B peryisiii oOMiHy BOJIH, HEOO- X1JTHO
BIJI3HAUYUTH THPOKCHH, MAPATHPHUH, HATPili-ypeTHYHi MenTHIM, aHAPOTreHMi ecTporeHu. Bei
BOHM CTUMYJIIOIOTh BUAUICHHS BOAW HUPKAMHU.

3arampHa CcXeMma peryyslii  BOJHO-EJIEKTPONITHOrOo OalaHCy TpeAcTaBiIcHAa Ha
HACTYMHIN CTOPIHIII.

BaxnuBy ponb B Tigpataimii TKaHUH BUKOHYIOTh MiHEpaJbHI PEUOBHHHM: 10HHU HATPIIO
30UTBITYIOTh TiApaTaIlifo 1 3aTpUMYIOTh BOJYy B OpraHi3Mia, a 10HM K0 1 KaJbIlIO
JeTiAPaTyIOTh TKAHUHU 1 CIIPUAIOTH BUBEICHHIO BOJIH 3 OPraHi3my.

Ilopymennss rigpodanancy. IlopymieHHs BOJHOrO OOMIHY pPO3BHMBAIOTHCS TIPH
MOLIKOJKEHHI OCMOPETYJIIOI0Y01 CHUCTeMH: ii HEHTPaJbHOI JIAaHKH, TOPMOHAJIBHOI PeryJisuii,
OpraHiB BCMOKTYBaHHS a00 BUBEJCHHS BOIH.

Crin 3a3HaUUTH, 10 HE TUBJISIYUCH HA JTOCUTH €(EKTUBHY CUCTEMY PeryJisiii BOIHOTO
00MiHY, CITOCTEPIratOThCSl PI3HOMaHITHI HOTO MOPYIIIEHHS, K1 HA3UBAIOTHCS AUCTIAPisIMHU.
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CXEMA PEI'YJANII BOJAHO-EJEKTPOJITHOI'O OBMIHY
IcHytOoTH AuCTiApii, TpU STKUX 3MEHIIYETHCS a00 301BITYEThCS 3araJbHUNBMICT BOJH B

e OcMopelenTopy Tupoxcun — nijsuiye sujguienas H,O
TKAHUH IMapaTropMoH — MiJIBHIIYE PIBeHb KAIBIIK 1 3HUKYE
e OcMOpeLeNTopH piBeHb dochopy B f(pOBi . ‘ |
rinoTanamycy THpeoKaILIHTOHIH — 3HHKY€E PIBEHb KaJIBI[IIO B KPOB1
Bazonpecun - 30umemye peabGeopbuito H.O B

KaHAJIBIX HUPOK
MiHepaToKOpTHKOIIH — MICUTIOITE peabdcopOiniio
Hatpito, xiopy 1 H>O 1 ojgHOYacHO TMICHITIOIOTH
EKCKpeTIiIo KaJllfo

HaTtpifiyperuunuii menTHa — 3HWKye 00'eM BOIH 1
KOHIICHTpAIIIIO HaTPII0 B CYAUHHOMY pycli
I'TII0KOKOPTHKOIIM — 3aTPUMYIOTh HaTpii, XJop 1
H;0, nocuirooTs BUBEAESHHS KaJllIo 1 KAJIbII0

oprasi3Mi (BiMOBIAHO, 3arajibHa rimorigparanisi Ta 3arajbHa rinmep- rigparamis). Yacrime
CIIOCTEPIraeThCs 3arajibHa TiIoripaTallis, BUKJIUKaHa 0OMe- )KeHHsIM MUTTS (JIeTIPUBAIIi€r0) ado
30UTBIIICHUMH BTpaTaMH BOJAM: TONiypis, OJIFOBO- Ta, MPOHOC, TMOCHJIEHE IOTOBHUALICHHS,
rinepBeHTUIIAIIS. ['0IOBHUM 11 HACHIIIKOM € 3MEHIIICHHST 00'eMy KPOBI 3 TIOJIAJIBIITNM 3HIKCHHSIM
CEepLEBOr0 BUKHUIY 1 BUHUKHEH- HAM HEIOCTATHOCTI KPOBOOOIry. 3aranbHa TimeprifpaTaris
3ycTpivaerbes piako. Oc- HOBHE TOPYIICHHS, SKE MPH IIbOMY BHUHHUKAE, TOJIATAE B JICIKOMY
NepeBaHTAXKEHHI POOOTH cepls.

3yCcTpiyaroThCsl po3Jiad BOAHOTO OOMiHY, TOJIOBHOIO O3HAKOIO SKUX € TMOPY- IIEHHS
PO3MOALTY BOIM MK BOJHHUMM CEKTOpaMu 0e3 3MiHHU 3arajbHOro 00'eMy piIMHH B OpraHi3Mi.
Cepen HUX HaWyacTINIE CIOCTEPIralOThCS MOPYIIECHHS, MPU SIKUX BiIOYBAETHCA TEPEPO3MOILT
BOJM B IMO3AaKJIITUHHOMY CEKTOpl — 3MEHIICHHS 00'eMy B CyIMHAaX BHACTIJIOK BHUXOAY B
no3acyauHHUN mpocTip. Taki mopymieHHs IMEHYIOThCsS HaOpsikamu. Po3pi3HsI0TH MicleBl i
3aranbHi HaOpsku. Jlo OCTaHHIX BIAHOCATHCS HUPKOBI, TICUIHKOBi, CEpIEBi, TOJOIHI,
TOPMOHAJIBHI.

KnituaHa rinorigpararis (€KCUKO03), Ika BUHHKAE BHACIIIOK MEPEXOAY Yac- THHU BOJHU
3 KJITHH B TO3aKJIITMHHY PIAMHY 13-3a MIABHUINEHHS i1 OCMOJISUTBHOCTI (Ti- TIEpHATpieEMis,
rinepriikemiss mpu LyKpoBOMY AialeTi Ta iH.) mopyurye ¢yHKii Oyab- AKX KIITHH (B MepIry
4yepry, KJIITHH TOJIOBHOTO MO3KYy). BTpara HuMHM Boau mpuBO- JUTh 10 (YHKIIOHATBHUX
pO3JIaiB TOJIOBHOTO MO3KY Ta HaBiTh 10 KOMAaTO3HOTO craHy. HaBmaku mpu rinmonaTpiemii
(mpuifoM J1ypeTHKiB, BBEACHHS PO3YMHIB, 10 HE MICTATh HATPid, Ta 1H.) OCMOJISIBHICTH
NO3aKJIITUHHOI PIIUHM 3HMXKYETHCS, 1 BOJA 3a TPAAIEHTOM KOHIIGHTpAlii NEpexXOoauTh 3
MO3aKIITHHHOTO CEKTOPY B KIITHHH 3 PO- 3BUTKOM KIITHHHOTO HaOpsky. OcobiuBo
HeOe3NeYHUM € HaOpsIK TOJIOBHOTO MO3KY.

TakuM 4YUHOM, MOPYILIEHHS BOJHO-COJBOBOrO OallaHCYy MOXKe OyTH 3yMOBIIE- HO 30BHILIHIMH
BTpaTaMH BOJHU Ta/abo coiel, IX HEeJOCTaTHIM YW HaAMIPHUM HaJXo0- JUKCHHSIM B OpraHizm abo
MATOJIOTIYHUM PO3IMOALIOM MiX BOJHUMH CEKTOpaMHu. SIK 3a3Hayanoch BHIINE, BClI BHIU
NOPYIIEHb BOJHOTO OOMiIHY MOXXHa pO3AUIMTH Ha JBI Tpynmu — Jerigpatamis Ta
rineprigpataitis. B ko1l rpymi (B 3aJ€KHOCTI BiJ HasB- HOCTI CYIMYTHIX EJICKTPOJITHUX
NOpYIIEHb Ta iX XapakTepy) pO3pPI3HAIOTh TPU Bapia- HTU: TIMOTOHIYHI (TOpymIEHHS 3i
3HIDKCHHSIM OCMOTHYHOTO THCKY), i30TOHiYHi (0€3 3MIHM THCKy) Ta TrinepToHiyHi (3
MiBUIICHHSM TUCKY).
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XapakTepucTHKA TA NPUYMHA BUHMKHEHHS Pi3HUX BapiaHTIB
NMOpYUIEeHb BOHO-€JIEKTPOJITHOT0 00OMiHY

Herigparamist

Iinepriaparanis

IITOTOHIYHA

r

Po3BuBaeThCs mpu BTpaTi colel (mepemny-
ciM, KaTiOHIB HaTpil0) 0e3 ajaeKBaTHOI
BTpaTu Boau. BuHukae mpu GiroBaHHI, [i-
apei, BBeIeHH1 JIlypeTHKIB, TPH TiNO- ajb-
JIOCTEPOHI3MI1 TOIIIO.

3yMOBlIeHAa HAaIMIPHUM HaJAXOJDKEHHAM
0e3CoJIbOBUX PIAMH, MOPYUICHHSM BHBE-
JIEHHS! BOAM MPU HUPKOBI HEIOCTATHOCTI,
rimepcekpenii aHTHIIypEeTHYHOTO TOPMO-
Hy (cunapoMm [lapxoHa) uu MOpYyIIEHHSIM
KaHAJIBIIEBO1 peabcopOiiii 10HIB (CHHAPO-
mu baprrepa-IlIBapua, ['itensmana). Bona
HAKOMHUYYETHCS B yCIX BOJHUX CEIrMEHTaX
PIBHOMIPHO, BUHUKAIOTh TIIIOHATPIEMIS Ta
TIIOOCMOJIAPHICTh. TaK0XK 1€ MOXE BUHHU-
KHYTH Y XBOPHUX 3 MOPYIIEHOIO BHILIb-
HOIO (PYHKIIEI0O HUPOK IPHU BBEIACHHI iM
3HAYHUX 00'€MIB PO3YUHY [IIOKO3H.

I30oTOHIYHA

Po3BuBaeThCs B pa3i aHoManbHO 30ibIIe-
HOTO BUBEACHHS HATpilo (HalJacrime 3
CEKpeTOM 3aJio3 TpaBHOro kauany). [lpu-
YMHaMU € TOBTOpPHE OJIIOBAaHHS, MPOHOCH,
¢dbopMyBaHHS BEIMKHX TpaHCCYAATiB (ac-
IIUT), KPOBO- Ta IUIa3MOBTPATH NPHU OIi-
Kax, MEPUTOHITaX, MaHKpPeaTuTax TOIIO.
Hupku pearyioTh 3MEHIIEHHSIM MAiype3y
(omirypisi, aHypisi), MiABUIIYETHCS 3aJIMLI-
KOBUU a30T KpOBi. MOXYTh PO3BUHYTHCS
KOMAaTO3HUH CTaH 1 KOJIaIC.

Ile 30UTBIIEHHS TO3AKIITUHHOTO 00'eMy
piauHN 6€3 MOpyIIEHHS OCMOTUYHOTO TH-
CKy. Moyxe OyTH HACiIKOM CEpIIEBOi HEe-
JIOCTaTHOCT1 (30UIbLIyeThC 00'€eM KpOBI
0e3 MOpYIIeHHS] OCMOJISIPHOCTI), TIMOMPO-
TeiHeMii Mpu HEPPOTUYHOMY CHUHAPOMI,
KOJu 00'eM KpOB1 3aJUIIAETHCS CTaJIUM
3aBASKH MEPEMIIICHHIO PIJIKOI YaCTUHU B
IHTEpCTUIIaIbHUN CErMEHT (3'SIBISIOTHCS
HaOPSAKH KIHIIIBOK, MOKE PO3BUHYTHUCS Ha-
OpsIK JIETEHIB).

HICPTOHIYHA

r

[loB's3ana 3 BTpaTor0 BOAM 0O€3 BTpaTH
HaTpito. BuHMKae B JI07ei, SKi HE MalOTh
JOCTYIy 10 BOJM; 3aJIMILIEHUX Oe3 IOris-
Iy XBOPHX, IO HE pearyloTh Ha BIAUYTTS
CHpary; Miciasi aHOMaJIbHO BEIMKOTO BUJII-
JIeHHS BOAM 0O€3 HACTYMHOI KOMIICHCAIIIT;
y XBOPHUX 3 HEI[YKPOBHUM 1 IIYKPOBHM Jlia-
0eToM; TpY IEHTPATBFHUX PO31aTaX OCMO-
perynsuii (MyXJIMHA MO3KY, YepernHO-MO3-
KOBa TpaBMa). Lle Takox MOXe BUKIHKATH
COJIbOBa 1HTOKCHKaIlisl (BBEJACHHS Hall-
JUIIKY XJIOPUIY HATPIIO aJiMEHTapHO- IO
YU STPOTCHHOTO IMOXOXKEHHS).

30u1bmIeHHsT 00'eMy pITUHH B MO3aKJi-
TUHHOMY TIPOCTOPI 3 OJTHOYACHUM 3pOCTa-
HHSIM OCMOTHYHOTO THCKY Ta 3HEBOJIHCH-
HAM KJIITHH. 3aTpUMKa HATpil0 HE Cympo-
BOJKYETHCSI  AJICKBATHUM  3aTPUMAHHSIM
BOJM, TMO3AaKIITHHA PiIUHA CTa€ TiMepTo-
HIYHOIO 1 BOJa BUXOIUTH 3 KIITUH UIA 10-
CATHCHHSI CTaHy OCMOTHYHOI piBHOBAaru.
[IpyynHM TIOpYWICHHSA: THUTTA MOPCHKOL
BOJAM, YEPEITHO-MO3KOBAa TpaBMa TOIIIO.
SIkmo craH 30epiraerbcsi TpUBAIUM dac,
MO’K€ HACTaTU CMEPTh y 3B'SI3KY 3 YIIKO-
mxeHHsaM kmiTuH [THC.
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JIEKIIA Ne 15
TEMA: OcHOBM KHCJIOTHO-JIYkKHOI piBHOBaru. bygepni cucremu.

BydepHumu cucreMaMH Ha3WBAaIOTh PO3YMHU 3 JIOCTATHBO CTIHKMM TIEBHUM
3HaueHHsM pH (TOOTO cTajIor KOHIIEHTPAIi€l0 BOJAHEBHX 10HIB), SIKE Maike HE 3a- JIGKUTH BiJI
iX po30aBiIeHHS 1 JOCUTH CJIA0KO 3MIHIOETHCS B Pa3i OJAaBaHHS JI0 IaHO- TO PO3UYMHY HEBEIIUKHUX
00'eMiB CHJIBHUX KHCJIOT YH JIYTiB.

Jlo OydepHHX cHCTeM HajeXaTh CYMIIlI, [0 MICTITh CHPSDKEHI KUC/IOMHO- OCHOBHI
napu, SKi BIAIrpaloTh pojb JOHOpa 1 akKUENTopa MPOTOHIB. 3/JaTHICTh 3a3HA- YEHHUX Map J0
BUBUIHHEHHSI Ta TOTJIMHAHHS TIPOTOHIB B CEpelOBHUIII 3a0e3medye cTabiizaliio HOPMaJIbHHUX
3HayeHb pH piauH opra”i3my (KpoBi 1 TKaHWH) B pa3i HaIXOMKEHHsS TYIH KUCIOT abo JyTiB.
[Tpukiaay HAOLIBII TOIIMPEHUX BapiaHTIB Oy(pEepHUX CHCTEM:

* cnabka KUCJIOTa 1 CUIb I1i€1 KUCIOTH, yTBOPEHA CHIIBHOIO OCHOBOIO:
CH3COOH + CH3COONa (aneratuuii 0ydep)
H2CO3 + NaHCO3 (rimpoxapOonaTHuii 6ydep)

* cnabka OCHOBa 1 Cillb wi€i OCHOBHM, yTBOpeHa cwibHOKW kucimotoro: NHAOH +
NH4CI (amoniitauii 0ydep)

® couti 6araTOOCHOBHUX KHUCJIOT, HATIPHUKJIA/T
NaH2PO4 + Na2HPO4 (docdaruuii OydepHuii po3uus)
Na2CO3 + NaHCO3 (xapbonatuuii 6ydep)

* rinuH (aMmdoTepHa croiayka, sika 3a pi3HUX YMOB BHCTYIIA€ SIK clla0Ka KHUC-JIOTa —
JIOHOD MPOTOHIB a00 cllabka OCHOBA — iX aKIENTOpP) Ta CHIBHY KUCIOTY (KHC- TOTHUN KOMITO-
HEHT) a00 JyT (OCHOBHUI KOMITOHEHT), HAIIPUKJIA/I:
HCI + H2N-CH2-COOH (amiamna3zon pH 1,0-3,7)
H2N-CH2-COOH + NaOH (miamason pH 8,2-10,1)

Mexanizm Oydepnoi aii. [Ipu nomaBanni 10 OydepHoi cywminr po3duMHy CH- JIBHOI
KHCJIOTH a00 CHJIBHOI OCHOBH (J1yry) pH po34rMHY NMpakTHYHO HE 3MIHIOETHCS (3MIHIOETHCS JIUIIIE
KOHIIEHTpaIlis c1abkoi Kuciaotu abo ocHOBH). lle MOSICHIOEThCS THUM, IO clabKa KUCIOTa 4Yd
OCHOBa B3araji BIJIHOCHO MajiO JHCOIIIOIOTh, a MPU Has- BHOCTI OJHOIMEHHUX HOHIB ii COJIi
nucorianist Oyne mie MeHmor. KoHieHTpamiss HeAnCOouiioBaHUX MOJIEKYJT KHCIOTH B TaKOMY
BUITAJIKy TTPAKTHYHO JOPIBHIOE 3arajib- HiM (BUXIJIHIM) KOHIICHTpAIll KUCIOTH, a KOHIICHTPAIIs
10HIB IIi€] KUCJIOTH — 3arajib- Hil (BUXIiIHINA) KOHIIEHTpAIil coii. 3a TaKUX YMOB, JOJlaBaHHs
HEBEJIMKOT KUTBKOCTI CHIIBHOT KUCIOTH 200 Jiyry maio BrutuBae Ha pH. Lle moscHIOIOTE THM, 110
B pa3i JI0- JaBaHHS CHJIBHOI KHCJIOTH YTBOpPEHi Hero ioHu HY 3B's3yroThes 3 aHioHamu 1i codi 3
YTBOPEHHSIM HEIMCOIIHOBAaHUX MOJIEKYJ CIa0KOi KUCIOTH. Y pa3i K TOJaBaHHsS He- BEIHKOi
KiTbKOCTI JIyry ioHn OH™ 3B'13yI0ThCS 3 KUCIIOTOIO 3 YTBOPEHHSM BOAM Ta aHIOHY codi (B 060X
BumaaKax konmeHntpamis H* ra OH™ B po34rHI MPaKTUIHO HE 3MIHIOETHCS ):

H* + A"— HA
OH +HA — H0 + A

Came mi aB1 00OpOTHI peakiii i 3abe3nedyioTh OydepHi BIACTUBOCTI PO3YU- HY —
noxaBaHHs 10 OydepHoro po3unny ioniB H' un OH™ 3miHIo€ juie criBBigHO- IIEHHS CIa0KO1
KHCJIOTH 1 CIIPSDKEHOT 3 HEI0 OCHOBH, 1 IPU3BOAMTS JI0 30BCIM HE3HA- YHOTO 3CyBY pH.

3naTHiCTh Oy(epHUX pO3UMHIB MIATPUMYBATH cTali 3HaYeHHS pH mpu 1oxa- BaHHI 10 HUX
KHCIIOTH a00 JIYTy XapaKTepHU3YIOThC Oygheproro emuicmio. bydepHa eMHICTh BU3HAYAETHCSA
KUTBKICTIO KHCTIOTH 200 YTy, AKy clif qonata 10 1 i1 6ydep- HOro po3duHy, 00 3HU3UTH a0

KOMIIOHEHTIB.
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Po3BeneHHsI Takoro po3yMHY TakoX He BIUTMBAE Ha Horo pH, OCKiNbKM BOA- HEBUI
MOKa3HUK 3aJIC)KUTH JIUIIE BiJl CIIBBIAHOMIEHHS KOHIIEHTpPAIlH COJIi Ta KUCJIO- TH 1 HE 3aJIKUTh
BiJ] CTYTIEHIO PO3BEICHHSI.

PiBHSIHHS €TEKTPOTITHYHOI TUCOITiallii 1 BUpa3 KOHCTAHTH JUCOITIaIii CIa0KOi KUCIT0-
TH (SK CI1a0KOT0 €JIEKTPOIITY) MAIOTh BUIJISIL

HA H* + A- =
o HTIA]
BiamoBigHO KOHIIEHTpAIlis TPOTOHIB B TAKOMY PO3UYHHI:

+9 Cx
[H ] — I C_
C

ne Ck — 1e KOHIIEHTpallis HeAUCOLIHOBaHUX MOJIEKYJ KUCIOTH, a Cc — KOHIIEHTpa- 11is aHIOHIB

Ii€1 KUCIIOTH, sIKA TIPAKTUYHO JOPIBHIOE 3araibHii (BUXiAHIN) KOHIIEHT- paii 1 coi.
[Tponorapudmysasiu e piBHsSHHS (Oepyun no yBaru, mo pH ta pK — ne Bi- a'emni
JeCATUYHI JOrapu(pMH KOHIIEHTpalii MPOTOHIB Ta KOHCTAHTHU JUCOLIAIT KUC- JIOTH), OTPUMYEMO
piBusiHHs ['enaepcona-I'accenbfaxa, sike 3acCTOCOBYIOTh IS PO3paxyHKY 3HaueHHs pH

KHUCIIOTHOTO OYy(EpHOT0o PO3UnHY:

PH = pKkucnom + Ig Cconi/Cchnom,

3 SIKOTO BHJIHO, 10 pH 3ajexuTh BiJ KOHCTAHTH IUCOIIalii KACIOTH Ta CIIBBIIHO- IICHHS
PIBHOBa)KHHMX KOHIICHTpAIlIH c1a0KOT KUCIOTH Ta ii coti.

BY®EPHI CUCTEMMUM OPT'AHI3MY - e cucremu, sKi 3a0€3MeUyIOTh MATPUMKY
KHCJIOTHO-JIY’KHOI piBHOBaru Ta crajocti pH pinuH i TKaHUH OpraHizmy.

B xuBux opranizmax € gekiibka OypepHuX cuctem: B KiiTuHax pH migTpu- MyeThcs,
TOJOBHUM 4YMHOM, (ocharHumMu Ta OinkoBUMH OydepHUMH cHUCTEMaMHu, TO- JIOBHUM
MO3aKIITHHHUM OydepoM € TiApokapOOHATHa CHUCTeMa, a HaAHUMOTYXHIMoKW OydepHOIO
CHCTEMOIO KpOBiI € TreMOrjo0iHOBa CHCTEMa, 4YacTKa fKOi CTaHOBHTh 75% yciei OydepHoi
€MHOCTI KpOBI.
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I'emoznobinosa cucmema cxnagaerbesi 3 HeioHizoBaHoro remorsiobiny HHb (cmabka
OopraHiyHa KHCJIOTa, JOHOP MPOTOHIB) Ta KajieBoi coii remoryiooiny KHb (ocHoBHa cinb,
aKUEeNnTop MpOTOHIB). BaxiWBUM € Te, IO TeMOrJIO0IHOBAa CHCTEMa MOXXE B3aEMOIISATH 3
riapokapOOHATHOK CHCTEMOIO, SIKa € TOJIOBHHM JIY’)KHHM pe3ep- BoM KpoBi. Tak, B Kamuispax
TKaHWH B3a€MOJIiI TEMOTJO0IHY 3 KHCIOTOIO CIpHSIE 30€peKEHHIO TiapoKapOoHaTiB, TOOTO
ayxkaux pesepBiB (KHb + H2COsz — KHCO3 + HHb). B nerensx, HaBmaku, reMoriio0iH
BUTicHs€ 3 rigpokapboHariB H2COgz, 1o cy- mpoBOJKYETbCS 3MEHIICHHSM JIY)KHUX PE3EpBiB
2HHb + K2CO3 — H2CO3 + 2KHb. Came Tak 3a6e3neuyerhcst 30epeskeHHss pH kpoBi B Mexax
¢izionoriyHo gomyctuMuxBennyul — 7,35-7,45.

[TnasmoBa ziopokapoonamna oygepna cucmema. (H2CO3/ HCO3") edektuB- Ho
dyukmionye nmpu pH =7.4. Ilpu pH xposi 7,4 BigHomenus koureHrparmii H2CO3z/HCOs~
nopiBaioe 20:1. Tlpu HAAXOMKCHHI B KPOB KHCIMX MPOAYKTiB ioHm H' B3aemomitors i3
rigpokapOoHaTaMHu, YTBOPIOETHCS HAJIMIIOK BYTUIBHOI KHCIIOTH, SKa PO3IMATacThCs Ha
ByIJIekHcauii ra3 ta Bogy. COz mepexonuTh B ra3oBy (GopMy 1 yepes JereHi BUBOAUTHCS 3
oprauizmy. Ile 3ymoBmioe mosepuenns crieignomerass H2CO3z/HCO3 10 HOpMU Ta MOBEpHEHHS
pH no 7,4. Komu pH mmasmu xpoBi migBu- mryetbesi, ioHu OH™ B3aeMOAiIOTH i3 BYTiIBHOIO
KHCJIOTOIO, sIKa TIEPEXOAUTH Y Tizipo- kapooHaT-ionH HCO3™. Ile BUKIMKae pO3YMHEHHS B TjIa3Mi
KPOBi A0AAaTKOBOI Kisib- KOCTI CO2, 110 MICTUTHCS B Ta30BOMY IpocTopi JiereHb. KoHneHTpais
H2CO3 B m1a3mi 3pocTae 10 HOpMaJIBHOTO CITIBBITHOIICHHS.

@ochamna OGydepHa cucTemMa CKIANAETHCA 31 CIPSHKEHOI KHUCIOTHO-OCHOBHOI Tapu
H2PO4~ i HPO? 4. 115 mapa mae pH 6,86, Tomy docdaraa 6ydepHa cucTemMa Bifirpae BaxIuBy
poab B miATpUMII cTanocTi pH BHYTPIIIHBOKIITUHHOI PiIMHY, 10 3HAXOAUTHCSA y Mexax 6,9—
7,4.

BydepHi cucremMu CTaHOBIATH MEpIIy JIiHIIO 3aXUCTy OpraHisaMy Big 3MiHu pH.
JlomaTkoB1 MOKIJIMBOCTI 3a0e31euye KOMIEHCATOPHA AisVIbHICTh, TIEPEeIyCiM, Jie- TeHb 1 HUPOK,
aKki BUBOIATH 3 opra”izmy COz, mpOTOHH, a TAaKOX KHUCII Ta JYXHI NpORyKTH. Tak, mpu
3HWKEHHI pH IWXaHHS CTUMYJIOETBCS, 10 MPUBOAMTH JI0 BHBE- JICHHS 3 OPraHi3My HaUIAIIKY
CO2, 1, HaBmaku, mpu miaBUINeHHI pH dYacroTa nuxaH- HS 3HWKYETbCS ISl 3MEHIICHHS
BuBeneHHsT CO2 nereHIMu.

IepBunni 3minn KOC BinOyBatoTbcss ab0 B pecmipaTopHOMy, ab0 B MeTa-001iyHOMY HOTO
KOMITOHEHTI. Y BIJMIOBIJIb Ha 1€ 3PYIICHHS BUHUKAE KOMIICHCATOP-HA PEaKIlis, CpsiMOBaHa Ha
rioro momosanns. [Ipu bomy pH KpoBi 3anuiaeTsess BMEXax HOPMaJIbHUX KOJMBaHb a00 Mae
HE3HAYHE BIIXWUJICHHA Bil HOPMHU. 3BICHO, OIS KOMIICHCATOPHA PEAKIlisi MOXIIUBA /0 SKOICh
MEXI, OCKUIBKM BCE 3QJIKHTh BiJl KOMIEHCATOPHUX MOXKIUBOCTEH OpraHizMy, TOJIOBHHM
YUHOM BiJ (YHKIIi JIETe€Hb 1 HUPOK, CHJIM TEPBHHHOTO BIUIMBY 1 4Yacy, BIPOJOBXK SKOTO
BinOyBaeThcss 1ei mporec. KommeHncaropni peakuii Heraiimoro tumy. I[i peakmii
3a0e3MmeuyroThcsl  ra3000MIHHOIO — (DYHKIIEIO JiereHb. byap-sika 3MiHAa  METaboJIi4HOTrO
komroHeHTy KOC — nedinut abo HaIIUIIIOK OCHOB - MPU3BOAUTH JI0 HETAHHOI peakilii 3 00Ky
OpraHiB IMXaHHS. 3HWKEHHS BMICTy O0iKapOOHATIB y IJ1a3Mi KpOBi, 1[0 BUHUKAE TIEPBUHHO, KOM-
MIEHCYETHCS 30UIBIICHHSIM JIeTeHEBOT BeHTUIIAIT Ta 3HMKeHHsIM PCO;2 11a3Mu, CIiBBiAHOIIICHHS
pCO2/HCO®* 3ammmiaeThess HesMiHHMM. IIpoTe 3a  BaKKOro MeTabONi4HOrO  amuao3y
CTUMYIISIIiS BEHTHIIALII JIETeHb JOXOAHMTH J0 CBO€i KpaiHboi Mexi (pCO2 Hmxde 20 MM.pT.CT.
1 HaBiTh 10 MM.PT.CT.) 1 TOJIaNTbIIIa KOMITGHCAIiSl CTAE HEMOXJINBOKO. 3MiHU piBHSA pCO2 1 BMiCTY
OixapOOHATIB yruia3mi KpoBi CYNPOBOKYIOTHCS TAKUMH CAMUMH 3PYIIEHHIMH B YChOMY I103a-
KJIITHHHOMY BOJTHOMY TMPOCTOpl. Y BHMAAKYy METaOOJIYHOIO ajaKajao3y BigOyBarOThCS 3BOPOTHI
3MIiHM — 30UTbIIEHHS BMICTYy OikapOOHATiB y IUIa3Mi KpOBi, 10 BHUHHKA€ TEPBUHHO,
CYNPOBOKYETHCS 3HWKCHHSIM JIET€HEBOT BEHTWJAIIT Ta 30iibiieHHsM [loTpiOHO Bka3zaTu Ha
BIJIHOCHICTh IIi€i peakmii. Sk mpaBwio, BUPAKEHOTO IUXAIBHOTO alMJI03y HE HACTYIAE,
OCKIJIbKM CTUMYJISILIS JUXaHHS 3/iiicHIo- €ThcsA He nume ioHamn H, a 3anexuTs i Big pO2 Ta
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(ocobauBo) pCO2 kpoBi. OnHAK, npu BUPAKEHOMY META0OIIYHOMY alKauo3i icHye HebGesnmeka
TIIOBEHTHIISALI].

Komnencaropui peakuii ynoBinbHeHoro tumy. L{i peakii 3ae6ubmoro 3a- 6e3meuy-
I0ThCs (PYHKIII€I0 HUPOK (aMOHiOreHe3, TuTpyBaHHs H* ioHiB, peabcopOiis).

[TepBunne 3umkeHHs pCO2 Ia3Mu KpoBi (IUXAIBHUN aJIKaio3) MPUTHIYYe peadcopOIrito
rigpokapOoOHaTy B KaHAJBIAX HUPOK, BHACTIIOK YOTO BMICT OikapOOHATIB y Tu1a3Mi KpPOBi 3HU-
KyeTbes (Meraboniyamii ankanos). IlepBunne miaBumenas pCO2 miasMu KpoBi (IUXaNbHUN
aIu03) CYyMPOBOIKYETHCS 30UIBIIEHHSAM peadcopOItii 10HIB T1IpOKapOOHATy 1 BMICTY OCTaHHBO-
ro B mja3mi KpoBi (MeTabomiunuii ankano3). L{i koMneHcaTopHi peakiiii Ha BiAMIHY BiJ] peakiii
HEraifHOTO TUIY PO3BHBAIOTHCS Yepe3 THEeBHUN yac (6-12 roiuH) i 1OCATaIOTh MAKCUMYMY Uepe3
KisbKa 1i0. Ilep- BUHHE K MOPYIICHHS MPH [bOMY (IMXaTbHUH alua03), 0 BUHUKAE TOCTPO, HE
KOM- TEHCYETHCS HUPKAMH 1 MOXE 3aKIHYyBaTUCh JIETAIHHO 0€3 TMOMITHOTO 301JbIIIEHHS PIBHS
rizpokapboHary B KpoBi (rocTpuil nuxainbHHi anuao3). Ha BiaMiHy BiJ roc- TpPOro MOBLIBHO
MPOTPECYIOUHNI TUXATBHUHN aIua03 (XpOHIYHUN) KOMIIEHCYETHCS 301IBIIICHHSIM PIBHS T1IpOKap-
OOHaTy B KpOBi i IPSIMOT 3arpo3u JIs )KUTTS HE CTAHOBHTb.

B xiiHiuHIA mpakTUIN JUIsl OMIHKA CTaHY KHCJIOTHO-JIY)KHOI PIBHOBAaru, Sk Tpa- BUIIO,
BM3HAYaIOTh HACTYNHI TOKa3HMKH: pH KpoBi Ta cedi, KOHIEHTpaLil0 B IUIa3Mi i0Ha
rigpokapOonaty, naprianbHuii THCK CO2 y KpoBi, HAIIUIIOK OypepHHX OCHOB HEPO3BEACHOI
KPOBI Ta MJIa3MH KpoBi (JIy>)KHUH pe3epB).

di3zio10riuHi 3HAUYeHHA 0CHOBHMX NMoka3HuKiB KOC
pH aptepiansnoi kposi 7,37-7,45pH Benos3Hoi kposi 7,34-7,43
pH kaninsproi kposi 7,35-7,45
pO2 aptepianbaoi KpoBi 75-100 MM pt.cT. pCO2 aprepianbHOi kpoBi 40 MM PT.CT.
pCO2 BeHO3HOI KpOBi 46 MM PT.CT.
BbydepHi ocHOBY KamiisipHOiT KpoBi 44-53 MMOJTB/1T
CranpaptHuii 6ikapOoHaT 11a3Mu KpoBi 22-26 MMOJIB/JT
[cTuHHUN GikapOoHAT - 27 MMOJIB/JIT

Hannumok ocHoB kaniisipHOi KpoBi 3,4 + 2,5 mmonb/n

ITopyuieHHS KHCJIOTHO-JIY’KHOTO CTAHY

Merta6oaiunnii auuao3. Takuii cTaH BHHHMKAE BHACTIAOK HAaIMIPHOTO yTBOPEHHs a0o
HAJXO/DKEHHSI B OPTaHi3M OpraHiYHUX a00 HeopraHIYHUX KHUCJIOT. Haifua- crime yTBOpeHHS
KUCJIOT 301bIIY€ETHCSI BHACTIIOK MOPYIIECHHS OOMIHY PEYOBHH, HAIPHUKIAA MpPHU I[YyKPOBOMY
niabeti abo TOJOMYBaHHI, KOJIM B TKaHMHAX 1 B KPOBI CTBOPIOETHCA HAMJIUIIOK IMPOMYKTIB
HETOBHOTO OKMCJIEHHS OUIKIB, )KHMpIB 1 BYIJIEBOJIB, SKi € MEPEBAXHO KHUCIOTAaMH (MOJIOYHA,
OeTa-TiIpOKCUMACIIsTHA, alleTOOITOBA Ta 1H.). MeTaboIuyHUN ali/103 CIIOCTEPITAEThCS TAaKOXK i
Yac IHTEHCUBHOI (D 13MYHOT POOOTH, MPH TIMOKCISIX OYAb-IKOr0 MOXOHKEHHS, BaXKKIH JIMXOMAHIII.
Baxxke ypakeHHsI IEUIHKH MEPENIKopKae HeUTpami3allii KUCiIoT, HUPKOBa HEAOCTATHICTh MPHU3-
BOJIUTH JI0 a30TEMIYHOT0 alUA03Yy, 10 00YMOBIICHUH 3aTPUMKOIO B OpraHizmi kuciux ¢ocgaris,
a TaKOXX aHIOHIB 1HIIMX OPTaHIYHKUX KUCIOT. [Ipu 3aXBOpIOBaHHSAX HUPOK MOPYIIYETHCS aKTUBHA
cekpenisi ioHiB H+ y HupKoBi KaHanbli, a BuaiIeHHa KaTioHiB Nat+ i K+ 30epiraerscs, Tomy
PO3BHUBAETHCSA HETATUBHMM OajlaHC MiHEpaJbHUX PEUOBMH. Bakki 3amayibHI TPOLIECH TAKOXK €
OPUYMHOI0 METadoIiuyHOro anuno3y. Jlo mpuuumH MeTabosliyHOTO anua03y HAaJeKUTh TaKOXK
Haamipaa Brpata amiomis HCO3 wacrime 3a Bce 4Yepe3 IUTYHKOBO-KUIIKOBMH TPAaKT:
0ikapOOHATH HATPIIO 1 Kajil0 BTPAvarOThCA Y BENUKiM KiIBKOCTI IpH iapei, CBHINAX IUTyHKA,
YKOBYHOT'O 1 MTAHKPEATUYHOT'0 IPOTOK. BTpaTa my>KHUX 10HIB IPU3BOIUTH IO BITHOCHOTO MEpeBa-
JKaHHA 10HIB H+, 110 BUIIISAIOTHCS 3 OpraHi3My 4Yepe3 HUPKH y CKJIadl KUCIHX HATPieBHX 1
KaieBUX cojiei. OHaK SKIO BUAAICHHS 3 OPraHi3My IIMX COJIeH HE BCTUTae 32 HAKOMMUCHHIM
ioniB H*, To po3BuBaeThcs anmao3. B 3B's13ky i3 BTparoro TiipokapOoHaTiB OydepHa €MHICTh
KPOBi IOCTYIIOBO 3HIKYETLCS 10 Benuuunu Hkde 10 mexs/n (B Hopmi 20-26). Ilix BrummBom
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oinpn ctbHUX KucI0T H2CO3 pyitayethes mo CO2 1 H20. 36inemenns pCO2 B apTepialibHIiA
KPOB1 CTUMYJIIOE [isNIbHICTh AUXAILHOTO LEHTPY,

BUJIUISIETBCS 3 OpraHi3My, 3MCHINYIOYM THM CaMHM 1 KOHIleHTpamito ioHiB H'. Skmo mBuki
(remiuHM# 1 nuXajabHMNA) MexaHi3MH KommeHcauii He HopmamnizyloTb KOC, To BKIIOYAETHCA
MOBITLHUNA MEXaHI3M KOMIIeHcallli — HUPKOBHH. BiH momsirae B TOMy, IO NMPH AUXATLHOMY
anuao3i 301MbIIYEThCS aMOHIOTEHE3, aMiaK 3'€THYE€ThCS 3 10Ha- MH BOJHIO 1 XJIOpY, a 10HHU
HaTPIIO, 110 3ATHIIUINCS peadcopOyIOThCsi B OOMIH HA 10HM BOAHIO B HUPKOBHX KaHAJBIISX, IO
BUKJIHMKae mojanbiii 3miau pH ceui. IIpu nexommeHcarii 3a yMOB MeTa0OJIYHOTO aIlUa03y
BUHHKA€E BHYTPIIIHbOKIITHHHUH aIfuao3.

[Ticns BUHMKHEHHS! IEPBUHHOTO alUA03y, 0OYMOBIECHOTO METa0ONIYHUMHU PO3-JIa/ilaMH,
CIIOCTEpIraeThCsl TINEPBEHTHIALIS — JAMXalbHa KOMIICHCAIlll MeTa0oiMiuHuX poznaniB. Ll
KOMITICHCAIIISl TOYNHAETHCS 3HAYHO PaHillie, HiK MeTa0oJIivHa.

Pecnipatopunii auuno3. [IpuunHo0 pecnipaToOpHOTo alua03y € 3MEHIICHHS BUAUICHHS
3 OpraHi3My BYTJIEKHCIIOTO Ta3y uepe3 JIEreHl BHACTIOK MOpYIIeHHs (DYHKIIT caMoi JereHeBol
TKaHUHH, I1HHEpBAaIliiHOro amapary, JIMXalbHOI MYCKYJaTypd, 3MEHIIEHHS 30yIIMBOCTI
JMXAITBHOTO LEHTPY, YIIKO/DKEHHS TUICBPHU UM JIETCHb Ta IHIIMX NMPUYUH. PO3BUTOK Ta30BOTO
anuI03y Moke OyTH TaKOoXX OOYMOBJICHMH MiJBUIIEHHSM BMICTY BYTJICKHMCIOTH B TOBITPI.
Haii6imp1m BaxkmnBoio OyhepHO0 CHCTEMOI0, 10 Oepe y4acTh B KOMITEHCAIlll Ta30BOTO allua03y,
€ remorno6inoBuii Oypep, ockinbku mpu aucomiamii H2CO3 iomm HY  yrpumyroTscs
BiJHOBJIEHUM T€MOIJIO0IHOM epuTponMTiB. JI0 €pUTPOIMTIB HAJXOAATH aHIOHHU XJIOPY, @ B OOMiH
Ha HUX y IUIa3My IIE€PEXoaaTh J0AaTKoBl KinbkocTi aHioHiB HCO3 (xommeHcaTopHa peakiis).
Tomy criBBigHOIIEHHS MiK KOMIIOHEHTaMHU O0iKapOOHATHOI CHCTEMHU 30€piraeThes, a 3Ha- YEHHS
pH 3amumaerscs B Mexax (i3iooriyHOi HOPMH. [HIIMM KOMIIEHCATOPHUM MEXaHi3MOM IpU
ra3’oBOMY amua03i, O NPU3BOAUTH 10 36imbmienHs konuenrtpanii HCO3, € mocunenns ix
peabcopOuii B Hupkax. OJHOYACHO 3 LUM CIOCTEPITAEThCA jiesike 30UIbIICHHS THTPOBAHOI
KUCIOTHOCTI ceui (IIABHUILYEThCS HEPETBOPEHHS B IIEPBUHHINA cedl OCHOBHUX (ocdaTis
Na;HPO4 B NaH2PO4, siki i BUAIIAIOTHCS).

SIK110 BUHUKHEHHSI Ta30BOTO alM103y HE 00YMOBJICHE MTEPBUHHUM TOPYIICH- HIM 3 OOKY
30BHIIIHHOTO JMXAHHS, TO CIIOCTEPIraeThCs MpsMe, ado peduieKTopHe (Uepe3 XeMOPEIEeNTOPH ),
30yDKEHHsI TUXaJIbHOTO LEHTPY, 30LIbIIECHHS YacTOTH Ta IJIMOMHM quMXaHHA. Beranosneno, mo
npu mixsuimeHAi pCO2 kpoBi Ha 10 MM PT. CT. XxBUIMHHMI 00'eM AMXaHHS 3pocTac B 4 pasu.
3a HEeMOCTATHOCTI OpraHiB TUXAHHSICH KOMIICHCATOPHUN MEXaHi3M BiJCYTHIHN 1 alluI03 TOCUTh
HIBHJIKO MTPOTPECYE.

SIKIO NpUYMHOIO Ta30BOro anuao3y € 30iabmenHs pCO2 y HABKOJMIIHEOMY MOBITPi, TO
aKTHBAllid 30BHINIHLOIO JUXAHHSA TAKOX HE MPU3BOAUTL 10 Hopmamizaumii pCO2 KpoBi i
MDKKJIITHHHOI P1JIUHU.

PecnipaTopHuii anuao3 MOAUIAETbCA HA TOCTPHMA Ta XpOHIYHUN. ['ocTpuil aAuxampHUA
anuao3 — 1e HaWOumem HeOesneune nopymeHHss KOC, po3BUBa€eThCS MIBUI- KO y 3B'SI3KY 3
JIEKOMITEHCall€0 (PyHKIIT 30BHIIHBOrO JUXaHHs. BiH XapakTtepu- 3y€TbCs IEPBUHHUM TOCTPUM
HakonuyeHHAM CO2 B opraisMi uepe3 3HIKEHHS alb- BEOJSAPHOI BeHTWIANii. Hupkosa
KOMITCHCAIIISl ITUISIXOM EKCKpeIlli HeIeTKNX «(iKCO- BaHWUX» KUCJIOT BIACYTHA. [HI MOKa3HUKH
KOC mnoB'szani 3 0ocoOmuBOCTAMHU 3Mi- IeHb OydepHUX cucteMm Kposi. bydepHi ocHOBH
3QIMIIAIOTHCS TOCTIHHUMHU. Y Mipy 3HIKEHHS PH BHHHMKAIOTH EIEKTPOJITHI 3pYIICHHS 3
TEHICHITIEI0 10 30UTBIICHHS B I1a3Mi PiBHS GocdartiB i Kaito.

XPOHIYHUI TUXATBHUHN alMI03 PO3BUBAETHCS TPUBAIUN Yac, JOCTATHIN JIsl BKIIOUCHHS
HHMPKOBOro Mexanizmy komneHcanii. ITigsumenns pCO2 KpoBl CyNPO- BOIKYETLCS IIOMiPHUM
sHmKkeHHAM pH. OHOYacHO 361bIIYIOThCA HAIUIIOK Oc- HOB, @ 3 OpraHi3My BuUBoAAThCS H' i
Cl™ (13 ceuero Buminserbca NH4Cl). Kommenca- topuuii xapakrep MeTa0OIIYHOrO aaKaao3y
oueBMIHUK. He3Bakaroum Ha HUPKOBY KOMIICHCAIilO, JWXajdbHI TIOPYIICHHS MOXYTh
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MpPOrpecyBaTH. XPOHIYHUHN TUXAIBHHUM alli/1I03 MOXKE TMEPEUTH B TOCTPH, ane Oe3rnocepeaHbol
3arpo3u JUIsl )KUTTSI XBOPOTO HE CTAHOBUTb.

JAuxanbHuil ankano3. BunukHeHHs auxanbHOro ankanody (3HmwkeHHs pCO2 B
aprepiaibHiii KpoBi) OOYMOBIEHO NEPBUHHOIO TINEPBEHTWISLIEIO, sIKA MOXXE BHHUK- HYTH
BHACIIJIOK MPSMOI CTUMYJISAIIT JUXAJTBHOTO LEHTPY, NMPU Ypa)KEHHI TOJIOBHOTO MO3KY, iCTepii i
OTpYeHHI caniuiatamu. PedrexkTopHa cTUMYISALIS JUXAIBHOTO IIEHTPY BUHUKAE, HAPHUKIA,
BHACIIIJIOK CHJIBHOTO TOJIPa3HEHHsI XEMOPEIIETITOPIB MIPH TIPChKiii, a00 BUCOTHIM XBOPOOI, KON
BHACIIIZIOK TIMOKCii BiOYBA€TbCs MOAPA3HEHHS PELENTOPHOTO amapaTy CyAWH 1 BUHHUKAE
KOMITEHCATOPHA TiMEePBEHTUJIALIS,. PO3BUTOK TIMEPBEHTHIIALIT MOKE TAKOXK CIIOCTEPITaTUCS TIPH
BUKOPUCTAHHI anapary IITYYHOTO IMXAaHHs], a TAaKOX MPH AEAKHX 1HQEKIIHHUX TOKCHKO3aX.
["o0BHOIO 03HAKOIO Ta30BOT0 ankayo3y € 3MeHieHHs pCO2, HWKYE 35 MM PT. CT. 1 BIITIOBITHE
3HIKEHH KOoHIeHTpauii ioHiB H+. [Ipu razoBomy ankanosi 3aay4aroTbes SIK IIBUJKI, TaK 1 MO-
BUTbHI MexaHi3MHu KommeHcartii. [[IBuakuii reMivHril MeXaHi3M € Maloe(heKTUBHUM, OCKLITBKH
OydepHa emHicTh OikapOOHATHOI CHCTEMH IpHU JTy)XKHOMY 3HaueHHI pH nocuTe Hu3bKa. BinmbIn
3HAYHA POJIb Y KOMIIGHCAIl HANEKUTH JIETEHEBOMY MeXaHi3My. MOro poib mojsrae B rajb-
MyBaHHI 30yAJIUBOCTI AMXaTbHOTO IEHTPY, 110 BUKJIMKAE 3MEHIIEHHS YacTOTH i TTUOWHH IH-
XaHHS, B pe3yJbTaTl 3aTPUMYEThCS ByrieKuciauii raz. OqHak yepes 3aly>KHEHHS MOPYIIYeThCs
JUCOLIIAIlisT OKCUTEMOTTIO0IHY, 3MEHIIYEThCS KHUCHEBE 3a0€3MEYCHHS OpPraHi3My 3 PO3BHUTKOM
TIMOKCIi, KA, y CBOIO Yepry, BUKIUKAE PO3BUTOK BHYTPIIIHHOKIITHHHOTO allUIOTUYHOTO 3CYBY.
MexaHi3M HUPKOBOI, MOBUIFHOI KOMITEHCAIli{ MOIATae B ToMy, 110 3MeHIIeHHss pCO2 KpoBi npu
ra3oBOMY aJIKaJio31 BUKJIWKae 3HMKEHHS yrBopeHHs HoCOs. 3HMKEHHS 11 YyTBOPEHHS IPHU3BO-
JTUTH 0 3MEHIICHHs ceKperii ioHiB H+ emiTenmieM HUPKOBHX KaHANbIiB. YUM MEHIIA IS CEK-
pettisi, TuM ciiadkimre peabcopoyerbess Na+ 1 MeHIe nmoBepraetses B kpoB a”ioHiB HCO3. Bua-
CJIIIOK IIbOTO BiI0YBA€THCS 301IBIICHHS BUIUICHHS 3 ceuero TyXHuX koMmnoHeHTiB — NaHCOs i
NaHPOs. IIpu razoBomy ankanosi 3menmeHHs: pCO; migcuitoe nepexin ioniB Cl- 3 eputpo-
IIUTIB B IUIa3My, [II0 YaCTKOBO KOMIIEHCY€ 3HWKEHHSI BMICTY aHIOHIB Y IU1a3Mi KpoBi. Takum uu-
HOM, TIEPBUHHHUM IPH ra30BoMYy ayikayiosdi € 3MeHmeHHs pCO2, a BTOpUHHUM — KOMIIEHCATOpHE
3MEHIICHHS KOHILIEHTPAIlil OCHOB B KPOBI.

Meta6oaiunmnii ankajno3. BiH XapakTepu3yeTbCs 3pYLICHHSIM CHiBBIJHOIICHHS MIiX
aHIOHAMM KHUCJIOT 1 KaTiOHaMHM OCHOB KpOBi y Oik 30iibIneHHs KaTioHiB. bika- pOoHaT mia3mu
MiJBUIYETHCS OlbIe 26 MMonb/ 1 pH 30umbmryerhest monas 7,45. MeraOomiyHmiA ankaao3 BH-
HUKa€ BHACTIAOK a00 HaaMIpHOT BTpaTH KHCIIOT, MepeBa- kHO xyopy B ckianai HCI, 1 kamiro 3
MO3aKIITHHHOI PIAMHKU OpraHi3My (TOJI BUHU- KAIOTh TIMOKATIEMIYHUHN, TIMOXJIOPEMIYHUMA ajKa-
71031), a00 BHACIOK HAJUIMIIIKOBO- TO HAIXOJHKEHHS JI0 OpraHi3My COJIeH JY>)KHHX METaNiB —
OikapOoHaTiB Ta iH. 3Hayni BTpatd HCI BHHMKAIOTH BHACiOK OnroBaHHSA ( IPH MIOPOCTEHO3I,
TOHKOKHIIKOBIM HEMPOXiJHOCTI), TPUBAJIOI MOCTIHHOI acmiparllii IIJTyHKOBOT'O BMICTY 3a JJOTIOMO-
TOI0 Ha30TacCTPAIbHOTO 30HJA (MMTaHKPEaTUT, MEPUTOHIT), TACTPOCTOMM Ta IHIIOI BTPATH ILIyH-
KOBOTO COKY, III0 Mae HU3bKUH pH, BTpaTu kaiito, Marito ta Harpito. L{i BTpa- Tu crocrepira-
IOTHCS 11T Yyac OJIFOBaHHsI, Aiapei, acmipallii IMUTYHKOBOTO BMICTY, TPH KHIIIKOBUX CBHUIIAX, BUKO-
pUCTaHHI cedoriHHUX 3aco0iB. KommeHcaTopHi MexaHi3MH, II0 PO3BHBAIOTHCS TPHU aIKalo3i,
MOJISITAIOTh 3/1€01IBIIIOT0 B 3HUKEHH1 30Y/UTMBOCT1 JUXATBHOTO IIEHTPY 4Yepe3 30umbmenns pH, a
TaKOX B MOOLTi3aIlii HUPKOBUX MexaHi-3MiB. EhekTuBHICTh OypepHUX CHCTEM KPOBI MPH alKa-
71031 BUpa)keHa MEHIIIe, HK MPH alu1031. 3MEHIIEHHS XBUIMHHOTO 00'€eMy TUXaHHS MPU3BOIUTD
710 KoMIIeHca- TOpHOro 30iibmeHHss pCO2 B KpOBi, 0 BUKJIMKA€E YTBOPEHHS BEJIUKOI KUTBKOCTI
BY- TUIBHOT KUCIIOTH, sIKa € JpKepesoM 1oHiB HY. XapakTep HUPKOBHX MEXaHi3MiB KOM- IEHCAIil
3aJICKUTh BiJ] 0COOJIMBOCTEH MOPYIIECHHS ENEKTPONITHOrO OOMiHYy mpu ai- kanosi. Tak, mpu
TIMOXJIOpeMIvHIN (HopMi amKaio3y MOCHUIIOEThCS BUIIJICHHS HATPIIO 1 KalIil0 HUPKaMH, a TPH
rinepHaTpiemii, 00yMOBJIEHI BUBEJIECHHSAM BEIMKUX KUIBKOCTEH OikapOOHATIB HATPilO, CIIOCTE-
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piraeTbest mocuiieHHs ekckperii 3 ceuero NaHCO3 BHacigok 3MeHIIeHHs oro peadbcopOrrii B
HUPKOBUX KaHAJIbIAX.
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