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IHepeamosa

bioximis — nguHamiyHa, iH(opMmamiiiHa W  mOCTiiiHO
¢dakrTosoriuHo HamoBHIOBaHa Hayka. CydacHa MeIUIIMHA HE MOXe
o0iiiTrCca 0e3 MOBHOTO PO3YMIHHS MPOIECiB, IO BiAOyBarOTbCS Ha
KJIIITHHHOMY ¥ MOJIEKYJISIPHOMY PiBHAX Yy (Di310710TTYHO HOPMAIBHHUX
abo maToJOriyHUX yMoBax. 3 iHmoOro Ooky, 00’emu iHpopmarii
MOCTIHHO 3POCTal0Th, IPYHTYIOUHUCHh Ha CTAaOUIBHOMY MOTOIIl HOBUX
JIOCSITHEHbB, BIIKPUTTIB, TEOPIH 1 rimoTe3. 3 oMy Ha BUIECKAa3aHe
BXUIMBUM  3aBIAHHSIM I 4Yac OINaHyBaHHS HEOOXiJTHOTO
1H(OpPMAaLIIIfHOTO MOTOKY € CTPYKTypOBaHE U 3p03yMijie BUKIIACHHS
marepiany i3 HEOOXIIHUMHU pO3’SICHEHHSMH Ta OOIPYHTYBaHHSM.
ToMy mif yac HamMCaHHS IILOTO KOHCIEKTY JEKIiH mepes Hamu
MOCTaJ0 3aBJaHHS PO3POOMTH METOAMYHUN  Martepialm IS
MaKCUMajdbHO KOM(OPTHOTO CHPUUHATTS ¥ pO3yMiHHS, 3
MIPOYMAHOI0 CTPYKTYpPOIO Ta B MOBHIM BiIMOBIAHOCTI JO OCBITHHOI
nporpamu i cunadycy.

Y KOHCHEKTI BHCBITIICHO OCHOBHI MHUTaHHS METa0Oi3My
BYTJICBOJIIB, AKLIEHTOBAHO YyBary Ha IMEBHUX KIIHIYHUX acHeKTax
OCHOBHHUX META0OJIYHUX MPOIIECIB, BKa3aHO KIIIHIKO-JI1arHOCTUYHE
3HAUEHHS OKPEMHUX METaOoMiTiB, JETalbHO BHCBITIEHO O10XiIMiuHi
OCHOBM PO3BUTKY U Tiepebiry OJHOrO 3 HAWMOMUPEHIITUX
MeTabOIIYHUX 3aXBOPIOBAaHb — I[yKPOBOTI'O /11a0eTy.



Jlekuis 1
MeTa00J1i3M BYIJIEBOIB: IJIIKOJIi3, a¢€pO0OHEe OKHCJIEHHS
IJIIOKO3H; IJIIKOTeHOoJIi3 Ta 010CHHTe3 IVIIKOreHy

Iinan

1. Knacudikauisi ByrjieBoais.

2. @epMeHTATHBHI peaknii aHaepoOHOrO Ta aepoOHOroO
rJaikoJizy. Peryasinis riikodtisy.

3. ETann aepoOHOro po3uIenieHHs TJIIOKO3M.
OxucioBajibHe 1eKap0OKCHJIIOBAHHS MIPyBaTYy.

4. YoBHMKOBI MeXaHi3MH TPAaHCHOPTY BiIHOBIIOBAIbHHUX
exkBiBasienTiB  riikomitnynoro HAJIH-H* 'y  miroxonapii
B 2¢pOOHUX yMOBaXx.

5. ®epMeHTATUBHI peakuii CHHTe3y IVTiIKOreHy (TJliKoreHes).

6. ®epMeHTATUBHI  peakuii  po3lIeNJIeHHS]  IJIiIKOTeHYy
(raikorenonis).

7. Kackagui MeXaHi3MHu HAM®-3aj1e:kHOI  peryJisiiii
aKTHBHOCTeH rJikoreHocpopuiasu ta riikoreHCMHTa3u.

8. 'eHeTn4Hi MOpymeHHsA MeTa00/1i3MYy IIiKOTEHY.

9. MeTa60.1i3M BYIJIEBOAHMX KOMIIOHEHTIB IIiKOKOH 10T aTiB.

10. I'eneTn4Hi NopymeHHs MeTa00J1i3MY ITIKOKOH ' IOraTiB.

1.1. Knacudikauisi ByrieBoais

Byznesoou — 1ie oprasidHi pedoBUHH 13 3arajbHOI0 (OPMYIIO0
Cn(H20)m. XiMiuHe BU3HAYCHHS: BYIUIEBOJU — e
MOJIIOKCHANBAETIIN ab0 TMONIOKCUKETOHU (IIPOCTI BYIJIEBOAM), abo
NPOAYKTH iX KOHJeHcalli (CKJIaaHl ByriaeBoan). ByrneBoau HasBHI B
yCiX JKMBUX OpradizMax 1 iM npuTamMaHHi  Halpi3HOMaHITHIII
GyHKIII.

Hwxue HaBeneHo O6iomoriuH1 PYHKIIIT BYTJIEBO/IIB.

1. Enepeemuuna ¢ynxyis (MOHOCAXapuI, TOMOIOJIICAXapuIn).
Oprani3m JTIOIMHH 33 paxyHOK BYIJIEBOIIB ozepxye 60—70 %
eHeprii.



2. Cmpykmypnua Qyukryis (reTeponomicaxapuan).
XOHIPOITUHCYIb(AT BUKOHYE CTPYKTYPHY (YHKIIO B KICTKOBIH
TKaHHHI.

3. ByrneBogu BXomATh A0 CKJIAQay CKIAQQHUX OUIKIB —
TJIIKOMIPOTETHIB (pepmenris, TOPMOHIB, perenTopis,
iMyHOTJIO0YiHIB). OsirocaxapuaHi (QparMeHTH TJIIKOMPOTEiHIB 1
DITKOMIMIAIB TUTA3MAaTHYHUX MEMOpaH OepyTh ydacThb y MpoIecax
po3mi3HaBaHHs KJIITMHAMHM OJHA OAHOI. ByrieBonu 6e3mocepenHbo
abo B ckiamal OUTbII CKIAQAHUX CIIONYK BHUKOPHUCTOBYIOTHCS IS
noOy0BU MeMOpaH 1 BUKOHYIOTh Oap €pHi, 3aXUCHI, peyenmopHi Ta
1HII QyHKII].

4. ByrieBogu BXOISTh 1O CKJIANy CKIQJIHHX JHHIAIB  —
rmikominigie. Hanpukman, reHeTHYHO AeTepMiHOBaHI BiAMIHHOCTI B
rpymax KpoBi 3a cuctremoro ABO BH3HAa4arOThCS OCOOJMBICTIO
OyZI0BH OJlirocaxapuIHUX 3aJUIIKIB y CKIal MIKOMIMiAIB MeMOpaH
€pUTPOIIHTIB.

5. ByrneBogu € ckradosumu - KOMROHEHmMAMU  HYKIEiHOBUX
KUCTIOM, HYKIEOMUOHUX KOhepMeHMIs.

6. 3anacHa, peszepsna ¢ynxyis (TIIKOTEH — 3aNlaCHUI BYTJIEBOJ] B
oprasi3mi).

7. Jleski  NpOSIBIAIOTH  0i0N102[YHYy  AKMUGHICMb:  TENapuH
(aHTHKOAryJsIHT KPOBi), CepLeBi TIIKO3UIH (JIIKyBalbHI Ipenaparu),
MyKoOIToJTicaxapHu (3B’ I3yI0Th BOAY Ta 10HH).

3anexHO  BIO  CKJIany, CTPYKTypu Ta  (I3MKO-XIMIYHHX
BJIACTMBOCTEH BYTJIEBOIU MOIUISIOTH HA JIBI TPYIIH:

1) mpocTi ByrieBoau — MOHOCaXapuau, a00 MOHO3H;

2) ckJa/iHI BYTJIEBOAM — MPOAYKTH KOHACHCAIlli MOHOCAXapHUIiB.

Cepen ckilaHUX BYTJIEBO/IIB TAKOX BUAUIAIOTH 1Bl TPYIH:

a) oJylirocaxapuju (YUCIO MOHOCAXapHUIHUX 3aJUIIKIB BiJl 2 10
10: 1u-, Tpu-, TETpacaxapuu TOIIO);

0) momicaxapuau (KUTbKICTh MOHOCAXapHIHUX 3QJIMIIKIB OijbIle
10).

MoHocaxapuam — 1€ NPOCTI BYIJIEBOAM, SIKI B PO3UMHI HE
TipOI3YI0Th, 200 1€ 0araToaToMHI aabJeTiI0- a00 KETOCIIUPTH.



Homenknartypa i kinacugikanis

Jlns  MoHOcCaXapuiB  XapakTepHE 3aKiHUeHHS -03d. IX
KIacu(]iKyIOTh:

— 3a KiIbKicTio atromiB C Ha:

a) mpiosu (C3) (TrninepaibIeris i JHOKCUAILIETOH);

6) memposu (C4) (eputposa, Tpeo3a, EpUTPyJI03a);

B) nenmoszu (C5) (pubo3a, apabiHO3a, KCWJIO3a, JIMKCO3a;
puly103a, KCUITy103a);

r) eexcosu (C6) (TIIr0K03a, TaJlakTo3a, MaHo3a, (pyKTO3a Ta iH.).

— 32 TOJIOBHOIO (DYHKIIIOHAJILHOIO TPYTIOIO:

a) anvoosu (pubo3a, rIOK03a, rajJaKTo3a);

0) kemosu (pubyso3a, KCHITysi03a, PpyKTO3a).

Yci ByrieBoaM, IO BXOISATh JO CKIIAAY OpraHi3My JIFOJIMHH,
HaJIekKaTh 10 D — CTepeoXiMigHOTO PsY.

Ouirocaxapuad — 1€ CKJI3JHI BYIVIEBOAM, L0 B PO3YHUHI
TiAPOITI3YIOTh Ha AeKinbKa (Bix 2 1o 10) MOHOCAXapyIHUX 3aJTUIIKIB.

[Mpuknaau aucaxapuuis:

a) 1axmosa (a00 MOJIOYHHIA IyKOP) MICTUThCs B MoJiotti (4-5 %),
ckiamaeTbes i3 P,D-ramakro3u Ta o,D-raroko3u, 3B’s3aHmx [(-1,4-
TIIKO3UIHHAM 3B’ SI3KOM,;

0) caxaposa (OypskoBUH ab0O TPOCTUHHHMH ILYKOp) — IIMPOKO
NOLIMPEHUH XapyoBUN BYTJIEBOJ, CKJIaAaeThes 13 o,D-rmioko3u Ta
B,D-ppyxTo3u, 3B’s3aHUX 0-1,2-TTIKO3UIHUM 3B’ SI3KOM;

B) Manbmo3a — MPOAYKT YacTKOBOI'O TIAPOJII3Y KpOXMaii abo
TJIIKOTEHY; CKJIAJAEThCs 13 2 3aNUIIKiB o,D-TIoKo3H, 3B’S3aHUX 0O-
1,4-T1IKO3UIHUM 3B’ I3KOM.

IMoaicaxapuam (TMiKaHW, MOMITTIKO3UOAN) — 1€ OlomoiMepH,
noOy/s0BaHl 3 BEJIMKOI KUIBKOCTI MOHOCAXapWJHUX 3aJIMIIKIB,
3B’sI3aHUX TIIKO3UTHUMH 3B’S3KaMH, 1 XapaKTEPU3YIOThCS BUCOKUM
CTYIIEHEM ToJIiMepH3allii.

[Tonmicaxapuay MOAUIAIOTh HA BUJU, HABEJIEH1 HUKYE.

I'omononicaxapuou — 1e OiomoiiMepH, IO CKIATAIOTHCS 3
BEJIMKOI KUTBKOCTI OJHAKOBUX  MOHOCAXapHIHUX  3aJIHIIKIB.
[IpenacraBHUKHN: KpOoXMallb, TJIIKOTEH, IENI0JI03a, NEeKCTpaH, 1HYJIIH,
MEKTHH.



Kpoxmans — mnponykt (OTOCHHTE3Y pPOCIMH — SBISE€ COOOIO
CyMIIll JIBOX TOMOIIOJICaxapuiiB: JIHIKMHOTO — aMiJo3d Ta
posraiyxeHoro — aminonektuny. 3aranbHa (opmyna (CeHioOs)n.
CTpyKTypHOIO OJUHMLEK € 0,D-Tioko3a, 3aluuIIKyd sSKOi 3B’sA3aHi
Mix coboro a-1,4 Ta 1,6 rmiko3ugaumu 3B’ ss3kamu. [Tpubauzno 20 %
KPOXMAJII0 CTaHOBUTHh amijio3a 1 80 % mnpumnajgae Ha aMiJIONEKTHH.
[Monicaxapuan Kpoxmaito MmoOyIoBaHi 13 3aJUINKIB TIIOKO3H, IO
3’€IHAHI B aMiIo31 Ta JIHIMHMX JIAHIIOTaX aMmiloneKkTuHy o-1,4-
IVIIKO3UHUMHU 3B’SI3KaMH, a B TOYKAaX TalyKEHHs aMUIONEKTUHY —
MDKJIAHIFOTOBAMU (-1,6-TIIIKO3UIHUMHU 3B’ I3KaMH.

I'nikocen — TBapUHHUI KpOXMallb, PE3E€PBHUN BYIJIEBOJ YCIX
TKaHuH Joauad. 3araigpHa (opmyna (CsHio0s)n. Ckinamaerses i3
3aJIUIIKIB o,D-rIoKko3u, 3B’sa3aHuX o-1,4, Ta 0-1,6 — rIiKO3uIHUMU
3B’s3kamMu. Ha BigMiHY BiJ KpOXMall0 BiH OUIBII pO3rairy>KeHHA.
[Tig 4yac rimpomizy B KHUCJIOMY CEpEAOBHUIIN TIIKOTeH MOAIOHO 10
KPOXMAJIIO PO3IIEILUTIOETHCS 3 YTBOPEHHSIM JIEKCTPUHIB, MAIBTO3H U,
3pEILTO0, TIIIOKO3U.

Llenonosa (KNITKOBUHA) — JIIHIHHUA HEpO3TAITY)KEHUH IMOJIIMED,
0 CKIafaeTbea 13 3anumkiB  [,D-rmoko3m (Ha BigMIHY Bif
NOMepeaHiX TOMOMojicaxapu/iiB), B OpraHi3mi JIIOJUHU HE
NEPeTPaBIIOEThCS, OCKUIBKM Hemae ¢epMeHTa uemonasu  (B-
roKo3uAasu). TUIbKY JKyHHI TBApUHU Ta MIKpOOPraHi3MM 3/aTHI il
3acBoroBaTH. OJiHAK, KIITKOBMHA Ma€ BaXJIMBE 3HAYEHHA Y
¢i3ionorii  TpaBIEHHS  JIIOJWHU:  CTUMYJIIOE  MEPUCTAIBTHKY
KUIIeYHHKa, a0copOye HaUIUIIOK XOJIECTEPOIIy Ta )KOBUHUX KHUCIIOT,
abcopOye TOKCUYHI PEYOBHHH.

Hexcmpan — momicaxapua OakTepiaJbHOrO  IMOXOJKEHHS.
BUKOpPHCTOBYIOTP y MEIUIMHI SK IUTa3MO- W KPOBO3aMiHHUK
(papmnpenapaTu: MOJMITIIOKIH Ta PEOMOJITIIIOKIH) Ta B 610XIMIYHUX
JOCTIPKEHHSAX SIK Telb JJ1s XpoMmartorpadii.

Inynin — NHIAHUA POCIMHHUEN TONicaXapuj, 10 CKIAJa€ThCs 13
3amuuikiB  ,D-gpykro3u. BHyTpilIHbOBEHHE BBEACHHS 1HYJIHY
BUKOPUCTOBYIOTh  JJIi BHM3HAYEHHS IIBUAKOCTI  KIyOOYKOBOT
¢binbTpanii HUPOK. IHYNIH TakKoX 3aCTOCOBYIOTh Yy JIETUYHOMY
XapuyBaHHI SK 3aMIHHMK IYKpy (HampuKIaja, TMpH I[yKpPOBOMY
niaberi) Ta sIK MpeOlOTHUK.



Ilexmun — mojicaxapuja POCIUHHOTO MOXOHKEHHS, MOJEKYJIH
SKOr0 CKJIQJAI0ThCsA 13 3alMUIKIB 0-D-ranakTypoHOBOi KHCIOTH.
[IeKTHH € OCHOBOIO JIIKAPCHKUX IpemnapariB. Y CTAHOBIEHO, IO
NEKTUHOBI PEYOBMHU PETYJIOIOTh BMICT XOJIECTEPOJY, BHUBOASTH
PamioOHYKIII/IN, IPUCKOPIOIOTH JIIKYBAHHSI OIIKIB Ta 3arOIOBAHHS PaH.

TI'emepononicaxapuou (TeTeporIiKaH!, MyKOIOJIICaXapyuan) — I1e
OiomoJiMepH, IO CKJIAAAIOTHCSA 13 PI3HUX 3AIMIIKIB MOHOCAXapH/IiB,
110 0araTopa3zoBO IOBTOPIOIOTHCS.

[Tepemik reTepo mosicaxapuaiB HaBeICHUH HIKYE.

L'ianyponosa Kucioma - e HecyIb(paToBaHUN
reTepornoicaxapusl 3 JiHIHOI CTPYKTYpOIO, [0 MICTUTh y CBOEMY
CKJIaJli IBa TUIIU CTPYKTYPHUX OJUHUI: 3,D-TIIIOKYpOHOBY KHUCIIOTY
ta N-aneruiarimoko3aMmid. Bonu moemnani oamH 3 omHuMm [3-1,3-
[JIIKO3UIHUMHU 3B’SI3KaMH, Il JucaxapuaHi (parmMeHTH 3B’s3aHi y
MOJIEKYJi TiadypoHOBOI KUCIOTH [-1,4-TMKO3UIHUMU 3B’S3KaAMHU.
OTke, y MOJIEKYJl TiaTypOHOBOI KHCIOTH YEPTYIOTHCS 3aTHIIKH
[IIIOKYpOHOBOi kucinotu Ta N-anertwirmoko3aminy 1 -1,3- it -1,4-
TIIKO3UAHI 3B’s3KU. [lamypoHoBa KucioTa ciayrye OioIOTiYHHM
IIEMEHTOM, M0 3allOBHIOE MDKKIITHHHHH T1pocTip. OcoOimBO
BUCOKUHU 1i BMICT Yy IIKIpl, CKJIOBUJHOMY TIJ1 OKa, IMyHOBUHHOMY
KaHaTUKy HOBOHAPO/DKEHUX, XpsllaX Ta CHHOBIAIBHIA piAuHI
cyrno6iB. CiTka TiaJypOHOBOI KHUCJIOTH y BHUIVISIAI TEI0 €
CBO€PIIHUM O10JIOTTYHUM QUIBTPOM, IO 3aTPUMY€E MIKPOOHI Ta iHIII
KpyNHI MOJEKYyJH, $KI TOTpamisiioTh B opradisMm. Po3pus
[JIIKO3UHUX 3B’SI3KIB y JIAHLIOTaX TiadypOHOBOI KUCIOTH BUKJIMKAE
il genmomimepuzamio. Y  pe3ynbTaTi (pUIBTpyBajbHa cHUCTEMaA
HOpyUIyeTbes. Y KIITHHAX OpraHi3sMy € CHeliaJbHUi (epMeHT —
rianypoHifasa, siKuil, BUIUISIOYUCh Y MDKKIITUHHUN TPOCTIpP, MOXKE
MiJBUIIYBAaTH MDKKJIITUHHY TNPOHUKHICTH. [li wac 3ammigHeHHS
SUIEKITITUHN  TI1allypoHiga3a, IO BHUIUISETBCS CIIEPMATO30i10M,
CIpusie TMPOHUKHEHHIO HOro BCepeAuHy SHLEKTTHHU. Jleski
OakTepii MICTSATh (EPMEHTH THUIY TlalypoHifa3u, 110 J03BOJSE M
OPOHUKATH 3 KPOB’SHOIO pycila B MUKKIITUHHMNA mpocTip. Y
TKaHMHAaxX TiaJypOHOBa KHCIIOTAa YTBOPIOE KOMIUIEKCH 3 OUIKaMH —
npoteoriikanu. Lli ByrieBoaHO-OLIKOBI KOMIIEKCH BUKOHYIOTh
(GYHKIII0O MEXaHIYHOIO 3axHUCTy KIITUH. Bucoka B’S3KICTh Ta
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CIU30MOAIOHa  KOHCHCTEHIlII  TPOTEOTNIKAHIB  JO3BOJIAE 1M
BUKOHYBaTH (yHKIIII0 O1070T1YHUX MacTuia. BOHM BHCTHUIIAIOTH
MOBEPXHI CYAMH, CIM30BOi HOCa, Tpaxei, OPOHXIB 1 THUM CaMuUM
3amofirarloTh iX MexaHIYHOMY TmomkokeHHto. Ille omHiero
BOXJIMBOIO (YHKII€I0 TiaTypOHOBOI KHUCIOTH € YTPHUMaHHS Ta
3B’S3yBaHHS BOAM U KAaTiOHIB, 3aBISKH YOMY DETYJIOETHCS
MIKKITITHHHAN OCMOTUYHHH THCK.

Xouopoimuucyrbghamu  —  HaWOLIBII — TOMIMPEHI  KHUCII
rerepornoiicaxapuid B TKaHMHAX JIOJAWHU. BOHUM cKianarooTbesi3
,D-rimoxypoHoBOi KHUCIIOTH Ta N-areTuia-riioKo3aMiny

cynsdaroBaHoro B 2, 4 abo 6 monoxeHHsIX. XOHIPOITUHCYIb(haTH
BXOJIATh JIO CKJIAMy WIKipH, KICTKOBOI TKaHWHH, Tpaxei, XPsIIiB,
aopTH, apTepiil. Y BUILHOMY CTaHi He MepeOyBalOTh, 3aBXK/I1 3B’ sI3aH1
3 Ounkamu. Pi3HOBHIOM Takoro OiJTKOBO-BYTJIEBOJHOTO KOMILIEKCY €
nepMaraHcynb(dar, 00 BXOAUTh 1O CKJIaay MIKIpH, aopTH U
HA/IIJICHUN IeIKMMHU aHTUKOAryJISIiHHIMHU BIaCTUBOCTSIMH.

T'enapun — cnenudiyHUil ToNMicaxapui, IO HAa BIAMIHY BiJ
pPEeIITH KHCIMX TeTepoIolicaxapuiB HE BXOAWUTH IO CKJIALy
KOMIIOHEHTIB MIKKJIITUHHOI PEYOBMHM, ILHMPKYJIIOE B KPOBI Yy
BUIbBHOMY cTaHi. MoJekysa remapuHy CKJIaJa€TbCsl 13 3aJUIIKIB
[JIIOKYPOHOBOT ~ KHMCJIOTH, TJIIOKO3aMiHy Ta CIpuyaHOi KHCJIOTH.
MoHO3HI 3amuIIKu 3B’si3aHl MK co6ot0  [-1,4-THiKo3uaHIMEI
3B’A3KaMH. ['enapuH CHUHTE3Y€TbCS TYYHUMH KIITHHAMHU CIIOJIyYHOL
TKAaHMHU W BUIUISETbCA I 4Yac ix posmnangy (LUTOJizy) B
MDKKJIITUHHE CEpeJIOBUIIE Ta KPOB’SHE pycio. Y KpoBI TemapuH
HEKOBAJIEHTHO 3B’sA3Yy€ThCs 31 creuupiuHumMu Oinkamu. OCHOBHA
GyHKLIA TenapuHy — AaHTUKOAryJsHT KpoBi, IO OJOKye [ito
antutpombiny IIl. Temapun MiCTHThCS B TEYIHIN, JIETEHSX,
CeJIe31HIl, IMTOBUIHIN 3a71031, KPOBi, a TaKOX, IMOBIPHO, Y 1HIIUX
TKaHWHAX Ta OpraHax.

Mypamin — retepornoicaxapyul KJIITHHHOI CTIHKM OakTepii, 110
ABJsIE  COOOI0 HEPO3TATY)KCHUH MEXaHIYHO MIIHWK  JIaHITIOT.
KnituHHa cTiHKa 3axuiiae memOpaHy OakTepiil Bif 30BHILIHIX
VIIKOJKEeHb. Y LUIOMY CTPYKTYpPHUM MaTepiajioM KIITHHHOI CTIHKH
6akTepiil € MPOTEOrNIIKAaHOBUM KOMILJIEKC — MYpEiH, 10 CKIaay SIKOTO
BXOJIUTh MypaMmiH. MypeiH — 1e 3wmimaHuil Olomomimep,
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MPOTEOrTiKaH ab0 MEeNTHAOTIIKAH, M0 CKIAJAEThCS 3 HEBEITHMKUX
MENTUIHUX JIAHIIOTIB (4 amiHokuciaoTtn). MypeiHoBa 00OOJIOHKa €
cybctparom mns depMmeHty — mizonumy (Mypaminasu). Jlizorum
BXOIHTH 110 ckiaay TpaBHUX cokiB LIIKT mronuHM Ta rigposiTHIHO
PO3IICTUTIOE TIIIKO3UIHI 3B’S3KHM MYpEiHOBOI 0OOJIOHKH OakTepii,
po3MilieHi OJuXk4e a0 TMENTHIHUX JIAHIIOTIB. 3a IF0 3/aTHICTh
J30IMM BIAHOCATH A0 Hecnenu(iuHuX (akTOpiB IMyHOJOTIYHOTO
3aXHCTy OpPTaHi3M JIIOAMHU.

1.2.®depmenTaTUBHI peakuii aHaepoOHOIro Ta aepodHOr0
riaikoaizy. Peryasinis riikosizy

Cnikomiz (Big rp. glycys — comomkmii + lySiS — po3yuHEHHS,
po3man) — 1e MeTaOoNiYHMHA HUIAX, y SKOMY OJHa MOJEKyJa
IJIIOKO3M TIEPeTBOPIOETHCA Ha JBI MOJIEKYyJIM TipyBary. Peakuii
TIIIKOMIZYy BiAOyBarOThcs B 1UTO30J1 KimituHU. I[lipyBat Moxke Oyth
nani metabounizoBaHuii A0 naktaty (aHaepoOHi ymoBu). Ilim uac
IHTEHCUBHOI M’s130BOi pOOOTH, KOJHM KIIBKICTh KHCHIO OOMEXEHa,
MOJIOYHA KHUCJIOTa (JJAKTaT) MOXKE HAKOMMYYBAaTUCS B M s3ax
(MOJTOYHOKHUCIMM anu03). AHaepoOHMI TIIKOJI3 € OCHOBHUM
CHOCcO0OM OJIepKaHHsS €Heprii JUIsl €pUTPOLMTIB, OCKUIBKH B IMX
KJIITUHAX B1JICYTHI MITOXOH/PII.

Orxe,  aHaepoOHMII  THiKOM3 —  II€é  TOCTIJOBHICTh
(epMEHTAaTUBHUX peakKIii, 110 MPU3BOJATE JI0 EPETBOPEHHSI OAHIET
MOJIEKYJI TJIOKO3M Ha J[BI MOJEKYJIM JIaKTaTy 3 OJHOYaCHUM
yTBOpeHHSAM JBoX MojeKkysn AT®. CymapHe piBHSHHS TJIIKOJIZY 3a
aHaepoOHMX YMOB MOKHA MPEICTaBUTH TaK:

CeH1206 + 2 AJID + 2 @y — 2 C3HeO3 + 2 ATD + 2 H20

B anaepoOHuX opraHi3amMax, TakuX, SK JpDKIXKI, MipyBaT
MIEPETBOPIOETHCS HE B JIAKTAT, a B €TaHOJ], TOOTO BiAOyBaeThCs
CIHUPTOBE OPOJIIHHS:

CeH1206 — 2 C2HsOH + 2 CO2

[lepeTBopeHHs TI0Ko3uW Ha mipyBaT Haimiuye 10 mocnigoBHHX
(epMEHTAaTUBHUX pEaKIliif, I[I0 TOBHICTIO CHIBHAAAIOTh SIK JUIS
aepoOHOro, TakK 1 AJI1 aHaepOOHOTO IIIKOJI3Y U PO3PI3HIIOTHCS JIUIIE
micyiss YyTBOpPEHHs MipyBaTy: Ui aepoOHOro TIIIIKOMi3y MipyBar €
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KIHIEBUM MpPOAYKTOM, TOXI SIK MpPHU aHaepoOHOMY TIIKOJi3i
B11I0YBA€THCS JTOJATKOBA PEAKIlisl BITHOBJICHHS IIpYyBaTy JI0 JAKTaTy.
BiaMiHHICTIO MiX aHAaepOOHMM Ta aepoOHHM TIIIKOJI30M € TaKOK
Mmertabonism BigHosienoro HAJIH-H*: 3a anaepoOHuUX yMOB HOro
BUKOPUCTOBYIOTH JUISI BIIHOBJICHHS MipyBaTy 10 JIAKTATy, TOMI SIK B
aepoOuMx ymoBax riikomitmurmii  HAJIH-H®  Bigmae  cBoi
BiTHOBJIIOBAJIbHI ~ €KBIBJIEHTH B  MITOXOHJIPIaIbHUN  JIAHITIOT
TpaHCHOPTY eIeKTpoHiB. KoxkHa XiMIUHA peakiisi TIIKOJi3y YTBOPIOE
cyOcTpaT Ui HAcTymHOI peakiii. YMOBHO BHIUISIOTH JBI CTaii
rIikomizy: 1) miAroroBya cTajis — 1€ Mepll I'ATh peakiii, y sSKuX
BiIOYBA€ThCS PO3ILICIUICHHS OJHI€T MOJIEKYJIHM TJIIOKO3U /0 JBOX
MOJICKY T docdorpios (rminepanbaeria-3-gocdary Ta
niokcianetondocdary). Ha miit cranii BUTpadaroThest 1B1 MOJEKYIU
AT®; 2) cranig 3amacaHHs eHeprii — [e HACTYIHI I’ STh PeaKiii, y
AKUX JAB1 MOJeKynu (GochoTpio3 mepeTBOPIOIOTHCS Ha /1Bl MOJIEKYIIH
nipyBaTy 3 YTBOPEHHSM 4OTHPHOX MoJieKyl AT®. Otxe, cymapHuii
Buxig AT® cTaHOBUTH AB1 MOJIEKYIIH.

Po3rnsiHeMO NoCiIOBHICTh (PepMEHTATUBHUX PEAKIIN TITIKOTI3Y.

Y mepuiii peakuii riaikoii3y BiIOyBa€Tbcs MEPEHOC 3ATHILIKY
docdopuoi kucinotu 3 ATD Ha TIIF0K03Y 1] BILTUBOM 2eKCOKIHA3U, Y
pe3yJbTaTi Yoro III0K03a MEePEeTBOPIOETHCS Ha IUII0K030-6-pocdaT, a
ATO® neperBoproetbest Ha AJ1D:

7
CH,OH ]1_,(.'—l')—l?—()E[

OH

+ AlD

H OH H ©OH

[neoknta | ;1H1L1\'u,1—{1—¢|0¢4|;1‘|'

JlaHa peakiiisi MPaKTUYHO HE3BOPOTHA Y (i310JIOTTYHUX yMOBAaX.
['excokiHa3za, MOJIOHO A0 1HIIMX KiHAa3, MOTpeOye i MPOsBY CBOET
aKTUBHOCTI 10H Mg2+. VYV mewiHmi Ta MiANUTYHKOBIH 3a031 IO
PEAaKINI0 KaTalli3ye 2noKoKiHa3a. Y TBOPEHHS TIOK030-6-ocdary €
CBOEPITHOIO  «IMACTKOIO» Ul TJIIOKO3M. MeMOpaHa KIITHHU
HENpoHUKHa s (GocPOpHIbOBAHOI TIIIOKO3U, OCKIJIBKA HEMae
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BIJIMOBITHUX TpAHCIOPTHUX OunkiB. DochopuimtoBaHHSA TIIOKO3U
TaKOK MPHU3BOJIUTH J0 3MEHIICHHSI KOHIICHTpAIlii BUIBHOT TJIIOKO3U B
UTO30J1i. Tak CTBOPIOIOTHCS CHPHUATIUBI YMOBH JJISI IMOJIETHICHOT
nudy3ii TIIIOKO3U 3 KPOBI B KIIITHHH 33 YYaCTIO TPAHCIIOPTHOTO O1JIKa
[JIYOT-2. ®ochopunroBaHHS TIIOKO3W B TENaTOLUUTaX y MEpion
TPaBICHHS 3a0e3IeUy€eThCsl TIFOKOKIHA3010, TOMI SK 3a HHU3BKOI
KOHIIEHTpAIIli TJIFOKO3U KPOBI B MOCTA0OCOPTUBHOMY CTaHI PEaKIIito
KaTaJli3y€ aKTHBHA 3a IIMX YMOB I'€KCOKiHa3a.

Y  apyriii  peakmii TIIKOJI3Y BiZOYBAa€ThCS TEPETBOPEHHS
(i3omepu3aliisi) TII0K030-6-pocdary (ampmo3u) Ha QPpykT030-6-
docdar (kero3y) i aiero enoxkozogochamizomepasiu.

OH
I

HL—0—F=0 0=P-0-CH,
/ ]
OH
. : O__cnon
Fmokozodoc darizomepasa -
- = H HO
H OH
OH H
o soao-6-gocdar Dpyrrozo-o-ocdar

Peakuis 3BopoTHa, y (i310JI0TITYHUX yMOBax piBHOBara peaxiii
3CyHYyTa IpaBopyY.

VY Tperiii peakuii rmikoJizy BiaOyBaeTbcs (HocPopuITyBaHHS
bpykTo30-6-pochary 3a paxyHok ATD 3 yTBOpeHHSIM (PYKTO30-
1,6-mudocdary nig aiero pocghoppyxkmorxinazu (DDK):

on OH on
0=p-0-CH, O=pP=0-CH, H,C-0-P=0
OH oH OH
0. cH.oH 0

W HO) + aTar % H HOA + ane
H OH H on

OH H OH H

Dpy eTooeS-docdan DpykTosoe |G- THdpociar

V 1iit peakuii BifOyBa€eThCs 3HaUHA BTpaTa BUIBHOI eHeprii, ToMy
BOHa MpakTU4YHO He3BopoTHa. DPDK € ximrouoBUM (depMeHTOM
KO3y, SIKUH BH3HA4Ya€ MIBUJKICTh YChOTO Mpolecy. AKTHBHICTb
OOK perymroeTbest AOCTEPUIHUMH MOYJIATOPaMH.
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VY 4yerBepTiii peakuii TIJIKOMI3Y BiIOYBA€ThCS PO3IICIUICHHS
bpykTo30-1,6-mudochary Ha 1Ba Tpio3zodocdaru:
muokcianerondocdar (AOAD) i rminepanpaeria-3-gpocdar (I'A-3-
®) mixg niero ¢ppykmoszo-1,6-ougpocchamanvoonasu:

II}II
]I:{'—1]‘|I'=U
OH (1
a II_,('—[)—I:‘={J _ ‘,:” . ?J_L]
OH opykroso-1,6-  11ETOP=0 HE=0=P=

JHpocaTan IR OH OH
ol _— =0 + HC—0H

el

~H

OH H HCOH

Dpyeroso- | H-aadocdar JnokcH- I'miugepansaeria-
auerondocgar St
Peakiiis mepeOyBae B cTaHi piBHOBArH.
VY m’ariit peakuii riikoni3dy BigOyBaeTbes i3omepusanis JOAD
Ha ['A-3-O mix niero mpiozogocghamizomepasu.

OH (I)E[
|
HC=0-P=0 HC-0-P=0
OH Tpioaoduoeduarizomepaa OF
=0 E[-(|'.'—(‘JI|
|
H,COH H-C=0
Jnokcnaneronhocdiar Minepansperia-3-thochar
{keTosa) (anenoza)

Peakmis myxe mBuaka, mume D-izomep ['A-3-@ yTBOPIOETHCS.
Peaxuisi obopotHa. Y piBHOBa3i 96 % Tpiozodochaty € y dopmi
JAUA®. OpnHak peakiiss BiAOYyBa€ThCsl B HANPSIMKY IMEPETBOPEHHS
JATAD® y I'A-3-®, mo migaaeTbcsi MEPETBOPEHHSAM Yy HACTYIHUX
peakUigax TIiKoMi3y.

OTxe, 3 oJHI€] MOJIEKYJIN TIIOKO3U B PE3yJbTaTi I’ ATH peakiii
YTBOPIOETHCS JBI MOJICKYJIN TIIIIepalibaeTi-3-hocdary.

VY moctiit peakuii raikonizy BinOyBaeThest okucieHHs ['A-3-® no
1,3-mudochormnepurooi  kuciaotu  (1,3-ADI)  mig  miero
eniyepanvoezio-3-ocghamoeciopocenasu:
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L.¢“ 9 oH
~H ~0~P=0
+ HAI™ + H,PO, =—= | on  + HAJILH+H'

HC-OH [ninepansae-  HC—OH
| OH rindociar- OH
H,C—0-P=0 HETAPOTERINA | C—(—P=0)
ot ' ol
I “1“:4&11\.'!;];1;”1- 1, 3-Inoehorninepurosa

wnemora {1,3-J10)

1,3-JI®I" MicTUTh y CBOEMY CKJIaJll MakpoepriyHui ¢ochaTHui
3B’s130K. Takox y Iii peakuii Oepe ydacth Heopraniunuii ¢ocdar.
Monekyna HAJI" Bignosmoerscs 10 HAJIH-H', skuii B acpoOHHX
yMOBaxX  TIepela€  CBOi  BIJHOBJIIOBAJIbHI ~ EKBIBAJICHTH  Ha
BHYyTpilIHbOMiTOXOHApianbuui  HAJI® Ta, jgam, y auMxalbHUi
JAHIIOT MITOXOHJpIi AJist TeHepaii eneprii ATO.

VY cpomiil peakuii riikonidy BinOyBaeTbcs mnepeTBopeHHs 1,3-
A®I mwa 3-dbocdorminepunoBy kuciory (3-®I') mig giero
Gocpoeniyepamkinaszu.

20 OH 20

cT -
| 0~P=0 L|‘“no|[
OH Docornineparrinaia
HC—0OH + Al HC=0H -+ AT®
| LIJJ i | (IUI]
II_.(‘—(J—II’=0 H_,C—()—FI’=D
OH OH
1.3-Jlndocdornivepnrosa J-bocdorniuepuHona
wrenora (1,3-11d0) wrenoral 3-4)

Makpoepriunuit  pocpar 1,3-JI®I" BUKOPUCTOBYETHCS  AJIs
curesy AT® i3 AI®D. lle nepma peakuis y TIJiKoJi31, B SKIH
nuisixoM cyoctpatHoro (ochopuinroBanHs BiIOyBa€ThCA yTBOPEHHS
ATO.

VY BoceMilt peakii riikonizy 3-®@I° meperBoproeThes Ha 2-DI mif
Tieto gocghoaniyepomymasu:
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L0

C

TOH ~OH
DocdorninepomyTaza oH
HC—OH HC—0—P=0
1
OH | OH
H.C=0=P=0 H.COH
OH
J-Docdorinepuros Z-thocdiormineprtosa
wuenota ( 3- 90 knenora (2. )

Y gep’sarii  peakuii rmikomizy 2-®I'  nmerimparyerscs

(BTpaqae MOJICKYITY BO,Z[I/I) " ICPCTBOPIOETHCA Ha
2-hocdoenommiposuHorpaany kuciory (DETII) mig nieto enoaasu:
e L_f,U
TOH ~OH
HC—0O ;I’TO ﬂ, C—0 {FI?HD
OH o | on
H,COH CH,
2-Pochorninepuion 2-iPocdhoc HONNIPORHHOTPALHA
KRCAOTA ( 2 () KHCnoTa

OCIl MicTUTP y CBOEMY CKJIaJl MakpoepriyHuil QocdarHuit
3B’ SI30K.

VY nmecsatiii peakmii riikomizy 2-gochoeHomipyBaT, moaioHo 10
1,3-nudocdornineprHoBoi  KUCJIOTH,  BCTYNAE B  PEAKIIIIO
nepeetepudikaii 3 AAD nig niero nipysamrinasu.

- (8]

= %

Co C
| o1 o _ _ |““0|[
i Mipyearkinaza
C=—0r~P=0 + Al ——————» (—0OH + ATD®
I o I
CH, CH,
2-DocdioE HONMTPOBIHOTPAIHE MipopHHOTPATHE KHCIOTA
KNCT0TR (EHOEHA t[:lopnlaj

Ile me onmHa peakmis cybOcrpatHOro (OChHOPHIIOBAaHHS B
rIiKom3zi, y ki BigOyBaerbcsi yTBOpeHHs AT®. Peakuis
He3BopoTHa. IlipyBaTkiHaza €  perynsaTopHuM  (EpPMEHTOM,
AKTUBHICTb SIKOTO PETYJIIOETHCS aJOCTEPUUYHUMH MOIYJIATOpaMU U
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METOIOM KoBaJieHTHOT Mozaudikarmii. IlipyBaTkiHa3Ha peakuis €
KIHIIEBOIO ISl aepOOHOTO TIIIKOJII3Y.

OTxe, miJg dYac MEpPEeTBOPEHHS TIIIOKO3M Ha JABlI MOJEKYIH
nipyBaty: nBi Monekyiun AT® mnpoaykyroThCs Ta IBI MOJICKYJIH
2HAI" Bignosmorotecss go 2 HAJIH-H'. Cymapue piBHSHHS
IJIKOMI3y 3a aepoOHMX YMOB MOXKHA PENPE3CHTYBATH y BHIJISAIL
TaKoI CXEMHU:

[mokosza + 2 AII® + 2 HAJ[" + 2 ®y —
— 2 [ipysar + 2 AT® +2 HAJIH-H" + 2 H20.

3a yMOB aHaepoOHOTO TIIKOMi3y BiZOYyBa€ThCS BiIHOBIICHHS

nipyBary 10 JIaKTary 3a paxyHok riikomituunoro HAJIH-H*, mo
YTBOPHUBCSA B Pe3yJIbTaTi OKHCICHHS Tinepalbaeria-3-gpochary 1o
1,3-mudocdorninepuHoBoi  KuUcIoTH.  Peakuis — KaTtamizyeTbes
JAKMamoeziopoeenasorn:.

COOH COOH

] FHATTLH+H? I

Ei'=() _— H—(I_'—[JH + HAJL

CH, CH,

TTipOBHHOTPAIHA KHCTIOTS MonouHA KHCIOTA
(keTonHa dopma)

CymapHe  piBHSIHHA aHaepoOHOTO  TJIKOJNIZy  MOYKHA
pEeNpe3eHTYBATUTH Y BUTTISAL CXEMU
['mroko3a + 2 AJI® + 2 @y — 2 [lipysar + 2 ATO + 2 H20.

Pecynauyia 2nikonizy 3A1HCHIOETbCS 3BOPOTHIM 3B’S3yBaHHIM
aIOCTEepUYHUX ePeKTopiB (1Hr10ITOPIB, aKTUBATOPIB), KOBAJIEHTHOIO
MoOJU}IKaIEI0 Ta METOJOM 3MIHM KUIBKOCTI (pepMeHTIB (1HAYKLis
CUHTe3y). € TpU KOHTPOJIbHI TOYKHM TJIKONI3y — L€ peakiii, 110
KaTaJli3yI0ThCs (pepMEHTaMM 2ekcoKinazor, gocghohpykmoxinazoro
Ta nipyeamxkinazoro. L{i Tpu peakiii He3BOPOTHI.

T'excoxinaza 1HTIOYETHCSI HATTUIIIKOM TITFOK030-6-pocdary, 1o €
OPOAYKTOM peakiii (peryidiis 3a MeXaHI3MOM HETaTUBHOTO
3BOPOTHOTO 3B’s3KY). Hnst ghocodpyxkmokinasu iHribiTopamu €
AT® 1 MmerabomiT UUKIYy TPUKAPOOHOBUX KHUCIOT IUTpaT, a
aktuBatopamMu — AM® Ta ¢pykTo30-2,6-audocdar. [nTencudikais
OKHCITIOBTBHUX TPOIIECIB, IO XapaKTEPU3YEThCS HAKOIMHUCHHSIM Y

18



kIiTHHI AT® 1 cyOcTpaTiB MKy TPUKApOOHOBHUX KHCIIOT, 3aBISKU
bOMY  MEXaHIi3My CHpus€e 30CpeKEHHIO TyJdy  TIIIOKO3H.
Iipysamxinaza inarioyetscss AT®, amnerun-KoA Ta amaniHoMm, a
bpykTo30-1,6-mudocdar € amocTrepuyHUM AKTHBATOPOM  IIHOTO
depmenty. IleuinkoBa i30opmMa mipyBaTKiHA3H PEryIIOETHCS
METOJIOM KoBajeHTHOT Moaudikaiii: aedochopmioBana dopma
depmenTy aktuBHa, a (ocdopuioBana — HeakTuBHA). CHHTE3
MipyBaTKiHa3W TEMAaTOLMTIB 1HAYKYETbCS B yMOBax ITiIBUIICHOTO
CIIO’KMBAHHS BYTJICBOJIHO1 1K1 Ta 3pOCTAHHS CEKpEIlil 1HCYIIIHY.

OTtxe, TIIKONI3 — L€ HE JIMIIE OCHOBHHMM CmOCiO ytuiizamii
[JIIOKO3W B KIITHHAaX, BIH € YyHIKQIbHUM, OCKUIBKH MOXe
BUKOPUCTOBYBAaTH  KHCCHb, SIKIIO TAaKUH JIOCTYnHUH (aepoOHi
YMOBH), aje€ MOX€ MpOTIKaTh 1 3a HOro BiACYTHOCTI (aHaepoOHi
ymoBu). KpiMm TOro, Ha TPOMDKHHX CTamiiX y TIIKOJI3i
YTBOPIOIOTHCSI TPUBYTIJICIEBl 1HTEpMEAiaTH, BUKOPUCTOBYBaHI ISt
010CHMHTE3Y HU3KH PEUYOBHH.

1.3. ETanu aepo0HOro po3ienieHHs rioKo3u.
OxucioBaibHe 1eKapOOKCHIIOBAHHS NIPyBAaTy

AepoOHuit karaboiizm rmoko3u A0 CO2 ta H20 BinOyBaeTbes B
Tpu eranu: 1) aepoOHUH TIIKOJI3 — OKHUCICHHS TJIIOKO3H 3
YTBOPEHHSM JIBOX MOJIEKYJI MipyBaTy; 2) MepeTBOPEHHS MipyBaTy Ha
arnetsi-KoA  (okucIOBaJbHE — JIeKapOOKCHITIOBAHHS — IMipYBaTy);
3) 3aranpHuii OUISIX KaTaboIi3My, IO BKIFOYAE OKHCIICHHS alleTHII-
KoA B muxm TpUKapOOHOBHUX KHCIOT Ta HPOLEC OKHCHOIO
dochopuinroBaHHs B AMXATBHOMY JIAHIIOTY MITOXOHJPIH.

OxucmioBanbHEe JEKapOOKCHIIIOBaHHS MIpyBaTy KaTalli3yeThes
nipyeamoeziopozenaznum komniexcom (III-komnnexc), 1o ckiamy
SKOTO BXOJATh TpU (pepMeHTa Ta I’ SITh KOPEPMEHTIB.

Jlo Bitaminuaux kopepmenTtiB [1AI-xkommiekcy Hanexarb: TIID
(moximuuit Bitaminy Bi), HAJl (nmoxiguuii BiTaminy PP); ®AJI
(moximumii BiTaminy B2), HS-KoA (noximHuii BiTaminy Bs), amin
ninoeBoi kuciotu (JIK).

®epmentu T -koMIuiekcy:
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E:1 = mipyBarnerigporenaza (mictute TII®; no3HaYeHHS
dbepmenry E1 — TIID),

E> = nmurimponinoinanermirpancdepaza (MICTHTHh JIHOEBY
KHCJIOTY; TIO3HaYCHHS ()epMeHTa Ez-ﬂKié ),

Es = murigpominoingerinporenaza (mictutb ®AJl; mo3HaueHHs
depmenta Ez — DAJ).

[TipyBaT mepeTBOproeThcss 10  anetuia-KoA y  Marpukci
miToxouapiii. CymapHe piBHAHHS peakiii, sky katamizye IIJII-
KOMIUIEKC, MOKHA 3alUCaTH TakK:

CH, Mipysaterinporenasnnii komniexe  CH,

7 (TN, JIK, HSKoA, HAJL, @A) 1

| (E*=0 +CO, + HAJLH+H'
COOH S—KoA
[TipoBHHOrPANHA KHCNOTA ALETHIKOEHIHM A

Buninstors 1’ STk CTaIii OKUCICHHS MIpyBaTy:

H
|
) E-TN® + H,C=C—~CO0H — E-TN&—C—CH,+CO,
OH
H S ,SH
2) E-THO—C=CH, + Ey-JIK | — EJIK +E,~ Tl
S S~C—CH
OH i 3
0
,SH ,SH
3) By JIK_ +KoASH — E, JIK_  +H,C-C~SKoA
§~C—CH, SH 5
I| ot
0
,SH .S
HEJIK, +E;OALL —= B OALH, + E,JIK_|
SH S

5) E-~@AJlH, + HAJlT — E~®AJl+HAJLH + H'

Y  (dizionmoriyHUX ~ yMOBaxX  MPOIEC  OKHUCIIOBAIHHOTO
JeKapOOKCUIIIOBaHHS MipyBaTy € He3BopoTHUM. Ha mepmiiii cranii
miJi BIUIMBOM HipYyBaTAETiApOreHa3sd YTBOPIOETHCS  KIHIEBUUN
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npoaykt oominy CO2 i rizpokcueTuibHe MOXiaHe, 3B ’s13aHe 3 E1 —
TII®. Ha apyriit ctagii pepMeHT nurigpoinoinaneTriTpancdepasa
NEPEHOCUTH T1IPOKCUETHIBHY rpyny Bix E1 — TII® Ha npocTeTnyny
rpyny depmenTy Ep, mo € oKucieHow (GpopMoro JMOEBOI KHCIOTH
(JIK) 3 yrBOpeHHsM aneTunTioedipy BIJHOBICHUX JINOUIBHUX TPYI
bepmeHTy Eo. Ha TpeTi crafii dbepMeHT
JUT1IpoTinoinaneTuiTpancdepasa MEPEHOCUTh AaleTHIBHY TPYITy
BIJI BIJHOBJIEHOI JNIIOEBOI Kuciioth Ha 3o0BHIMHIA KOA-SH 3
YTBOPEHHSAM BiTHOBJICHOI (hopMH (PepMEHTY — AuTiapoiinoin-Ez Ta
KiHIIEBOTO IIPOJIYKTY OKHCJIEHHS nipyBaTy B
nipyBataerigporeHa3HoMy kKomiuiekci — anetmn-KoA. Ha derBepTiit
cTamii epMEHT AWMTITPOIMOIICTIAPOTeHA3a OKHUCIIOE BiTHOBIICHY
dbopMy JIMOEBOT KUCIOTH, AKLIENTYOYM aTOMU BOIHIO BIACHUM
kopepmentom — DPAJ] 3 yrBOopeHHsAM BigHOBieHOI DPAJ[-rpynu B
ckmaai  depmenty — Ez3-®AJIH.. Ha w’ariit  cragii
JUT1IPOJINOUIACTIAPOreHa3a KaTalli3y€e peakilifo JeTiIpyBaHHS U
nepeHocy aroMis BoaHw Bin Es— ®AJIH2 wa 3oBmimmuiii HA" 3
YTBOPEHHSIM KiHIIEBOTO NPOAYKTY okucienns — HAJITH-H'.

OxucnroBanbHe neKapOOKCUITIOBaHHS mipyBary
CynpoBOIKY€ThHCs yrBopernHsaM HAJTH-H', mo nocrauae enexTpoHu
B IUXaNIbHUH JaHIIOT 1 3a0e3neuye cunte3 3 Monekyn AT® Ha onHy
MOJIEKYJTy TIIpyBaTy METOJ0M OKHCHOTO (hOCHOPUITIOBAHHSI.

AxtuBHIcTh [I/II" KOMIUIEKCY perymroeThcsi ABOMa CIIOCOOAMU:
1) ajocTepuyHa peryssiis — METOJOM IHTIOyBaHHS KiHIIEBUMH
nponykramu  (anetmn-KoA rta HAJH-H); 2) xoBaneHTHa
moudikaitis — 3BopoTHe (ochopumoBanus / qedochopuioBaHHs
(medochopunboBanuit  IIJI[-kommiekc  akTUBHUM, ToAl  SIK
dbochopumoBanus  [IJ[[-komrekcy  Mpu3BOAUTH 10  WOTO
IHaKTUBAIIIT).

Ockinpku cmiBBignomenns AJ[O/AT® i HAIH-H/HAL y
KJIITHHI TOPIBHSHO NOCTifHI, TO mnpucKopeHHs ytuiizanii AT
MPU3BOJIUTH /IO MiABUIICHHS KoHIeHTpamii A/I® Ta mpuckopeHHS
okucienuss HAJIH-H® y nuxanbHOMY IaHIFOTY MiTOXOHJIpI.
[Mligsumenns xouuenrpauii HAJ® 31 cBoro G6OKy CTUMYIIOE
OKHUCITIOBAJIbHE NeKapOOKCUITIOBaHHS mipyBary. HaBmnaku,
nigsumenns xouuenrpauii AT® i HAJJH-H' 3Hmxye mBHAKICTH
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nporo mpomecy. Otxe, 3MmiHa cmiBBigHOmEHs AJ[O/ATD i
HAIH-H/HAI" — e HalBaXIUBilI CHI'HAIM, IO BiZoOpa)karTh
€HepreTu4Hi MmoTpedM  KIITHMHH ¥ pEeryioTh  IIBUAKICTH
OKHCITIOBAIBHOTO ~ JICKapOOKCWIIIOBaHHS TipyBary. Karamituuna
akTuBHICTh [I/I[-KOMIUIEKCY 3HMXKYETHCS, KOIM B KIITHHAX €
JIOCTaTHBO META0O0JIIYHOTO «IaJUBa» y BUTIIAMl XKUPHHUX KHCIOT 1
anetui-KoA.

Iariditopamu TIJII'-kKOMIUIEKCY € BaXKKi MeETald, IO MOXYTh
YTBOPIOBAaTH 3B’S3KM 3 SH-TpymamMu J1inmo€Boi KHCJIOTH B CKJIAMII
nurigpomninoinanermirpanchepazu I -kommiekcy. HemocraTHicTs
BiTaMiny  Bi MIPU3BOIUTH bi (o) 3MEHILIEHHS AKTUBHOCTI
mipyBaTIeriIporeHasu. Y XBOPHX Ha AJKOTOJNi3M MOK€ BHUHUKHYTH
xapaktepHuil aedinut Bitaminy Bi (cunapom Bepnike-Kopcakosa),
Opyd  SIKOMY CIOCTEpIraloThCsl TMOpYyIIEeHHS (QYHKIIH HEPBOBOI
CHUCTEMH, IICUXO3W, BTpara mnam’sari. [lix dYac yBEICHHS TaKUM
XBOPUM TIIOKO3W BiIOyBAa€ThCS HAKONMUYCHHS IMIPYBAaTy W JIAKTaTy,
IO TPU3BOAUTH JIO BHHHUKHEHHS JIAKTOANHUIO3Y, HEPIAKO 3
JETaIbHICTIO.

Eneprernunuii Oananc mnpu aepoOHOMY OKHUCJICHHI OJHI€T
MOJICKYJIH TJIFOKO3H:

[TocnioBHICTH peakIiii Buxin
ATD
1. I'nikoniz: nepemeopenns 2n0Ko3u Ha nipysam (y yumo3oJi):
e (DochopunroBaHHs TITIOKO3U -1
e (hochopmtroBanHs GpykTo30-6-hocdary -1
o nedochopunroBaHHS JIBOX MOJIEKYT 13- +2
nudocdormnepary
e nedochopuroBaHHS JIBOX Mosiekya | +2
dochoenonmipyBary
2HATH-H* yTBOpIOIOTBCSA il 9ac OKHUCJIEHHS JIBOX
MOJIEKYJI Iitinepaibaeria-3-gpocdary

11. Ilepemeopenns nipysamy na ayemun-KoA (¢ mimoxonopinx)

ytBoproioThest 2 HAJTH-H”

11, I[ukn mpukapoonogux kuciom (y Mimoxonopisx)

2 I'1® yTBOPIOIOTHCA 3 BOX MOJIEKYJ CYKIMHLIT-KoA | +2




6 HAJIH-H® yTBOpIOIOTBCS 1MMiJ 4Yac OKHCIIEHHS JBOX
MOJICKYJI 130IIUTPATY, 0.-KETOTJIyTapaTy W Majary

2 ®AJIH2 yTBOPIOIOTHCS MiJl YaC OKUCIIEHHS JIBOX MOJIEKYII
CYKLIMHATY

IV. Okucne ghocpopunrosanns (6 mimoxonopinx) \

2 HAJJIH-H* yTBOpIOIOTBCSA INiJ 4ac IJKONI3y; KOXKHHK | +6
HAIIH-H" pae 3 AT® (manar-acnapraTHa 4YOBHHMKOBa | (200
cucrema) abo 2 AT® (rminepon-3-pocharna yoBHUKOBa | +4)
cucremMa)

2HAJJH-H*  yTBOpIOIOTBCS ~ Iig ~ 4Yac  OKUCHOro | +6
NeKapOOKCUITIOBaHHS MmipyBaTy B amneTwi-KoA, KOoXHUA
HAJIH-H* naec 3 AT®

6 HAIIH-H" yrBOprooTbcss B 1Kl  TpukapOoHOBHX | +18
kucior; koxauid HAJTH-H* nae 3 ATD

2 ®AJIH2 yTBOPIOIOTHCS B LMKII TPUKApOOHOBHUX KHUCIOT; | +4
koxxHud @AJIH, nae 2 ATD

3azanvnuit 6uxio AT® na oony monexkyny znwoko3u +38 (avo +36) ‘

1.4. YoBHUKOBi MeXaHIi3MH TPAHCIIOPTY
BiIHOBJIIOBAILHHUX eKBiBaJIeHTIB riikoaituunoro HAJIH-H*
Y MITOXOH/Pii B 2¢pOOHMX YMOBaX

HAJIH-H*, mo yTBOprOE€ThCA B LUTO30Ji B IUIKOMI3i Mg yac
OKHCIICHHS TIinepanbaerin-3-¢pocdary, He 3maTHUH TPOHHUKATH
yepe3 MeMOpaHy MITOXOH/Ipiil 1 TOMy He MOKe IepeaaBaT IiiporexH
y AMXAIbHUHM JIAaHIIOr Ta Oe3rnmocepeHb0 BUKOPHCTOBYBATHUCS IS
OJZlep’KaHHs eHeprii. Tpancnopr TriJIporeny MiX
103aMITOXOH/IpiaJIbHUM Ta BHYTPIIIHOMITOXOHAPIaIbHUMHU
IPOCTOPaMH 3/iMCHIOETBCS 3a JIOMIOMOTOI0 TaK 3BAaHMX YOBHUKOBHX
CHCTEM 3a TaKUM 3arajlLHUM MEXaHi3MOM: TICBHA PEUYOBHHA MOXKE
BigHOBIIOBaTHCA IMTOIUIasMaTnunuM  HAJIH-H®  Ta YTBOpEHA
BiIHOBIEHa  (Qopma  Ii€l  PEUYOBMHU  MOXKE  IMEepeTHHATH
MITOXOHJpiaNbHI MeMOpaHu, OKHUCIIOBAaTUCS TaM (EpPMEHTOM,
3B’SI3aHUM 3 €JIEKTPOHO-TPAHCIIOPTHUM  JIAHIIFOTOM, 1 TIOTIM
MOBEPTATUCS B LUTOIUIA3My JUIsI MOBTOPEHHS BCHOTO Ipolecy. B
OopraHi3mi  JIOAMHM  (YHKUIOHYIOTH  Majar-acmapTraTHa  Ta
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riinepogochaTHa YOBHUKOBI CHCTEMH TPAHCIIOPTY TiAPOTeHY Bij
HAJIH-H"Manar-acnapraTHa 4OBHHKOBa cucTeMa (YHKIIOHye B
noci0, onmcanuii Hrkde. OkcanoameraT akIeNnTye TiAPOreH Bix
muromasmaruaaoro HAJIH-H' ta BimHOBImIOETHCS 10 Manary 3a
JOTIOMOTOI0 ITUTOIIa3MaTHIHO1 Manataeriaporenasu (ML (tut.)).
Manar ¢ BignoBuuM ekxBiBaientom HAJIH-H®. Manar nponwukae
yepe3 MITOXOHJpiaTbHy MEeMOpaHy 3a JIOMOMOTOK TEPEHOCHHKA B
OOMIH Ha O-KeTorJyTapar, M0 BUXOJWUTh 13 MITOXOHIPIH Yy
UTOIJIa3My, TOOTO CIOCTEPIra€ThCsl AHTUIIOPT Majary Ta
o-KeTorayTapary. Y  MITOXOHApISX MalaT BiJJlae TigpoOreH
BHYTPIITHLOMITOXOH/PiaJIbHOMY HAJT* 3a JIOIIOMOT' OO
MITOXOHIpianbHOT Manataeriaporenazu (MAD (MiT.)), y pe3yibTari
YOro YTBOPIOETHCS BiHOBJIEHA (hopma HAJIH-H", mo naini rnepenae
TiAPOTEH y MITOXOHJAPIAIBHUNA JIAHIIOT TPAHCIIOPTY EJICKTPOHIB.
YTBOpeHuil okcanoaneTaT He 3JaTHHM MPOHHUKATH Yepe3 MeMOpaHy
MITOXOHAPI y HUTO30JIb, OCKUIBKH MeMOpaHa MITOXOHAPIH s
HBOTO HEMpPOHHKHA. TOMy B peakiiii TpaHCaMiHyBaHHS 3 TJIyTaMaTOM
OKCaJIoaleTaT IMEepPEeTBOPIOETHCS HA acmapraT y MITOXOHIPIAX Mix
niero  (epMeHTa MITOXOHAPIAJNIbHOI — acmapraraMiHOTpaHchepasu
(AcAT). AcnapraT HUIIXOM aHTUIIOPTY 3 TIIyTaMaTOM NEPEXOAUTDH y
[IUTO30Jb, JI€¢ 3HOBY IMEPETBOPIOETHCS HA OKcaloaleTaT 1 IUKI
3aMHKAETHCS.
I'minepodocdarHa HOBHMKOBA CCTEMa IPALIOE€ B KIIITHHAX
OUTMX M’s31B 1 TENATOUMTIB. Y I[1il YOBHUKOBIN CUCTEMI T1APOTEH Bif
HAJIH-H" B unTo30i nepemaetbes Ha giokcianeToHdocdar 3a

Bayrpinrma "
Murosoms mMenmBpana MaTprnre MmiToxomxpil

NAD™ MATEAT M aTEaT NAD*
1
b
Ve <TI —
NADH oXcAToAILeTAT ECLY CECT NADH
s oEcAToAmeTAT +H

/
Ty Aco Acno Ty
H H

PI/ICYHOK 1.1- ManaT-acnapTaTHa YOBHHUKOBa CUCTCMaA
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yuacTi ¢Qepmenra rainepon-3-pocdarnerinporenazu  (I'-3-¢-AT
(uMT.)) 3 YTBOpEHHSM Triinepoa-3-pocdary, mo 3a JOIMOMOTO0
NEpEeHOCHUKA TMPOHUKAaE B MaTpukc Mitoxouapid. [lig miero
MITOXOHIpianbHOiI  Thinepod-3-pocharnerigporenazu  (I'-3-¢-A
(mit.)), sika, Ha BIAMIHY BiJ HHUTO30JIbHOI, € He HA/Jl-3anexxHumMm, a
DOAl-3anexxauM  pepMeHTOM, TIinepos-3-gocdar OKHUCITIOETHCS B
niokcianeToHndocdar. IToTriM  BIIHOBIIOBAJIbHI  E€KBIBAJIECHTH
(mpotonu # enexkrponn) Bim ®AJIH, mepexoasts Ha koeHzuM Q i
Jiaii 1o JaHIory Tpancnopty einektpoHiB (JITE).

Boenimua memGpana Bayrpimua memBpana
Hurosone MiToxouapia
NAD* rainepon-3-<poedat — 5 rainepon-3-poedar FAD
T-8-p-1T T-3-p-aT
(umr.) (nriT.)
NADH +H* mioxoianeron- ~€———————— naiorcianeron- FADH,
bocdar doodar ‘
JTE

Pucynok 1.2 — I'minepodocdaTaa 4OBHUKOBA CUCTEMA

OOuiB1I YOBHUKOBI CHUCTEMM BIJPI3HAIOTBCA 32 KUIBKICTIO
cunre3oBanoi AT® wHa oxny wMmonekyny HAJIH-H': y wmanar-
acnapraTHiii cucreMi cuHTe3yeTbesi 3 mojekynu AT, toai gk y
riinepodocathii — 2 ATO.

1.5. ®epmenTaTHBHI peakuii cMHTe3y IVIiIKOreHy
(raikorenes)

biocunTe3 riikoreHy BiI0yBaeThCsA B yCIX KIITHHAX OpraHi3My.
['mikoreHe3 mMae BenuKe 010JIOTIYHE 3HAUYEHHS K MPOLEC YTBOPEHHS
JUHAMIYHOTO  pe3epBy  BHUCOKOMOJEKYJSIPHUX  BYTJICBOJIB.
3MEHIIEHHS! KUIbKOCTI TIJIIKOTeHYy B KJITHHI CBIQYUTH HOpo i
€HEepreTUYHUN rojoj. [JiKoreH — 1e TBapuHHHUM roMornosicaxapus,
pe3epBHa (hopma TiroKo3u. [NiKOTeH 31e0UIbIIOr0 JEMOHYEThCS B
neuinii (2-8 % macu oprana) ta B ckenetHux M’sizax — 0,5-1 %
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Macu. Y KIITHHI BiH 30epira€erbcs B IIUTO30JIbHUX TpaHyJax.
BupmricTe  3aJMUIIKIB  TIFOKO3H riokoredi 3’eqHani  a-1,4-
DIIKO3WJIHUMH 3B’SI3KAMH, PO3TATYXKEHHS YTBOPIOIOThCS 0-1,6-
TIIKO3UHUMU 3B’ SI3KaMHU.

30epiranHg B KJIITHHaX BUIBHOI TJIIOKO3W HEMOXIIMBE yepes3 i
BUCOKY PO3YMHHICTB. BEJIHKI KOHIICHTpAIlii TJFOKO3U CTBOPIOIOTH Y
KJIITHHAX TIMEPTOHIYHE CEepepOBHUINE, IO CHPHUSE HAIXOJKCHHIO
BOJIM, MPHU3BOJIUTH O OCMOTHYHOTO INOKY W PO3PHUBY KIITHHHHX
meMmOpaH. HaBmaku, HEpPO3YMHHHUH TJIKOTEH € OCMOTHYHO
MaJIOAKTUBHHUM 1 KOMIIAKTHUM.

['mikoreH me4yiHKU CHOyrye [Uisi MATpUMaHHS  (i3i070ri4HOT
KOHIICHTpAIii TJIFOKO3W B KPOBI B MPOMIKKAX M BXXHBAaHHAM IXKi.
3amaciB MIIKOTeHY MEYiHKU J0CTaTHbO Ha 18-24 ronuH. [mikorew,
IO 3aMacaeTbcs y M’si3aX BUKOPUCTOBYETHCS ISl 3a0e3MedeHHs
poboTH M’5I31B.

['mrok03a MEepeTBOPIOETHCSL HA TIIIOK030-6-GocdaT eexcoxinazoro
y M’s3aX Ta 210KOKIHA3010 Y TICUIHIIl, IPH [IbOMY BUKOPUCTOBYETHCS
1 momp AT®. Hami, mig miero gocghoenrokomymasu TIHOKO30-6-
dochar mnepeTBOprOEThCS Ha TIOK030-1-pochar. Merabomiuno
AKTUBHOIO (OPMOIO TIIFOKO3HM, BHKOPHUCTOBYBAHOI IUIsi CHHTE3Y
HEPO3TANyKEHHX JIAHIIOTiB TJikoreny, € YJ®-riaroko3a, 110
YTBOPIOETHCS ~ BHACHIIOK  peakiii  riaroko3o-l-gochary 3
ypuaunatpudocharom (YTD). Peakuiro katanizye pepment V1 P-

I'mwokoza

ITerxcoriHAa3A AlD
(CFOKOKIHAZA) AJTD
I'okozo-6-drocdrar

| Pocdhor EoOKOMYTASA ik
Mo kozo-1 -tpocdgar

V@ -T IEOKO- YT AJId
mipodgocdopiiraasa
H PO+
YWID-rnoros3a
| I TiKOoreHCIIHTASA b_, VI ATD
+

[Mmikoren
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enoxonipogocghopunasza. [Tpu IEOMY BiJIIICTUTIOETHCS
nipodochopua kucinora (HaP207). Jlume micis pOro 3aidIIoK
TJIFOKO3U JIETKO TepeHOCUThes 3 Y ID-riroko3u Ha BKE 1CHYIOUU
nmpaiiMep TJiKOreHy (TaKk 3BaHWHN «3aTpaBajbHUN» TIIKOTEH) T
TIET0 2NIKO2eHCUHMA3U.

ou OH ‘ ; -
«3aTpaBOYHUI» MiKkoreH (rpaiiMep), IO MICTUTb N

. =
e —— MOJeRy rinorosu (n=4)

CHHTasa ylH[D

OH

riigoreH, mo Mictuthb { n+1) Monerysa rmorosU

Pucynok 1.3 — Cxema cuHTE3Y TIKOTEHY

Jlo «3aTpaBajbHOrO» TJIIKOT€HY TOCHIIJOBHO TPHUETHYIOTHCS
MOJIEKYJIN TJIOKO3H. Jlo CKIlagy «3aTpaBKM» MOXKE BXOJIUTH OLIOK
[JIIKOT€HIH, y $AKOMY JO TiAPOKCUJIBHOI TpyHod OJHOTO 3
TUPO3WHOBHX 3JTUIIKIB MIPHEIHAHUN OJIrocaxapuaHUHN JIAHITIOT.

€ JBa KiHII Ha MOJEKYJIl TJIKOTeHYy: HEpeIyKyIouHi KiHellb
(KiHIIEBa TJIIOKO3a Ma€ BUIbHY TiIPpOKCUIIBHY rpymy Ha C4 aTtomi) Ta
penykyrouuil KiHenpb (BibHA riipokcuibHa rpyma Ha Cl aromi).
Inikocencunmasa KaTanizye TPUETHAHHS 3QJMIIKIB TIIOKO3U 10
o-1,4-r71iKO3UTHOMY 3B’SI3KYy 10 HEPEIYKYIO4Oro KiHIS TJIIKOTEeHY,
3OIMCHIOIOYM B TaKUK CIIOCIO BHIOBKEHHS JIHIMHOIO JIAHIIOTa
[JIIKOTeHYy. Y pe3ysbTaTi CHHTe3y OUIOK TJIKOTeHIH 3aJHIIAEThCs
BOYJIOBaHUM Y TpaHyJly IJTIKOTEHY.

27



CH;OH CH,OH CH,0H

Q 0,
. OH OH 3 OH 1y 1,6 s
mpemym‘ﬂnimu \\_// J | &
1 o= 1,4 n'saok
. CH,0H CH,OH OH CH,OH OH CH;OH OH ©CH, CH,0H

6556 0,

['mikoreHcHHTa3a HE 3/JaTHa yTBOPIOBAaTH o-1,6-riko3uaHi
3B’A3KH, SIKI €  MICLSAX pO3ramyKeHHs TiikoreHy. Llg peakiis
Katamizyetbes  pepmenrom amino-(1,4-1,6) mpancenikosunrazoro
(poseanysicysanvruii pepmenm abdo «opanuune»-pepmenm). Komu
JIAHIIOI J0CsAra€ JOBXKHHM Ounpiiie 11  3alHINKIB  IVIFOKO3H,
«OpaHYuHT»-(hepPMEHT KaTaizye BHYTPIIIHEOMOJICKYJISIPHE
MEePEHECeHHs KIHIIEBOrO OJirocaxapuuay, 10 MICTUTh 6—7 3aJHILIKiB
II0KO3H, Ha C-6-TiAPOKCUIIBHY TPYITy TIFOKO3U TOTO X caMoro abo
IHIIOTO JIAHLIOTY TJIIKOT€HY 3 YTBOPEHHSAM TOYKU PO3raily>KeHHs (o~
1,6-rimiko3uaHui 3B’s30K). Jladmi 3a JOMOMOTOIO TJIKOT€HCHHTA3U
el QparMeHT MOAOBXKYEThCA. Y pe3ylbTaTi YTBOPIOETHCS HOBUI
O1ynmit naniror. HoBa Touka po3rainy)eHHs MOXe OyTH yTBOpEHa Ha
BIJICTaHI HE MEHIIEe 4 TIIOKO3HUX 3alUIIKIB BiJl OYyIb-AKOi TOYKHU
po3raiyKeHHs, 10 Bxke icHye. Lle 3011blrye po34rMHHICTh TITIKOTEHY,
a TaKoX  YTBOPIOEThCA  BENMKA  KUIBKICTHh  TE€pPMIiHAIBHUX
HEPEAYKYIOUHMX 3aJIHINKIB TIIOKO3M, Ha SKI JII€ TJIIKOT€HCHUHTa3a |
riikorengocdopunaza. OTKe, HAIBHICT PO3TATYXKEHb IMiJBUILYE
NIBUJIKICTh CHHTE3Y 1 pO3MICTUICHHS TIIIKOTCHY .

['mikoreH cuHTe3yeThcsi B abcopOTHBHUE mepion (uepes 1-2
TOJMHU TICIs BXXMBAaHHS BYIJIEBOJAHOI 1Ki). [ikoreHes — mporec
€H/IEPrOHIYHMM, SIK 1 Oyb-IK1ii aHAOOMIYHUI MpOoLeC, OCKUIBKH BiH
BUMAara€e 3aTpaT eHeprii: Ha BKIIOYEHHS OJHOTO TJIFOKO3HOTO
3QIIMIIKY B TOJIiCAXapUIHUN JAHIIOT BHKOPUCTOBYETHCS 1 MOJb
AT® 1 1 mons YT®. Cuntes 1 po3maja TIIKOTEHY BiIOyBalOThCS
PI3HUMHU MeTaOOIIYHUMHU CIIOCOOAMH, 110 TIOBUHHI OYTH y3TOKEHi 3
noTpedaMu OpraHi3My B TITIOKO31 SIK JDKEPENTl eHeprii.
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1.6. ®epMeHTAaTHBHI peakuii po3uienieHHs
rJIiKoreny (rjaikoreHoJis)

VY pasi 301IbIIEHHST EHEPTOBUTPAT Y KIIITHHI, TJIFOKO3a, sKa Oysa
JNETOHOBaHA B CKJIaAl  TJiKoreHy, wmoOum3yerbes.  [Iporec
[JIIKOTEHOJI3Y pealli3yeTbcsl 3a MeXaHi3MoM  (ochOpOTiTHIHOTO
posmierieHHss abo ¢ocdopoizy, ToOTO B3aEMOIT 3 HEOPTaHIYHUM
docharom y wmicui po3puBaHHA 0-1,4-TIIKO3UAHOTO 3B’S3KYy Ha
HEpPEAYKYIOUOMY  KIHIIl  IJIKOreHy. Peakiiss — Karami3yeTbCst
dbepmMeHTOM enikoeenghocgopunazoio, 10 BIiJIIIICTUTIOE
MOHOCAXapuAHI 3aJHUIIKK Yy BUIMSAAl TMoko30-1-pocdary Big
HEPO3TATYKCHHX aMUIO3HHUX JIAHIIOTIB TIIKOreHy. [ Joko30-1-
docdar IIBUJIKO 130MepHU3y€eThCs gocghoznrokomymasoro,
NEPETBOPIOIOYHCH Ha TIIFOK030-6-(ocdart.

['mikorendocdopunaza npunuHse BiAMICIUTIOBATH TIIOKO3Y, KOJIU
JI0 TOYKH po3raiykeHHs (0-1-6 TIiko3uaHUi 3B SI30K) 3aIHIIAETHCS
4 3amumiky riroko3u. Taka ocobnuBicTh y aii raikoreHdocdopuiasu
00yMOBIIEHA PO3MIpOM i OYIOBOIO i1 aKTHBHOTO LIEHTPY.

6 CH,0H CH,0H

riikoreH

xl riairoreH (N MOJMEKY FNTIOKOGH)

doedopunasa
6 CH,0H CH,OH CH,OH
0 0
H H H H
9= % OH H OH H
0—p—o- H 0 0~
b H b

rnwokroso-1-coedar rniroreH ((n-1) Moneryn rnorosu)

VY Micmsx posraykKeHHs o-1,6-TIiKO3HIHI 3B S3KH TIIIKOTEHY
posiieritoe amino-1,6-enixozudasa (0eposzeanysicysanvruii hepmenm
abo «oebpanuinen-ghepmenm).
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«/leOpanuinr»-pepmMeHT Mae IB1 aKTHUBHOCTI:
1)  onixosunmpamncgpepaszny — aKTHBHICTB:  BiH  IEPEHOCHTH
ojirocaxapuIHuii OJOK 13 TPHOX BaJMIIKIB TJIIOKO3H, IO
3aJTMIIWINCS IO TOYKH PO3TaTy>KEHHS, Ha KiHEeI[b HEPO3Tally>KEHOT'O
JAHLIOTa, BUAOBXKYIOUH HOT0, 1 THM CaMHM CTBOPIOIOYH YMOBH IS
nii  rmikorendocdopunasu; 2) a-1,6-ariko3udasny aKTUBHICTB:
rigpomnizye o-1,6-Tmiko3uaHuil  3B’S30K, SIKUM  3B’s3aHA  OJHA
MOJIEKyJIa TIFOKO3H, IO e 3aJHMIIMIACH y TOYIl PO3TaTy>KEHHS, 3
YTBOPEHHSIM BUIBHOI ITFOKO3H Ta BUIOBKEHOTO JIIHIHHOTO TOJIIMEpY;
HiCsT IBOTO HA HEPO3TATY)XEHY ITUISTHKY TIIKOT€HY IMPOJIOBKYE
JATH TiKoreHpochopuiasa.

_-0-1,6 38'A30K
.%@@{wm

8P, 0-1,4 38’30k

®oceopunasa

8 .—@ rnroko3o-1-¢poccpam

e 0000

TpaHcghepasa
0-0-0-0-0-0-0-5-0-0-0-Ortor
o-1,6niko3udasa

0-8-8-0-0-0-0-0-0-0-0-O-kor

Posman riikoreny no rioko30-6-gocdary He morpedye 3aTpar
eneprii. Jlauuii mpormec BiAOyBaeThCs 31€0UIBLIOTO B IHTEpBAJIax
MK IpUHOMaMH TKi, KpIM TOTO, PO3ILEIUIEHHS TJIIKOT'€HY B MEYiHI
Ta M’s13ax 1HTeHCU(iKyeThes mig yac Gi3udHol podoTu. ['ikorenonis
y MEeYiHIl Ta M’s3aX BiJPI3HIETHCS JIMIIE 32 OJHIEI0 peakiier. Y
neviHmi €  QepMeHT e2niok030-6-pocghamasza, MO  Karamizye
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BifmeruieHHs: Qocdary Bix TIH0K030-6-hocdary, 3aBasku HOMY
TIII0K03a TI030aBIISIETHCS «IIACTKWY», KOTPA HE BHITyCKaJa 11 3 KIIITHHH.
Jamni rimoko3a 3 NMediHKU HAaJXOAUTh y KPOB 1 BUKOPHUCTOBYETHCS B
IHIIUX opraHax i TkKaHuHax. OTke, MOOLII3aIlis TIIKOreHY MEYiHKH
HiATPpUMYE CTally KOHIIGHTpamlilo Tioko3n B Kposi (3,3 —
5,5 MMonp/i). Y M’si3aX BIACYTHSA TIIOK030-6-docdaraza, Tomy
TIII0K030-6-gocdar po3merumoeTbess B caMUX M S30BHX KJIITHHAX 1
CIIyTY€ JDKEPENIOM IIBUIKOI SHEpTii sl M’s31B K 3a aepoOHOT0, TaK
1 3a aHaepoOHOTO MeTaboJi3My. 3amacH TJIKOTeHY MOXYTh OyTH
BUYEPIIaHi 3a O/IHY TOJIMHY IHTEHCUBHOTO (DI3MYHOTO HAaBAaHTAKCHHSI.
PerynspHe TpeHyBaHHS J03BOJISIE 30UIBIIMTH 3aracd TJIIKOTEHY B
M’si3aX, BHACIIJIOK YOr0 BOHM MOXYTh JIOBIIE IpaimfoBaTtd 0e3
BTOMH.

1.7. Kackaani mexanizmu nAM®-3as1exH01 peryasuii
aKTHBHOCTeH riikoreHocdopuiasu Ta riikoreHCHHTA3U

OpnHouacHmii epedir MpoIeciB IIIKOTeHe3y Ta TIIKOTEeHOMI3y B
ONHIA 1 TiM camiii KIITHHI MIr OWM TPHU3BECTH OO YTBOPEHHS
XOJIOCTOTO IIMKJIY, €IMHUM HaCHiJIKOM sikoro Oyina O Burpara ATO.
OpHak 1BOro He BiOYBAETHCS 3aBJSKHM HAsBHOCTI PEryJsTOPHHUX
MEXaHi3MiB, III0 aBTOMAaTHYHO BHMHKAIOTH OJUH IMPOIEC, KOJU
BMUKAETbCS 1HIIMH — pPEIUNPOKHA PEryJyslis CHHTE3y M posmamy
TJIIKOTEHY.

KntouoBy ponp y perymsmii IUIKOT€He3y ¢ TIIKOIeHOIMi3y
BIJIIpaloTh (DEPMEHTU 2niKo2eHcunmasza Ta 2nikozengocgopunasa,
KaTaJiTHYHA AaKTHBHICTh SIKUX PErYJIIOETbCA IUISIXOM 3BOPOTHOI
KOBAJICHTHOI Moupikarii (pochopuntoBanHs 51
negochopmiitoBaHHs)  Ta  AJOCTEPUYHUMHU  MOJIYJISATOPAMHU.
['mikorendochopunasza y docdopuiboBaniii Gopmi akTHBHA, a B
nedocdopriiboBaHi — HEaKTHBHA. 3amyck peaxiriit
dbochopriroBaHHS Ta nedochoprTroBaHHS 3MIMCHIOETHCS
TOPMOHaMM Ta SIBJIi€ COOOI0 KackaaHWi MmexaHi3M. Ha koxxHomy
HACTYITHOMY €Talli KacKagy BiAOYBa€TbCsl aKTHBALlsl BEIMKOL
KUJIBKOCTI MOJIEKYJ (EepMEHTIB, IO 31 CBOro OOKYy aKTHBYIOTb
(dbepMeHTH HACTymHOro eramy. Pe3ynbTaToM TakKoro Kackagy €
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aKTUBAIIA IIOCUTD BEJIUKO1L KIJIBKOCTI MOJIEKYJI
rimikoreHgochopuiiazm, a 0TKe, PO3IICTUICHHS TIIIKOTeHY.

[licns  3B’s3yBaHHS TOPMOHY  (HAampuKiIald, TJIOKAaroHy,
aZpeHalliHy) 3 peHenTopoM Ha MeMOpaHi KIITHHH-MIIICHI,
BiIOyBaeThes akTHBallisi G-6inka. G-6inok, abo ['TD-3B’s13yBanbHU
O110K, € OJITOMEPHUM: BiH CKJIQJA€THCS 13 TPHOX CcyOoauHuUIb (0, B
ta y). Ha o-cyboaunuii G-0ika MICTUTBCS LIEHTP 3B’SI3yBaHHSA Ta
posmerieadHss ['T® mgo T[AP. 3a BiACYyTHOCTI TOPMOHAIBHOTO
curHany G-0i10K € HEakTUBHHM, TOOTO y BHIJISAI TPHOX
cybomuuune. I3 o cybomuuunero HeaktuBHOro G-Oinka 3B’si3aHUUN
I'’I®. YTBOpEeHHS TOPMOH-PELENTOPHOTO KOMIUIEKCY CIPUYUHSIE
3MiHy KoH(popmariii G-0iska Ta 3MEHIIEHHS HOTO CIIOPiTHEHOCTI 10
['I®, a HartomicTh, 30UIbLIyETHCS cropigHeHicTh 10 ['TD 1 Tum
camuMm BijOyBaetbcst oomiH [JI® nwa [T o-cybomuHUI.
[Tpuennanns I'TO 1o akTUBHOTO LIEHTPY Ha a-cybomunuii G-0inka
MPHU3BOIUTE J0 BimokpemieHHs cyoomuuutli o-I'TD Bin aumepy By.
Kommiekc a-I'T® y cBoIO 4epry akTUBY€E aeHIIATIHUKIIA3Y.
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I'moxaron Anpenanin

Peuenro, .
- p AneninaTnukaasa

/ G-6inmox \ Mocdoniecrepaaa

______ . ﬂ \ Memopana
I
-

uAM® AM®

1
[
: 1o -
I'nikorencunrasa o Kinaaa docdhopunaan
aKT. Vo
. HeaKT.
o
L A N +l
® ®
I'nikorencunTasa Kinasa docdopnnasul
HEAKT.
aKT.
T
1
P ®
|
. -
[Cnikorendochopunaszal—=  [Tnikorendocdopuaasa
HEAaKT. aKT.
Tnikoren L:annuau-k@ —oF.‘mJKDso-G-@ —moro03a

Pucynok 1.4 — Kackaguuii MexaHi3M po3najy INIIKOT€HY IiJ
JII€X0 TOPMOHIB

AKTHBOBaHa aJeHINATIMKIA3a KaTajidye yTBopeHHA 13 AT
DAM®, skuifi € BTOPUHHUM TOCEPEAHUKOM (MECEHIKEPOM)
BHYTPIIIHBOKJIITUHHOI Aii ropMoHiB. TAM®, y cBOIO uepry, akTUBY€
n-AM®-3anexny nporeinkinazy A (IIKA). [IKA cknanaetscs 3 4
cyoomunuunb: 2 peryiastopaux (R) ta 2 karamituunux (C)
cyOonunuup. Y Ttakiii terpamepHiil ¢opmi IIKA € HeakTuBHOIMO.
[Tpuennanns 4 monekyn HAM® 10 peryisiTOpHUX CYOOJMHHUIb
I[NKA (mo 2 wmonexkymu unAM® nHa xoxkHYy R cybommnuio)
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OPU3BOJUTE IO JMCOIalii TETpaMEpHOr0 KOMIUIEKCY, BOIHOYAC
BUBUIBHSIOTHCS 2 KaTadiTU4HI cyOoauuuIll — e Oyae aktuHa [1KA.
[IKA karamizye ¢dochopumtoBanHs KiHazu ¢Gocdopunazu B
pe3yibTaTi 4OTO OCTaHHS aKTUBYETbCs. AKTHBHA KiHaza (ochopu
na3u 3i CBOTO 00Ky KaTtaizye bochopunroBanus
rimikoredHdochopunazu. dochopmiboBana riikoreHpochopmiaza €
aKTUBHOIO ¥ Kartamizye (ocdopoiti3 TIIKOTeHY 3 BUBLILHCHHIM
rII0K030-1-pocdary.

AxtuBHa  [IKA  Takox  karamizye  QochopuaroBanHs
[JIIKOTEHCUHTA3MW, alie, Ha BiAMiIHY Bia KiHazu (ocdopunasu Ta
rimikoreHpochopunazu, ¢GochopuiiboBaHa  TIIKOTEHCHHTa3a €
HEaKTHBHOIO.

Jli1 KOHTPIHCYJSIPHUX TOPMOHIB TJIIOKaroHy Ta aJpeHaNliHy
CTHMYJIIO€ TJIKOTEHONI3 Ta TMpUTHidye riikorenes. Jlis iHCYmiHY
CIPUYUHSE 3HWKEHHS BHYTPINIHHOKIITUHHOI KOHIIEHTpalii tAMO,
OCKUTBKM 1HCYJTIH akTuBye QocdomiecTepasy, M0 Karaizye
posmerieHHss HAM® po AM®. Omxe, I1HCYNIH CTHUMYJIIOE
TJIIKOT€HE3 Ta MPHUTHIYYE TIIIKOTeHOJII3.

Y  M’s3ax  aKTUBHICTh  riikoreHdocdopuiazu  MoOxe
PEryJIIOBaTUCH AJTOCTEPUYHO: aKTUBATOPOM TIIKOTeH(pOoChOopuiiazu €
AM®O®, KoHIEHTpallisi SKOTO MiABUIIYEThCS TiJ Yac TPUBAJIOTO
(ismunoro mHaBaHTaxeHHs. 3B’a3yBamHs ioHiB Ca?*  Takox
MPU3BOAUTH /10 aKTHBAIlll epMEHTa, SIKUH MPHU IIOMY MPOJOBXKYE
3HAXOOUTUCh Y aAedochopunboBaHoMy cTaHi. Lleii MexaHizm
aKTUBAIlll peani3yeTbCsi BiApa3y IICHs CKOpOYeHHS M’ s3y. s
[JIIKOTEHCUHTAa3d TaKOX ICHYIOTh — allOCTepUYHI  MOIYJISATOPH:
aKTUBaTOPOM € TJIIOK030-6-(ocdar, 1HriOITOpoM — IIIIKOreH (SIK
KIHIIEBUH MPOIYKT peakiiii).

1.8. 'eneTn4Hi nopymeHHs: MeTa60/1i3My IJ1iKOTeHY

I'mikoreHo3u — 1e CHajKkoBi XBOpOOHU, MOB’s3aHi 31 3HIKEHHSAM
a00 BIJCYTHICTIO aKTHUBHOCTI SIKOTOCh OJHOTO 3 (PepMEHTIB OOMiHY
riikoreny. Ilpu riikoreHo3ax y BHYTpILIHIX OopraHax i TKaHMHax (y
MEYiHIll, CKEJIETHUX ab0 CepleBOMYy M’s3aX, HHpKaX, JIETEHSX,
KIIITHHAX KPOBi Ta iH.) CHOCTEPIraeThCs HAKOMUYCHHS aHOMAIBHO
HAJMIPHOT KUIBKOCTI ITIKOT€HY, 1HOJ1 31 3MIHEHOIO MOJIEKYJISPHOIO
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CTPYKTYpOIO, KM HE MO>KE€ BHKOPHUCTOBYBATHCS B METAOONIYHUX

mponecax.
Tabmuns 1.1 — XapakTepucTHKa THITIB TJIKOI'€HO31B
Tun Hasga HMedexTHnii E)pralm lr;J:qiicc()Tre- CT.pyKTypa
XBOpOOHU (¢epment H TKAHUHHU y rJIiKOreHny
I Tipke I'mrox030-6- [Teuinka, Hopmansnaa
¢docdaraza HUPKH, )
KHIICYHUK
II IMomre JlizocomHa yci Hopmanpnaa
a-1,4- 0
riIiKo3umasa
111 Kopi a-1-6- [Meuinka, CwmipHO
rIIiKo3uasa cepue, YKOpOYeHi
(«neOpaH4iHr» | M’s3W, 0 00KOBI
¢dbepMeHT) JMEeHKOLIUTH TiTKA
(nimiro-
JIEKCTPHH)
v AHnepceHa | Amino- ITeuinka, JloBri,
1,4—1,6 M’ s34, T MaJIOpOo3-
TIIIKO3MII- JEHKOLUTH rajry’xeHi
TpaHCchepaza JaHLIOTH
(«OpaHuiHr»
bepmenT)
V Mak-Apnnsa | @ochopmmaza | CkenetHi 0 Hopwmanbnaa
M’A3U
VI Xepca QPocdopunaza | [leuinka T HopmansHa
VII | Tapyi DochodpykTo- | M’s3m, 0 Hopmainbha
KiHa3a CPUTPOLIUTH
0 JIbroica, T'nikoren- ITeyinka, { HopmanbHa
arTiKoreHo3 | CHHTa3a HUPKH
Po3pi3HAIOTH TpU OCHOBHI (POPMH TJIIKOTE€HO31B: 1) MEUYIHKOBY;

2) M’s130By; 3) 3MilIaHy.
IlevinkoBi ¢opmMM rJiKOreHo3iB NPU3BOJATH A0 MOPYIIECHHS
BUKOPUCTAHHS TJIIKOTEHY JJIsl MATPUMAaHHs KOHIEHTpalii INIIOKO3H B
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KpOBi. 3arajJibHUMl cUMOTOM Ui IUX (OopM — TIiNOIJIKeMis B
nocTabCcoOpOTHUBHUH TIEPIO/I.

Xeopooba Tipke (rnikoreHo3 | Tumy) TparuisieTbcs HalgacTilie.
[TpruyrHa 1BOrO 3aXBOPIOBAHHSA — CHAJKOBHH IeQIUUT 2n0Kk030-6-
Gocchamaszu — PepMenTy, 1o 3abe3rneuye BUXIJ TIIFOKO3U B KPOB
micias i BUBUIBHEHHS 3 TJIKOTeHY KIITHH mediHkd. KiriHigHO
NPOSIBIISIETHCSL  TIMOTJIIKEMIEI0, MMIJBUINEHHSAM BMICTY B KpOBI
TPUALWITIILEPOiB  (TIMePTPHANIMIITIIIIEPOIEMisi) Ta  CEYOBOI
KUCJIOTH  (TimepypukeMis). BUHUKHEHHS  TpHAIUWITIIIEpOIeMii
HOSCHIOETHCS ~ 3HIDKEHHSIM  aKTHUBHOCTI  JIMONpOTEiHIimasun  —
dbepMeHTy, 110 aKTUBYETbCS I1HCYJIIHOM 1 3abe3meuye 3acBOEHHSA
TPUALMIITIIILEPOTIB KIIITHHAMU JXHPOBOI TKaHWHHU. [ inmepypukemis
BUHUKA€ BHACTIZAOK 30UIBIIEHOT0 BMICTY B KJIITHHAX TJIFOK030-6-
dochary Ta HHoro BHKOPHCTAHHS B MEHTO30(poChaTHOMY NUIAXY 3
YTBOpEHHSIM  pubo30-5-docdary, sSkuii €  CTPYKTYpHUM
KOMIIOHEHTOM Y CHHTE31 TYPHHOBHX HYKJICOTHJiB;, T. H.
30LBIIYETHCSI CHUHTE3, a OTKe, W KaTabomi3M IMypHUHOBUX
HYKJICOTU/IIB, KIHIIEBUM MTPOAYKTOM SIKOTO € C€Y0Ba KUCIIOTA. TaKox
HiJBUIY€THCSI KOHLIEHTpALisl MOJOYHOI KHUCIOTH B KpOBI, TOMY
MOXXJIUBE BHUHUKHEHHS JIAKTOAIMJIO3Yy. YHACHIAOK 301IBIIEHOT
OPOAYKLIl JaKkTaTy Ta 3HIKEHHs pH cedi B KHUCIy CTOpOHY,
3MEHIIYEThCS BHBEIEHHS CEYOBOI KHCJIOTH, IO TPU3BOAMUTH [0
YTBOPEHHS cojielf ce4OBOX KUCIOTH (ypaTiB). Y BaKKHUX BHIIAAKaXx
pe3yJibTaToOM TINOIJIKeMiI MOXyTb OyTH cyaomu. ['inmormikemis
CYIIPOBOJIKYETHCSI 3MEHIICHHSM BMICTY 1HCYJIIHY Ta 3HHKEHHSIM
CHIBBIIHOIICHHS] iHCYNiH / TJIOKAaroH, M0 MPU3BOAUTH JIO
IPUCKOPEHHS JIIMOi3Y KUPOBOi TKAHWHU Ta 70 301JbIIEHHS B KPOBi
KOHIICHTpAIii KUPHUX KUCIIOT.

Jlns nmiarHocTyBaHHS XBOpoOM ['ipke BH3HA4alOTh aKTHBHICTh
II0K030-6-pocarasm  y  Oiomrarax medinku. Kpim  TOTrO,
BUKOPUCTOBYIOTh ~TECT 31 CTUMYJIALIEI0  TIIOKaroHoM  abo
aJpeHAJIIHOM, 110 B pa3i 3axBOPIOBAHHS Ja€ HETAaTHBHUN pe3yJbTarT,
TOOTO micas 1H €KLii TOPMOHY KOHIIEHTpallis TIJIIOKO3U B KpPOBI
3MIHIOETHCSI HE3HAYHO.

3axBOpIOBAaHHS YCIAJKOBYETHCSI 33 ayTOCOMHO-PELECUBHUM
tunoM. O3HaKH 3’SBISIFOTHCS HA MEPIIOMY POIIi KHUTTS, TOYNHAIOYN
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3 89 Micsang. Y XBopux AiTel remaromeranis, KOPOTKHHA TyiyoO,
BEJIMKUI JKUBIT, 301JIbIICHI HUPKH Ta BIJACTaBaHHA y (izMuHOMY
PO3BHUTKY, MOXYTh OYyTH KpOBOTEYi, IOB’s3aHI 3 MOPYLICHHAM
dbyHKIiT TpoMOOIUTIB. XBOPUM PEKOMEHAYIOTh YHUKATH BXXHUBAHHS
IPOAYKTIB, SIKI MICTATH caxapo3y Ta JIAKTO3Y, OCKUIbKH YTBOpEHI 3
HUX TajakTto3a ¥ (pyKro3a micis NEpeTBOPEHHS Ha TIIHOK030-6-
dochat mpuU3BOAATH 10 MOJAIBIIONO HAKOMMYEHHS TiIiKoreHy. s
3amo0iraHHs  TIMOTJIIKEMii  BUKOPUCTOBYIOTH  METOJ  4YacTOro
roJlyBaHHS.

Xeopooa Kopi (rnikorenos 11l tumy) cknanae 1/4 ycix Bumaakis
MEYIHKOBUX TJIKOreHo31B. Hakomu4yeThcsi TIIKOT€H aHOMAalbHOL
CTPYKTYpH 3 KOPOTKMMH 30BHINTHIMH T'LIKAMH, OCKUTBKH Je(EKTHUN
bepMmenT amino-1,6-enikosudaza («debpanuiney GHEPMEHT), IO
riApomi3ye  THIKO3MIHI  3B’SI3KM B MICHSAX  PO3Tally’KEHb.
Binznauaetbes rimornikemis. Ha Biaminy Bix riikoreHo3y | turmy,
JIAKTOAIM/I03 1 TIMEpypHKeMisl He crocTepirarotbes. Pemra mposBiB
MEHIII BHpa)€Hi, HDK IpU TIikoreHo3i | tumy, Tomy xBopoba mae
OupII JIETKUI Tepebir. XBOpUM PEKOMEHAYIOTh OaraTy Ha OiIKu
TIETY 3 YacTUMHU IipuitoMamu xi. [Iporno3 3a3Buuail cCipusTINBUI.

Xeopooa Anoepcena (rnixkoreno3 IV tumy) — mayxe piakicHe
ayTOCOMHO-pPELIECHBHE 3aXBOPIOBAHHS, L0 CIIPUUMHEHE Ae(ilUTOM
amino-1,4—1,6  enikosun-mpancepazu  («opanuiner-pepmenTa).
HakonuuyeThbcsi TIKOreH aHOMaJdbHOI CTPYKTYpU 3 Jy>K€ JOBIHUMH
30BHINIHIMYU TUIKaMU Ta MaJIOK0 KUTBKICTIO TOUOK PO3Taly>eHb, 10
Hepelkopkae oro posnany. BoaHowac rimoriikemis BHpakeHa
noMmipHo. XBopoOa Mae IIBUIKUN Mepedir, OOTSKYEThCS paHHIM
UpPo30M nediHku. CMepTh HAacTa€ Ha MEePIIOMY POIIl KUTTSI.

Xeopooa Xepca (rnixoreno3 VI Tumy) — piIkicCHE ayTOCOMHO-
peliecuBHe 3aXBOPIOBaHHA, CIIpUYMHEHE nedexrom
enikoeengocopunazu TNEUIHKA. Y TENaToNUTaX HAKOMUYYEThCS
[JIIKOTEH HOPMalbHOI  CTPYKTypH. Big3HadaroTbcs  MOMipHA
TIMOTJIIKEMIisl, TeraToMeraiis, KJIiHIYHI TPOSBH CXOXI, ajie MEHII
BUpaXKeHi, HX 3a riikoreHo3iB | Ta III Tumis.

M’s130Bi ¢opmMH IJ1iKOTreHo03iB XapaKTepU3yIOThCS MOPYILIEHHIM
eHepro3ade3neyeHHs CKEJIETHUX M’S131B. HenocraTHicTh
(epMEHTHHUX CHUCTEM TJIKOT€HOII3y B M f3aX CYNPOBOKYIOTHCS
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ObomsiMu 1 cymomamu y M’si3aX 32 YMOB (Di3MUHUX HaBaHTAXEHb,
CJa0KICTIO Ta MIBUIKOIO BTOMITIOBAHICTIO.

Xeopooa Max-Apons (tnikoreno3 V THIy) — ayTOCOMHO-
peliecuBHE 3aXBOPIOBAHHS, 110 CIPUYMHEHE IMOBHOIO BiACYTHICTIO
enikoeenghocgpopunazu  M’si3iB.  OCKUTBKM ~ aKTUBHICTH  IIBOTO
dbepMeHTy B TCUIHIII € HOPMaJIbHOIO, TO TIMOTJIIKEeMis He
CHOCTepIraeThCst. Y M’s3aX HAKONMHUUYYETHCS TIIKOTEH HOPMAaJIbHOT
cTpyktypu. IlposiBamu 3axBopioBaHHS € OUIb y M’si3ax, CyJIOMH
HaBiTh IIiJI Yac MOMIpHOTO (i3MYHOro HaBaHTaxeHHs. OJHAK HE
BUSIBJICHO TINEPIPOAYKIIi JIaKTaTy Mia yac (pi3sMUHUX HaBaHTAXCHb,
IO MiAKPECIoe 3HAYeHHsI I[103aM’S30BUX JKEpeNd eHeprii uis
CKOpPOYEHHSI M 5131B, HANIPUKJIIAJI, TAKUX 5K KUPHI KHCIOTH, 10 B pasi
BOTO 3aXBOPIOBaHHA OyJIyTh BHUKOPUCTAHI 3aMICTh TJIIOKO3H.
[TporHo3 3aXBOPIOBAHHS CIPUSTINBUI.

Xeopooa Tapyi (rnikoreno3 VII tumy) — ayTOCOMHO-pELIECUBHE
3aXBOPIOBAHHS,  CHpUWYHHECHE JediluToM pocgodpykmorxinazu
M’s131B. XBOp1 MOXKYTh BUKOHYBATH MOMIpHI (hi3MYH1 HABAHTAKEHHSI.
JliarHO3 MOke OyTH IOCTaBJICHHIA 3a JOMOMOIOK O10TCii M’SI30BOi
TKAaHWHU JUIsl OLIIHIOBaHHS HAJAMIPHOTO HAKOMHWYEHHS TJIIKOTEHY,
CIPUYMHEHOTO0 MOpYyIIeHHsAM Tiikomi3y. Ilepebir 3axBoproBaHHS
NnoiOHMH /10 TITiKOreHo3y V THIly, aje MEHII BUPaXEeHUH.

3mimana ¢gopma riaiKoreHo3y XapakTepH3yHOThCS 3aIy4EHHAM
y MaTOJIOT1YHUI Mpolec Pi3HUX OpPraHiB 1 TKAHUH.

Xeopooa Ilomne (rnikoreno3 Il Ttumy) — pinkicHe ayTOCOMHO-
peliecCUBHE 3aXBOPIOBAHHS, 1110 CIIPUYUHEHE Je(IIIUTOM J1i30COMHOI0
dbepmenta a-1,4-enikosudazu. CHocTepiraeTbCsi TeHEpai30BaHe
HaKOMMWYEHHs TIIIKOTeHy B JII30COMax, a MOTIM y IMTo30Ji. BoHO
Bpakae BCl TJIKOI€HyMICHI KIITUHU. HakonuueHHs TiiKOTeHy
OPU3BOJUTH JIO PO3BUTKY TPOrpecyrouoi M’s30BOT  CIaOKOCTI
(miomarii). Y maTOJOTIYHUN MPOIIEC 3aydarOThCs CepIle, CKENeTHI
M’sI3M, TeYiHKa W HepBoBa cucrteMa. KiliHiKa 3aXBOpIOBaHHS He
CXOa Ha KJIHIKY MeYIHKOBOI Ta M’s30BOi ()OpM TJIIKOI€HO3y, BOHA
pi3HOMaHITHa, Ma€ mporpecyrounii nepedir. EexktuBHOro mikyBaHHs
He icHye. IIporHO3 HecHpUATIMBHA — JUTHHA THUHE 10 KIiHI
HEPIIOr0 POKY KHUTTH.
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Aeznikozeno3 (rnikoreno3 0 Tumy) — piAKiCHE 3aXBOpPIOBAHHS,
CIIpUYMHEHE ACPEKTOM 2nikoeeHcuHmasu. Y TEYiHIll Ta I1HIIUX
opraHax i TKAaHMHAX CIIOCTEPIraloTh AyXe HU3bKUI BMICT TJIIKOTEHY,
0  MPOSBISETHCA  PI3KO  BHUPAXKEHOI  TINOTJIKEMIED B
nocTadcopOTUBHOMY Tiepiofi. XapaKTepHUM CHMIITOMOM € TOsIBa
CyJZoM, 0cOOJMBO BpaHIll. XBopoOa CyMmicHa 3 KHUTTSAM, ajieé XBOPi
JiTH OTPeOyIOTh YacTOrO TOAYBaHHS.

1.9. MeTa60.1i3M BYIJIEeBOJJHUX KOMIIOHEHTIB
IIIKOKOH I0raTiB

I'nikokontw’zamu — 1e ckiagHi TIOpUIHI MOJIEKYNH, IO
YTBOPIOIOTHCS B pe3ynbTaTi CIIKO3HMIFOBAHHS PEYOBHH
HEBYTJCBOMHOT mnipupomu. Jlo HUX Halexarh TIIKONPOTEIHH,
TUTKOIIIAN W MPOTEOTIiKaHH.

Haii0inpm neTampHO BHBYEHWH OIOCHMHTE3 TJIKOMPOTEiHIB.
['1iKO3WIIOBaHHS € BaKIMBOK MOAMQIKAIIEI OLIKIB, OCKIIbKH
JOJIaH1 3IHINKHA IYKPY 9acTO BHKOPUCTOBYIOTHCS SIK MOJICKYJISPHI
MO3HAYKK a00 CHTHAJIW PO3Ii3HABAHHS I 1HIIMX KIITHH, IO HE
BCTYMAaOTh 3 HUMH B KOHTAaKT. ICHye aBa THIM TJIIKO3WIIOBAHHS
OlJIKa: N-noB’s13aHe TIiIKO3UIIOBAHHS Ta O-nos’sa3ane
riako3mIoBanHsa. OCHOBHI BIAMIHHOCTI ABOX THIIB T'JI1KO3HIIOBAHHS
MOJISATAIOTh Y TAKOMY'

e N-moB’si3aHe  TIIKO3WIIOBaHHS  BiOyBaeTbcs  Ha
3amumkax acmnapariny (N) y mocmigoBHOcTi AcH-X
Cep/Tpe (X moxe OyTu OyAb-sSIKOIO aMiHOKHCIIOTOIO),
toAl sk O-1oB’s13aHe TITIKO3WIIOBAaHHS B1OYBAa€ThCS Ha
TIAPOKCUIIBHUIA KHCEHb OIYHOTO IaHIIora 3aJIUIIKIB
cepuHy abo TPEOHIHY M BH3HAYAETHCS BTOPUHHOIO M
TPETHUHHOIO CTPYKTYPOIO;

e N-moB’si3aHe TTIKO3UITIOBAHHS MOYUHAETHCS 3 «JIEPEBa»
3 14 coenudiuHUX 3aIUIIKIB LYKPY, $KE IOTIM
00pI13a€THCST Ta OHOBITIOETHCS, AJI€ 3aTUIIAETHCS JOCUTh
BEIMKUM, ToAl sk O-MOB’S3aHE TJIIKO3UIIOBAHHS
3aCHOBaHE Ha TOCTIJIOBHOMY JOJaBaHHI OKPEMHX
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IYKpIB 1 3a3BMYail He MOIIMPIOETHCSA 3a MEXI KUIbKa
3aJIMIIKIB.

Cunmes N-36’a3anux cinkonpomeinie

N-Tiiko3nIoBaHHS ITOYMHAETHCS IIEHABITH IO TOro, AK OIOK
TPAHCITIOETHCS, OCKUIBKH oJlirocaxapuj goJixosrmipodocdary (To0To
IyKPOBE  «JIEPEBO»)  CHUHTE3YETbCSI B  EHIOIUIA3MAaTUYHOMY
peTukynymi Oe3 IHII[IIOBaHHS METOJIOM TpaHCHALii abo BBEICHHS
Oinka (puc.1).

Jlomixonm € BYIJIEBOAHEM 13 JIOBI'MM JaHmiooroM (Mik 14-24
OJIMHUIISIMU 130Tpeny 3 4+1 Byrieiro), uo 31e01IbIIOro MIiCTHThCS
B MeMOpani EP, i coyXuTh THMYacOBUM MicIieM HepeOyBaHHS s
onirocaxapuay N-TJIKO3WIIOBaHHs, KOJM BIH CHHTE3Y€ThCS Ta
OUiKy€e Ha BIONOBITHUA OUTOK Juig TiiKo3WIOBaHHSA. CHHTE3
OJIirocaxapuiiB TMOYMHAETHCA 3 JIOJaBaHHS JBOX 3JIMIIKIB
N-aneTmirmoko3amMiny 1o mipodocharHoro JiHkKepa, a TOTIM
MaHO3H. Bin MaHO3M po3rany X yeThcsl oJirocaxapui, IpudoMy ofHa
rUIKa OTPUMYE 1€ TPH 3aJUIIKH MaHO3H, a 1HIIA — OJMH. 3a3Ha4yeHl
NepeTBOpPEeHHs BigOyBanucs B mutoruiazmi. [icas mporo riuikomimia
nepeBepTacThCsl BcepeauHy A0 TmpocBiTy EP, morpamistoun B
IOPOCBIT, Jalli JOAAIOTHCA IlI€ YOTHPU MAaHO3W, 1, HApeuiTi, Tpu
3aJTUIIKA TIFOKO3H JIOTIOBHIOIOTH CTPYKTYPY.

Koxen erar KaTaJli3yeTbcs [IIIKO3WITpaHc(hepasoro.
CyOcTpatamMu IyKpy € IIyKpOBI HYKJIEOTHJHM, a HE 130JIbOBaHi
MOJIEKYJIH LIYKpY.

He Bci HykIeo3uay BHUKOPHUCTOBYIOTHCS MJISI IBOTO MPOIECY:
Oy7n0 BUSIBIICHO, IO IYKpH moB’si3aHi nuiie 3 YO, IAD i M.
YD € HaWO1TBIIT YHIBEpCaJTbHUM, 101() 3B’A3y€
N-anerunranakrozamin (GalNAc), N-aneruirmoko3amin (GlcNAc),
N-ameTniMypaMoBy KHCJIOTY, TallaKTO3y, TIIOKO3Yy, TIIOKYPOHOBY
KACIOTY Ta Kcuio3y. I'J/I® BHKOpHUCTOBYETbCS MJsi MaHO3M Ta
¢byxo3u, Toni sk [IM® BHUKOPUCTOBYETbCS JHILIE ISl CIaJOBOi
KHCIIOTH.
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Pucynok 1.5 — YTBOpeHHs «11yKpoBOro JiepeBa» N-TIiKO3MIIOBaHHS
Ta IpU€ETHAHHS 10 OlIKa

Cunmes 0-36’a3anux 2inikonpomeinie

O-3B’s13aH1 IITIKOMPOTETHN MTOYMHAIOTH CBOE TITIKO3WIIOBAHHS IT1]1
niero crerudiunoro ans ombaxki pepmenty GalNAc-tpanchepasm,
gKka TpueaHye N-alleTUarajJakTo3aMiH 10 TIAPOKCUIBHOI TIpynu
cepuHy abo TpeoHiHy. He3Bakaroun Ha JOCUTH HEBEJIHKI JOJaBaHHS
(3a3Bu¥ail <5 3anMIIKiB), OO0’€IHAHI OJITOCaxapwaHI JIAHIIOTH,
npuenHaHi 10 O-3B’A3aHOTO TIIKOMPOTEIHY, MOXYTh CTaHOBUTH
noHaza 50 % Macu TIIKOIpPOTEiHy.

JlBoma Hait6inbm BizoMumMu O-1OB’SI3aHUMU TIIKOMPOTETHAME €
MYILIMH, KOMIIOHEHT ClIHHHM, 1 ZP3, koMnoHeHT zona pellucida (sixuit
3aXMINAE AUICKITITHHH ).
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Pucynok 1.6 — O-3B’s13aHe r1iKO3WIIOBaHHS B KOMILIEeKci [omb ki
3 MIPUEIHAHHSAM JIMIIE KITBKOX IYKPiB 10 CEpUHY a00 TPEOHIHY

[IpuennanHs mepIIMX MOHOCAXapPHIHUX 3alUIIKIB 10 Oinka
BiI0OYBA€THCS OJHOYACHO 3 TpaHCIsALieo nomninentuay. [Ipuennanus
TEpPMIHAJILHUX LYKPIB 31HCHIOETHCS B KOMILIEKCl ["onbaxki.

VY BHCOKOTTIKO3WJILOBAHUX OUIKAX 3aJUIIKU IIyKPY 4YacTo JIIOTh
K CalTH pO3MI3HABaHHS IS 1HIIMX KITHH. Hampukian, zona
pellucida gyxe BaxunmBa sk (i3uuHuil Oap’ep, SAKUH 3axuilae
SUIEKITITUHY, ajle TIIKO3WiboBaHUM ZP3 O1710K TakoXx i€ sK
peLenTop crepMu.

Cunme3s 2nikoninioie

Ounirocaxapup CKJIaJIHUX TIIKOJTIMIIB CHUHTE3Y€ThCS
CTYMIHYaCTHUM  JI0JIaBaHHSAM IIyKpIiB, 10 KaTaji3yeTbes
cnenuiyHUMU  TIIKO3WITpaHcdepa3aMu B KOMIUIEKC [ ombmki
(puc. 1). Sx 1y pa3i rmroko3miITpanchepas, 1o i€ Ha TepMiHATIbHE
[JIIKO3WIIOBAaHHS  TUIIKOMPOTEiHIB,  OUIBIIICTh  TIIKOJIMIHUX
riko3uwiaTpancdepas, mo A0Aa0Th MOHOCAXapUIX JI0 TIOB’sI3aHUX 13
1epamMijlaMu MOHO- a00 OJIITOcaxapuaiB, € TUTIOBUMH PE3HICHTHUMHU
oinkamu Tonpmxi II Tuny iHTerpanpHoi MemOpanu. Y MeMOpaHax
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lonb/ki BOHM € YacTHHOIO CKJIQAHOI Oprasizamii, mo B MPOCBITI
OpraHeNii Ta pa3oM i3 MeMOpaHHO-3B’S3aHUMH TpPaHCIOPTEPaAMU
MyKpy Ta JOHOPHHUMH IyKPOHYKJICOTHUIAAMH KEpPyE CHHTE30M
OCHOBHHUX OJIITOCAXapUJIHUX CTPYKTYp, SKI BU3HAYAIOTH Pi3HI PAAM
CITKOJTIIIIB.

epamin, mimigHa 9acTUHA MTIKOCHIHTOMIMIAIB, TPAHCTIOPTYETHCS
BiJl €HJOIUIa3MATUYHOTO PETHKYIYMY O HMPOKCHUMAJIBHOTO BiIILTY
lompmxi 3a pgomomororo  murosonbHoro oOuika CERT. V
MPOKCUMaIbHOMY Biaam ['oabmpki 1epamiz; NMEpeTBOPIOETHCS Ha
TITFOKO3WIIIIepaMi (Cer-Glc) 3a JIOTIOMOT'OFO GlcT.
GlcT-uepamuarmokosuiarpancdepasa, KaTaTiTHUYHHA —CalT  AKOI
OpIEHTOBaHMI Ha IUTOIUIa3My Ta Mae Tomosorito Tumy III. I3 mics
CHHTE3y IMTOIUTa3MaTH4YHO1 MiisHKU 3a jgomnomoror GlcT Cer-Glc
TPAHCHOPTYETHCSA A0 AUCTAIBLHOTO BiALTy KoMIuiekcy ['onbmki 3a
nornomororo FAPP2, ne BiH mepeMiliaeTbcsi B MPOCBITHY AUISHKY.
Cer-Glc mneperBoproetbcss Ha Cer-Lac (Cer-Glc-Gal) 1 noxigni
BUIIOTO TJIKOMIMIAY 3a JOMOMOTOI0 TIiKO3UITpancdepasy, 1o i€ B
MPOCBITI IMCTAILHOTO BiUILTY KoMIuieKey ['omboki.
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Pucynok 1.7 — Cunte3 raikomimniaiB

3a pO3TISIHYTUM MEXaHI3MOM BITOYBAETHCS CHHTE3 TIIKOJIIIIIB
MeMOpaH EpUTPOIUTIB, IO CTAHOBJATh AHTUTCHHI JETEPMiHAHTH
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rpyn KpoBi moauHu 3a cuctemoro ABO. I'eHeTnyHO neTepMiHOBaHI
BIZIMIHHOCTI B Tpymax KpOBI BH3HAYAIOTHCS OCOOJUBOCTAMHU
MOJIEKYJISIpHOT OyIOBH OJirOCaxapuJIHUX KOMIIOHCHTIB MEMOpPaHHUX
TJTKOIMIAIB Ta TIIKOMPOTETHIB.

Kamabonizm znioxokon’1ocamie

JlizocomanbHMii  KaTa®oJi3M  TJIKONPOTEIHIB € YacTHHOIO
HOPMAJIBHOTO OOMIHY KJIITHHHUX CKJIQJOBHX 1 KIITHHHOTO
rOMEOCTa3y TJIKO3WIIOBaHHS. [ JIIKOMNPOTETHH JOCTaBISIOTHCA 10
J130COM U1 KaTaboJ1i3My ab0 METOZOM €HIOIMTO3Y 330BHI KIITHHH,
abo 3a gomomoror aytodarii Bcepeauni kaiTuHH. [loTpamnstoun B
J130COMY, TITKOMPOTETHH PO3MICIUTIOIOTHCS KOMOIHAIIE€0 TpoTeas i
[NIIKO3WAa3 13 XapakTepHHUMH  BJIACTHBOCTSAMH  PO3YMHHUX
mizocoManpHUX riaponas. Ilporeasm ckiamaroThCs 13 CyMimii
EHJIOTENTHIa3 1 eK30IMenTUAa3, U0 JII0Th Y3TOIKEHO, YTBOPIOIOYU
CyMilll aMiHOKHCJIOT 1 JMIICTITUIIB, SIKi TPAHCIOPTYIOTHCS dYepes
JTi30cOMajbHy MeMOpaHy B IIMTO30Jb 3a JOMOMOIOIK KOMOiHAIil
mudy3ii Ta TpaHCTIOPTY, OMTOCEPETKOBAHOTO TIEPEHOCHUKOM.

Karabomiual NUIAXK TIIKOMPOTEiHIB € JBOHAIPABICHUMHU 3
OJIHOYAaCHUM  TIOCJTIZIOBHMM  BHUJQJICHHSIM  MOHOCaxapuiB 13
HEBITHOBHOTO KiHIIA 32 TOTIOMOTOI0 €K30TJIIKO3M/1a3 1 MPOTeoizy Ta
PO3IIEIJIEHHST BYTJIEBOIHO-TIOJIIIETITUTHOTO 3B’ 513Ky Ha BIJIHOBHOMY
kiami. [Ipomec 1HIMIIOEThCS BUOANEHHSM OyIb-IKOTO sApa Ta
nepudepuyHoi (yko3u, 10 € NepPeayMOBOK A Al MEenTHIHOL
N-TiikaHOACHapTHIITIIIOKO3aMiHIAa3H, AKa rizpomisye
[NIIKaHNenTUIHUN 3B’430K. Lleil ¢pepMeHT Takox moTpedye BUIbHUX
anb(a-KapOOKCUIBHUX Ta aMIHOTPYI Ha 3aJUILIKY aclapariHy, 10
O3Haya€ IHTEHCUBHUU TOMEpenHiil mporteoni3. MoHocaxapuau, 1o
BUBUIBHAIOTBCS TiJ 4yac po3maay N- Ta O-MoB’si3aHUX TUIIKaHiB,
MPOXOJIATH Yepe3 JTi30COMaTbHy MeMOpaHy B IMTO30JIb 3a MUISIXOM
Iudy3ii Ta aKTUBHOTO TPAHCIIOPTY.

Kara6o:i3m ranrnio3uaiB Big0yBaeThCs IEPEBAKHO B JT130COMaX,
Xoya Jerpajailis TaHTJIIO3UIiB TaKoXX MOXKe Big0yBaTHuCs Ha
MOBEPXHI KITHHHU Mia fgi€to ciamigazu Neu3, B-ramakTto3wmasu Ta
B-rmoko3umasu.  Ha  mi3ocomManbHOMY — piBHI  TaHIJIIO3UIH
PO3KIIaIAt0THCS T JI€I0 TIIIKO3M/1a3, M0 MOCIIOBHO BIIMIEIITIOIOTh
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MOHOCAXapuJHI OIWHUII BiJ HEBIIHOBHOTO KIHIM JIAHIIOTIB
TaHIHO3UAHOrO TIJliKaHa. AJEeKBaTHUNA KaraOoIi3M JII30COMHUX
TaHTJTIO3UIIB BUMAarae HasBHOCTI BigmoBigHOTO pH, BiANMOBIIHUX
TTIKO3K/1a3 1 OLIKIB, 1110 TIEPEHOCATD JIITI TN,

1.10. 'eneTnuHi mopymeHHs1 MeTa00J1i3My IJIIKOKOH I0TraTiB

IcHye 1wimud  psag PIAKICHUX TEHETHYHHX  3aXBOPIOBAHb,
MOB’SI3aHUX 13 MOPYIICHHSIMH KaTa0oJ1i3My TJIIKOKOH toratiB. Bonu
OJIepKalli Ha3By 21iKo3udo3u. 3aleXHO B TUIY TJIIOKOKOH IOraTy
iX MOUISIIOTh HA MYKOROIicaxapuoo3u v 2nikoninioosu.

Mpykononicaxapudo3u — e PiKICHI TCHETUYHI 3aXBOPIOBAHHS,
BUKIIMKAHI HecTadero (epMeHTIB KaTaboii3My  BYIJIEBOJHUX
KOMITIOHEHTIB TPOTEOIJIIKAHIB 1 BXOIATh JO CKJIAAYy CHOJIYYHOT
TKaHUHU. XapakTep OIOXIMIYHMX 3MiH, IO CYNPOBOKYIOTH JaHi
natojiorii OyB pPO3’SICHEHWH 3aBISKH BHUKOPUCTAHHIO CYYaCHUX
010XIMIYHHMX METOIIB AOCTiHKeHH. Ha mijcTaBi mboro po3pi3HAOThH
3a 010XiIMIYHMMH 3MiHaM 1 KJIIHIYHUM Mepedirom JeB’siTh BapiaHTIB
3aXBOPIOBaHb I1i€l rpymnu (Tabi. 1.2.).

Tabmums 1.2 — XapakTepucTHKa 3aXBOPIOBAHb HAKOMUYEHHS,
MOB’sI3aHMX 13 IeeKkTamMu PEepMEHTIB KaTadoIi3My IPOTEOTIIIKaHIB

XBopoba HedexTHuii CyocTpar, mo Kainiuni nposisu
¢epmenT HAKONMYYETbCH
Mpyxkononicaxapudo (o-L-inyponigaza [[‘emapan- I'enarocruienomera-
3u I muny (Kd. 3.2.1.76) cynbdar, Jisi, perpecis,
Cunnpom ['yprepa nepMaTaHcyib- | IUcMOpdis,
Cunppowm lleite (dar mporpecyroya
Cungpom ['ypnepa- CKeJleTHA JTUCILIa3is,
[eiie MOMYTHIHHS POTiBKA
OKa, XBOPOOH ceprist
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XBopoba JedexTHnii CyOcTtpar, mo Kuiniuni nposiBn
¢epment HAKONMUYYEThCS
Mpyxkononicaxapudo |[xyponat-2- [emapancynsdar| [emaTocrurenomerarti
3 1l muny cynb(araza , s, perpecis,
Cunppom I'orTepa  |(K®. 3.1.6.13)  |nepmatancynbda| mucmopdis,
0 porpecyrya
CKeJIETHA IMCIUIa3is,
JIepMaTOJIOTiYHI
NPOSIBU, TOMYTHIHHS
POTIBKH OKa,
XBOpOOH cepist
Myxkononi- [emapancynbsdar| [emarocrieHo-
caxapuoos |1l muny Meraiisi, perpecis,
(Cunagpom JcMopdist
Canoininmo)
Tun A
I"enmapan-n-
Tun B cyab(arasa
(Kd.3.10.1.1)
N-ameTnn
Tun C TIIFOKO3aMiHia3a
(Kd. 3.2.1.50)
IAneTunKoA-
TITFOKO3aMiH-N-
aneTunTpanchepa
Tun D Ba
(Kd 2.3.1.3)
N-amernn-
ITFOK03aMiH-6-
cynbaTaza
(Kd. 3.1.6.14)
Mykononicaxapuoo Keparaucynbdar| IIporpecyroua
3 IV muny CKeJIETHA JIUCILIa3is,
(Cunnpom Mopkio) MIOMYTHIHHS POTiBKH
Tun A ["anakTo-6- OKa, XBOpoOHU cepust
Tun B cynbaTaza
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XBopoba JedexTHnii CyOcTtpar, mo Kuiniuni nposiBn
¢epment HAKONMUYYEThCS
(Kd 3.1.6.4)
B-ramakToznmasza
(Kd 3.2.1.23)
Mpykononicaxap [[amaxto3amin-4- |[lepmarancyne¢ | ['emarocrienome-
uoo3 V| muny cynbdaraza aT raiisi, TucMopdis,
(curmpoMm (K®. 3.1.6.12) mporpecyroda
MapoTo-Jlami) CKeJIeTHa TUCTIIasis,
MIOMYTHIHHSI POTiBKH
OKa, XBOPOOH ceplis
Mpykononicaxapuoo [B-raroxyponinasza [[emapancynsbar| BomsHka miony,
3 VIl muny (Kd. 3.2.1.31) , renaTrocIuIeHOMe-
ImepMaTaHCyb(a| raiis, perpecis,
0 JreMopdis,
Iporpecyroya
CKeJICTHA JUCIUIa3is,
MIOMYTHIHHS POTiBKA
0Ka, XBOpOoOHM cepust

CH;OH

LH;UH

oso3

InypoHart-2-cy. 1L(pa'raza (MIIC III)

CHZOH

a-L- uw‘pouuaza MIIC I)

CHQOH

CHZOH

l‘anak‘ro;a\im 4- cw:lbtparaaa MVIIC Vl)

CH20H
B-rarokyponigaza (MIIC VII)

Pucynok 1.8 — Jlesiki nedextHi pepmeHTH KaTaboizMy
MPOTEOTJTIKaHIB
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I'nikoninioo3u — rpyna 3axBOPIOBaHb, 110 XapaKTEPU3YIOThCS
HNOPYUICHHSAM OOMiHY TJIIKOJIIIAIB Ta MAlOTh MEPEBAXHO CHAaJKOBUN
XapakTep. bBUIBIIICT  TIIKOJIMIO31B  HAICKHTh JI0O XBOPOO
HAKONUYCHHS, OOYMOBJICHHX BIJKJIAJCHHSIM aHOMAJbHO BEITHKUX
KUIBKOCTEH HEPO3IICIUICHUX MPOIYKTIB )KHPOBOTO OOMIHY B Pi3HHX
OpraHax 1 TKaHWHaX, IO MPU3BOAWTH JI0 3HAYHOTO MOPYIICHHS iX
¢dbynkiii. B opranizmi JIOAMHU 3 TIIKOMIMIAIB HAHOUIBII TOIIUPEH]
C(IHTOTIIIKOJIIIIIA, TOMY 3aXBOPIOBaHHS, OB’ s3aH1 3 MOPYIICHHIM

ix oOminy

(cinromimimosn),

[JIKOJIINITO31B.

CKJIaaaroTh

OCHOBHY

YaCTUHY

Tabmus 1. 3 — Xapakrepuctuka cpiHroimniao3is

3axBoproBan- | [ledextHuii pepment | Micue aii ¢pepmenty / | Kainiuni
HSl Jlimig, mo CHMITOMH
HAKONUYYEThCS
Dyko3u103 ¢byko3umaza Cer-Glc-GalNAc-Gal- | PozymoBa
-Fuc/ HeJocTaT-
H-Iz0anTHren HICTB,
MOTOBIICHHS
HIKIpH,
crasM M’si3iB
IenepanizoBa | Gm1-B-ranakrosumasza | Cer-Glc-Gal(NeuAc)- | Posymosa
- HU GalNAc-:-Gal/ HEJI0CTaT-
raHrJio3nmos Ianrmosun Gm1 HICTb,
30UTBIICHHS
MEYiHKH,
nedopmaris
CKelleTy
XBopooa Tes | 'ekcozamininasza A Cer-Glc-Gal(NeuAc)-:- | PozymoBa
—Cakca GalNAc/ HejocTaT-
Taurmiosng Gm2 HICTb,
M’s30Ba
Ca0KICTh,
CIIIOTA,
HEBPOJIOTIYH
1 posnanmu,
MakpoIe-
¢amis
XBopooa o-T"ajakro3uaasa Cer-Glc-Gal-:-Gal/ Bucunanns
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Daodpi

I'mo6oTpuao3mnmepami
pis

Ha  TIKipi,
HUPKOBA
HEJ0CTaT-
HICTB

XBopob6a
Kpaoe

lanakTouepebpo3unas
a

Cer-:-Gal

Pozymosa
BIJICTAJIICTD,
TMPaKTUIHO
MMOBHA
BiJICYTHICTB
Mi€TiHY

XBopoda
T'ome

7-D-TI'nmroxo
nepebpo3umaza

Cer-:-Glc

3061abIIEHAS
MEYiHKI

# CeNe3iHKH,
po3ymoBa
BijcTamicTh
y JITEH,
epo3is
TpyO4acTux
KICTOK

XBopoda
Himana
Iika

Coinromieninasa

Cer-:-P-xoumin/
Cdinromienin

301inbIIEHHS
MEYIHKHA

# CeNe3iHKH,
po3ymoBa
BIJICTAJIICTD;
XBOpoOa
(aTampHa

B PaHHbOMY
BiLi

XBopoba
Dapoepa

Lepaminaza

Anun-:-Chinrosun/
Iepamiz

Xpunora,
JIepMaTHT,
nedopmartis
CKelleTa,
po3ymoBa
BIJICTAJIICTD;
XBOpoOa
(daTanpHa

B PaHHBOMY
BiIi

*NeuAc — N-anerrnneiipaminoBa kuciora; Cer — nepaming;, Glc —
—; Gal — ranmakrosa; Fuc — dyko3a
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Jlekmis 2

Meta0o0J1i3M BYIJIEBOJIB: AJbTEPHATHBHI HLISAIXH OOMiHY
MOHOCaxapuaiB:  meHTo3odochaTHuii  HMKI;  MeTadoIi3M
¢pykrTo3u, raaakrosu. Iawkoneorenes. Peryasimis o0Miny
BYIVIeBO/AIB, eH3MMomaTii ByrieBoAHoro oo0miny. bioximin
IyKPOBOIO aiadery

Ilian

1. Tlenrto3odocharHuii NUISIX OKUCHEHHsI TJIFOKO3H: O10JI0Ti1YHE
3HAYCHHsI, TIOCIIIOBHICTh peaKIliid, 0coOIUBOCTI (DYHKI[IOHYBaHHS B
PI3HUX TKAaHHHAX.

2. TI'moxoneorene3:  (isioysoriyHe  3Ha4YeHHsA, CyOCTpaTH,
depMeHTaTUBHI  peakiii, peryiaropHi (epMeHTH, eHepreTuka
POIIECY.

3. Merabomiyanii  moisX  Ta (epMEHTATHUBHI  peakiii
NepPEeTBOPEHHS (PPYKTO3H.

4. Merabomiyanii  musix  Ta  (epMeHTaTHBHI  peakuii
MEPETBOPEHHSI TAIAKTO3H.

5. CnangkoBi eH3UMOTATIi, TOB’sI3aH1 3 TEHETHYHUMU JIeheKTamMu
cunte3y gepmenTi [1OII, metabomnizmy GpyKTO3U i ramakTo3u.

6. MexaHi3Mu perysiii KOHIIEHTPAIlii TITFOKO3U B KPOBI.

7. bioxiMis IyKpoBOro jiabery.

2.1. Ilento3odochaTHnii IIJISIX OKUCHEHHS TJIIOKO3HU:
OiosioriuHe 3HAYEHHS, MOCTIAOBHICTH peakiii, 0c00JMBOCTI
(pyHKUiOHYBaHHSI B Pi3HUX TKAHMHAX

Henmo3zogpochamnuin  wnax (IIOII) Ttakox BimOMUN SIK
rekcozomMoHodocatauit  nurax, nusmx  JlikkeHca — Xopekepa,
IIYHTOBHM a00 OKHWCIOBaTBHUN nuIIX ¢ocdormokonary. Lle
QIbTEPHATUBHUNA NUIAX Tiikonizy Ta 1mukiay TCA 1 OKUCIEHHS
rmoko3u. [Ipote TIDII mae Gunbin aHabOTIUHUN XapaKTep, OCKUIBKU
B HbOMY BiiOyBaeThcs 6iocunte3 HAJI®H ta nenTo3. Y riikomisi €
yumaiio 6igochaTHUX TPOMIKHHUX MPOJYKTIB; ajle B IbOMY ILISAXY, €
TITBKH MoHOodochaTH, TOMY BiH 0JIEpIKaB Ha3BYy
rekcozomonodocharnoro (I'M®D). Peakiii MicTATh TPOMIKHUI
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OPOAYKT YTBOPEHHS TMEHTO3HUX (QocdariB;, OTKE TOMY BUHHKIA
Ha3Ba neHro3odocdaranii nurax. OCKUIBKY NEPIINA aTOM BYTJICIIO
[JIIOKO3U BHUBUIBHSEThCA y Burisai COz meil MeTaboiiuHuil muisx

TAKOX HA3UBACTLHCA IIPAMUM OKUCIHOBAJIbHUM MIUIAXOM TIJIFOKO3H

00MiHYy PEYOBHH.

bionoriune 3Hauenns [1OIII nossrae B HacTynmHOMY.

1. TIPIII

Metabomniuna posiis HAJI®H, yrBopeHoro B HPOTIKaE B TaKMX

TIII TKaHUHAX Ta
1. HeoOximHi1 IS BITHOBJIFOBAJILHOT'O opraHax: INediHii,
OlocuHTe3sy, Taki SK OKMPHI KHCIOTH, | HpOBiil TKaHHHI,
XOJIECTEPHH 1 CTEPOiIu. Kopi
2. 3HEIIKO/HKCHHSI BUIBHUX PaJHKATIB. HaJHUPKOBHX
3. LunicHicTh MEMOpPaH EPUTPOLIUTIB. 3aJ03, MOJIOUHHUX
4. ITpodinakTuka yTBOpEHHS 3a/103aX 'y mepion
METIeMOTrI00iHY. JIaKTanii,
5. JleToKcHKaIlis. CTaTEeBUX
6. 30epekeHHs TPO30POCTi oprasax,
KPHUIITATNKA OKa. CPUTPOLIUTAX.
7. bakTepuiiuaHa akTUBHICTh Makpodaris. OKucIIoBaIbHA
8. BupoOHMITBO prbO3H Ta 1e30KCHPHOO3H. | (haza HUIAXY

CIIOCTEPIraeThes y
BUIIIEBKA3aHUX OpraHax, 7€ Juid CHHTe3y JIMiAiB abo CHHTE3y
cTepoiniB HeoOXiaHa renepauiss HAJIOH.

HeokucmroBanbHa ¢aza [1DII nmpucyTHs y BCiX TKAHUHAX, TOMY
CUHTE3 pU003U MOXIJIMBHUH y BCIX TKAHUHAX OPraHi3My.

2. 3a paxyHOK (YHKIIOHYBaHHS MEHT030()oc(aTHOro HUIAXY B
OpraHi3Mi yTBOPIOEThCS Maibke mojoBuHa Bchoro myiny HAJIDH
(pemta cuHTE3yeThCsl B pe3ynbraTi akTuBHOCTI HAJID-3amexHux
130IMTPATAETIAPOTEHA3U I MAIATACTIAPOTEHA3H):

e HAJI®H nHeoOxigHu# 11 BIIHOBHOTO OIOCHHTE3Y KUPHHUX

KHUCTIOT 1 CTEepOiNiB, OTKE, TeKCO30MOHOMOCHATHHI HIYHT €
OUTbII aKTUBHMM Y TKaHMHAX, IOB’A3aHUX 13 JIIOTEHE30M,
HaNpUKIaJ, y )KUPOBif TKaHWHI TOIIO;

e HAJI®H BHUKOPHCTOBYEThCS B CHHTE31 JIESIKUX aMIHOKHCIIOT

3a yyacTio (pepMeHTy IiTyTaMaTIeriIporeHasu;
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y KUBHX KIIITHHAX Bi0yBaeThcs Oe3mepepBHE BUPOOHUIITBO
H202, sxuit Moxe XIMIYHO MOIIKO/MKYBAaTH HEHACHYEHi
mimigu, Oinku ta JIHK. Opnak mpomy B 3HauyHIA Mipi
3arno0iraroTh aHTHOKCHUIAHTHI peakuii 3 ydactio HAJIDH.
HAJI®H BiamoBimae 3a percHepaimii0  BiIHOBJICHOTO
[IIyTaTiOHY 3 OKHUCIIEHOTO;

I'mvraTion-

AxTHBHI uepnulccn,na 3a
¢ropMH KHCHIO Ha0n /_\ 2 Hz0

2 rayraTion-SH TAVTaTioH -S
|

TAYTATIOH -5

TI'myraTion-
pexvkraza
HA Qo+ HALQEH+H*

MenTozodocdarani msx

Pucynok 2.1 — Perenepaiiist BiIHOBJICHOTO TITyTaTIOHY

MiKpocoMaibHa cuctema nutoxpomy P450 (y mnedinmi)
3a0e3nedye JETOKCHKAIIO JIKIB Ta YYXOPIIHUX CHOIYK
HUIIXOM peakiii TiipokcuiitoBanns 3a yuyactio HAJIOH;
¢daronuTo3 — 1€ TOINMHAHHA YY)KOPITHUX YACTHHOK,
30KpeMa MIKpOOpraHi3MiB, MI0 3IIACHIOETBCS  OLTHUMH
KpoB’siHUMM  KJiTUHamu. Ilpouec mnoTpedye mnocradaHHs
NADPH,;

HAJI®H, o BUpOOJSETHCS B €PUTPOLUTAX, MA€ OCOOIHMBI
¢yHkii. BiH mOiATpUMYye KOHIEHTpALIIO BiJHOBIEHOTO
TIIyTaTioOHy, SIKUM HEOOXiTHOTO IS 30epeeHHs LiTICHOCTI
MeMOpaHU  EpUTPOLUTIB  JJIsl TMPOTUMII MEPEKUCHOMY
OKHMCIICHHIO HEHAaCHUYEHHMX >KMPHHMX KHUCIOT (ocdomimiaib
EPUTPOIIUTAPHUX MeMOpaH, TOOTO I TOMEPEIKEHHS
remonizy eputporuTiB. NADPH Takox HeoOXigHWii s
miaTpuMKE  gBoBaneHTHOro 3amiza (Fe?') remornobimy y
BITHOBJICHOMY CTaHi, 100 3amo0irTd  HAKOMHYEHHIO
merremornobiny (Fe®');
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e Bricoka KoHneHTparliss NADPH B kpumrannky oka HeoOXiaHa
JUTSE 30€pEeXKEeHHS TPO30POCTI JTIH3.

3.Y II®OHUI rekco3w  MEpPETBOPIOIOTHCS  HA  IEHTO3H,
HaBaXXIMBIIUM 13 SKUX € pub030-5-¢ocar. Lls menrtosza abo ii
MOoX11H1 HeoOXiaH1 11 cuHTe3y HykineiHoBuX kuciaot (PHK ta JIHK)
Ta 06arathboX HyKjIeoTHaiB, Takux sk AT®, HA', ®AJl ta KoA,
nUKIYHUX HyKiaeotuaiB 3',5'-AM® Tta 3',5'-['MO.

MocainoBHicTs peakuiii ITPII

[IOII mae okucmoBalbHy W HeokHcHoBaNbHY (aszu. [lig vac
OKHCITIOBATBHOI  (pa3sm  Tim0K030-6-bocatr  okucimoerbes 3
yrBopeHHs M 2 Mmonekyn HAJI®H 1 oxuiei  Monekynu
nerro3odocdary, 3 BuBLIbHeHHAM oaHiei Monekymu COz. Ilig gac
HEOKHCTIOBaJIbHOI  (a3u  meHTo30(pocdar MepeTBOPrOEThCS  Ha
NPOMIKHI TIPOTYKTH TIIIKOJI3Y.

A. OkuciaoBanbHa (pa3a

1. T'moko3o-6-dpocdar oxkucmoerbcs NADP*-3anexH00
TIII0K030-6-ocdaraerigporena3ow. YTBOPIOEThCS  6-
¢bochorarokoHONMaKTOH. Y pe3ynpTaTi  peakuii
YTBOPIOETHCA OJHA MOJIEKYJIa HAI[d)H

H OH
NS
&

I
HC=OH HC

i —OH
HO—?H o L_Z HO-
i I'mroxo030-6-
) [ y
HC

lCHZ—O@ CH2—0—®

Iroxro30-6-pocdar 6-ocdorTIOROHOIAKTOH

f")—('}-—ﬁ—-’?—ﬂ
e o
o o

o o)

2. JIaKTOH TiIpONi3y€ThCS JTAKTOHA30I0 3 YTBOPEHHSM O-
($hocQOrIIOKOHOBOT KUCIOTH
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7
(l‘ Z ?OOH
H(l‘—OH H,0 H(l“—OH
HO-CH o s HO=CH
H? —OH H(I‘ —OH
H(I‘ H? —OH
CH,—0-(P) CH,—0(P)
6-ocorIIOKOHOIAKTOH 6-pocoraroronaT
3. OkwucioBalibHE JeKapOOKCUITIOBaHHS 6-

dbocdormokoHaty 10 KeToneHTo3u — D-pubynozo-5-
dochary min miero pepmenty — HAJID-3anexnoi 6-
(hochorIroKoOHATACT IPOTreHA3H.

. CHE_DH
HC—OH HAT® HAJIPH C=0

| g
6 [Ap—cH] 6 HC-OH
HE~cH —
|
cH,—0-(P)

6-pocdormoxonar Pubdvaozo-S-docdar

OyHKIIOHYBaHHS MeHT030-(ochaTHOrO HUIIXY MOX€E
3aBepIyBaTUC YTBOPEHHAM pHOyn030-5-hochary (Skuil Moxe
JIETKO TMEepeTBOPIOBAaTUCS Ha CBIM 13oMep pubo3o-5-¢ocdar),
TOOTO OKHCITIOBAIbHOIO ~ CTajicro. Taka MeraboiiuHa CHUTYyaIis
B1I0yBA€THCS B MIEUIHI(, HATHUPKOBHX, CTATEBUX 3aJ103aX, MOJIOYHIN
3aJ031 Wi 4Yac JjakTamii, TOOTO B TKAaHWHAX 13 MEpeBaKaHHAM
aHaboJIIYHUX TIpolieciB 31 30amancoBaHoro motpedoro B HAJI®H ta
pu6030-5-hocdariro.
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b. HeoxuciaroBaabHa (pa3a

4. I3omepwm3allis MmecTH MOJEKyl pulyino30-5-hocdary
IUITXOM HOTrO TIEPETBOPEHHS HA YOTUPH MOJIEKYIH
KCHITYJI030-5-ocdary i histady} dbepmeHTy
dbocdonenTaeniMepasy Ta Ha JIBI MOJEKYJIH pu0030-5-
docdary mig miero q)epMegT_a gOC(bOHeHTOiSOMepaSI/I.

|
OH—(I,‘H
4/ H(I‘—OH

CH 7—OH

i CH,—0~(®)
C=0 -

Kcaayaozo-5-pochar
6 HC—OH

| 3 H, .0
HC—OH \(‘?/
CH,—O HC—OH
—0-(®) |
Pubyaozo-5-dochar H?—OH
HC“ —OH
cH,—0~(P)
Pudozo-5-docdar
5. Ilepma TpaHckeToJa3Ha peakiiss — B3aeMOJIsA JBOX
MOJIEKYJI KCHITIYJI030-5-docdaTy 3 aBOMA MOJIEKYyJIaMu
prb030-5-hocarom 3 YTBOpEHHSM TIIIiLepaIbAETia-3-
dochary Ta cemorentynoso-/-pochary (mo ABi
MOJIEKYJIH, BiATIOBITHO):

f____H_{

'_EE—T)H-; A . G-
] /
L§=0_ 4 HC-OH o £=0

2 OH-CH +2 HC-OH === 2 HC-OH  +2 OH~CH
HC—OH HC—OH CH—0-(P)  (HC-OH),

I I
cH—0P)  CH,—0P) (l‘H—O-(P)

Kcnaynoso-5-docar Pudozo-5-dochar ainepaanaeria-3-dochar Cexorenty.ozo-7-docdar
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Ha 1npomy erami IIDII mnepernHaerbcs 3 TIIKOJIZOM:
rminepanpaeria-3-gpochar Moxe HAAXOAUTH 10 (HOHAY METAOOJITIB
TITIKOJII3Y.

6. Tpancampmona3zHa peakilisi — B3a€EMOIS TBOX MOJICKYJI
celorenTysio3o-/-gpocdary 3 1IBOMA  MOJCKYyJIaMHu
rmnepanpaeria-3-bocdary 3 yTBOPEHHSIM €pUTPO30-4-
dochary Ta PpykrTozo-6-docdary (mo aBi MOJIEKYIH,

BIJIMOB1/THO):
[Ere "
PR P —* CH,~OH
| f” ;"OH | ; C|_0
H —_—
L / v, |
: =0 : S0 (=0 OH~CH
) - 2 —— A
2 OH- _C"_H___l+2 H(|‘ OH THC-0B  +2 ywipi
(HC—OH) cH,-0(P) HC-OH |

I l
CH 3"0"@ Tminepaasgeria-3-pocdar CH _,—0-@ CH 7_O_®
Ceporentya03o-7-pocar Eputpozo-4-dpochar Ppyxrozo-6-docdar
7. Y napyrid TpaHkeroyiazHii peakmii ommHMns 2C
MIEPEHOCUTHCS 13 KCUITYN030-5-hocdary Ha eputposy-4-

dochar 3 yrBOpeHHSIM (PpykTO30-6-Pochary Ta
iiepanberia-3-pocdary.

RS
| CH,~OH | H H CH,~OH
| C=0 | Cé Céo C=0
S [ 0

2 HO-CH +2 HC—OH === 2 HC—OH +2HO-CH
HC—0H Hé_OH CH,-0{p) HC-—OH

c'm—o—@

Kcnaynoso-5-pochar Epurposo-4-dpochar Tammepaaszeriz-3-docdar ®pyxroso-6-pocdar
8. JIBi monekynm riinepanbpaeria-3-gocdary, yTBopeHi B
peakuii 7, MOXyTh (4epe3 CTaail0 i3oMepu3aiii B
niokciarietoH(pocdaT) KOHIAEHCYBATUCA B MOJIEKYIY
bpykT030-6- hocdary:
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%‘ H,—OH

H (=0
€ . 2 0) HO= (i
H.C— 5=
0 i [0 & Y e L
2 HC—OH H(lj—on =0 Hf‘OH
| s
cH,—0-(p) CH,—0-F)  CH,~OH H(—~0R

('mz—o—@
Iainepanegerin-3-  Dmimepamegerin-3-  Tiokciametordochar  ®pyxTroso-6-doctar
docdar docdar
9. IBomepmzaimis 1SATH MOJIEKyn ¢GpykTo30-6-hocdary
(yTBOpeHHMX y peakmisix 6, 7, 8) B I'SATb MOJEKYIH
III0K030-6-gocdary mig niero docdorexcoizomepasu
3aBepIrye NeHT030(hochaTHUH UKIL.

H OH
CH;—OH \?/
¢=0 H?—O\H‘
5 HO—CH 5 HO—CH &
i i
g

—OH H?"—y
HC—OH H(I‘
CH,—0—P) CH,—O

Ppyxroso-6-dochar I mroxo030-6-hocdhar

[Mponyktn  HeokucmroBanmbHOi  crtamii  [IDHI, Taki sk
riminepanberia-3-gocoar, bpykTo30-6-hocdar,
niokcianeToHpocdar € MpOMDKHUMHU MPOJAYKTaMH TIiKojdi3y. Bonu
MOXXYTb BKJIFOYATHCS B TJIIKOJII3 1 TAKUM YHHOM TTOTIOBHIOBATH MOTO.

ToO6to HeokucmioBanbHa cTaais [IDI] € aHammepoTU4HOIO IS
TJTKOI3Y.
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Peryasinist nenro3odochaTHoro misixy

I'moko30-6-pocdar € cydberpaTtoM sk IS TIKOIIZY, TakK 1 AJis
neHTo3odocharHoro nuExy. Ko KITHHI MOTpiOHA €Hepris, To
BOHA CIIPSIMOBYE€ TJIOKO3Y [0 TUIIKOJITUYHOTO IUISAXY, PE3YIBTaTOM
sakoro € reHepamiss AT®. fkmo kmiTHHI MOTPIOHI CyOCTpaTtH is

1. Perynsatopaum (dbepmeHTOM € [III0K030-6-
dhocdarnmerinmporenasa i 6-hocdorimokoHaTACTiAPOreHa3a.

2. Cuieeignomenns HAJIOH/HAJ[®.

3. HAJI®H e inri6iTopoM ajis 000X JAeriiporeHas.

4. AKTHBHICTh JETIIPOT€HA3 3HIDKYEThCA TpH [miaberi ©
TOJIOTyBAHHI.

5. [HCYMiH iHIMIIOE CHHTE3 000X JIETiIPOreHas.

6. AKTHBHICTh JETIAPOTE€HA3 IMiJBUIIYEThCS TPH JIIOTEHE31
(cHHTE3 JKUPHUX KUCIIOT 1 CTEpioiaiB).

7. TupeoinHi TOPMOHH TAKOX MiIBUIIYIOTH AKTHBHICTH IAX ABOX

JIETiIPOreHa3 i THM caMUM TOCHITIOThH [TDIII.

OiocuHTe3dy, TOOTO pub030-5-Pochar ta HAJI®H, TO r1iIOKO3a
CHPSIMOBYETbCA 710 NEeHTOo30(ochaTHOro nuisixy. Perynsmis Takux
cueHapiiB  BimOyBaeTbCcs  4epe3  BIUIMB  HAa  aKTUBHICTH
JBOX (bepMeHTiB: TIII0K030-6-(ocdatneriagporenasu 17}
6-hocdormokonaTaeriaporenasu. ['moko3o-6-pocdaraeringporenasza
1HT10y€eThCs BUcokoro kKoHueHTpauiero HAJI®H (curnan npo Te, 1o
B KIITHHI JOCTaTHHRO BIJHOBIIOBAJBHUX €KBIBAJIEHTIB JUIA
aHaOonmiyHux mpoueciB). Sxkmo piBenb HAJI®H y xmituni
3HIKYETHCSI, MEHTO30(0CchHaTHIH NUIIX BKIIOYAETHCS W CHHTE3YE
HAJI®H Tta pubo30-5-docdar.

Ocob6auBocTi pynkunionyBanns [I®III y pi3HuX TKaHHHAX

Picm i ougpepenuiayia knimun

Sxmo kmiTHHAa pocte W AUMUThCA, 1M HeoOximni HAJI®H i
pu6030-5-hocdar. Y 1mpomMy pa3l HEOKHCTIOBaTbHAa ¢aza He
Bi/IOyBa€eThCs, BeCh YTBOpPIOBaHWUN Ha I-My erami puoyio30-5-
dochar mnepeTBOpUTHCS Ha pub030-5-hocdar. OcraHHi gaimi
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dochopmmoerbes y pochopubozmnaudocdar i BUKOPHCTOBYETHCS
JUIS CHHTE3y MYPUHOBHUX 1 mipuMmignHOBHX HyKieoTuais. HAJIOH
BUTPAYaTUMEThCS HA CUHTE3 J1€30KCUPUOOHYKIICOTHIIB.

[lin ywac posmamy HYKICOTHAIB YTBOpPEHHH puO030-5-hocdar
yepe3 Jpyrui eran 3JaTHUN MepeTBOPUTHCS Ha PpyKT030-6-(hocdar
Ta OKUCITFOBATHCH 3 OJICPYKAHHSIM EHEPTii.

CO
Pulyno3o-5-

['mok030-6- r\ l

HAJDH Pu6030-5-

l

Jle30KcupuOoHyKIe HOOHYKIICOTH]]
JTHK PHK

Pucynok 2.2 — Cxema BUKOpUcTaHHs puOy1030-5-pocdary
B CHHTE31 HyKJICOTHU/IIB

Kuposa mkanuna

Sxmo mnotpeba B HAJIDH 3Hauno mnepeBumrye mnoTpedy B
pr6030-5-hocdari, K, HAIPUKIAJ, B aTUIOLNUTAX 1 MEUIHII i Yac
CHUHTE3Y JKHPHHUX KHCJIOT, TO B OKHCIIOBAIbHUX PEAKIisIX
neHTo3odocdarHoro nuisixy yrsoproroTecss HAJIOH 1 pubynozo-5-
docdar. [ami, mig miero depmentiB apyroi daszu, pudyno3o-5-
docdar mepeTBOPIOETHCSA HA IHIINI TMEHT030-9-pocharn ¥ mami Ha
MeTabomITH TaiKomizy (ppykTo30-6-pochar 1 rmiuepanbaeria-3-

docdar).
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i meTaboutiTu MEepeTBOPIOIOTHCA Ha MipyBatr Ta aneTni-SKoA i
311€01IBIIOT0 BUKOPUCTOBYIOTBCS JUISI CUHTE3y JKUPHUX KHCIOT Ta
yTBOpeHHs XonectepuHy. OmHOYacHO TIinepanbaeria-3-gocdar
MOXKE TIEPETBOPIOBATHCS Ha TIInepon-3-¢pocdar i CrpsMOBYBATHUCS
110 010CHHTE3Y TPUALMITITIIEPOITIB.

COra

I'aroxozo-6-thocd ET%Q Pudvaoso-5-docdar

HAOE }La::[@H+H+ i HAT$PH+H

PpvETOZ0-0-hocdar

: e [EYS—— -
H—‘PJF“T Caivepansaeria-3-gochar
Ameriii-SKoA AarpHi KICTIOTH
Tpuamarrinepomn

Pucynok 2.3 — Cxema [1®II y sxupoBiii TKaHHUHI
Epumpoyumu

B epurpoumrax mnorpeba B HAJI®H Bucoka, a mnorpedba B
pub030-5-¢ocdari BiacytHs, a HAJIDH akTHBHO BUKOPHUCTOBYETHCS
JUIsl  BIJHOBJIGHHS ~ aHTUOKCHAAHTY  TJIyTaTioHy  (EpMEHTOM
TIIyTaTiIOHPEeAyKTa30l0, MOCIiTOBHO WayTh oOuaBa etamu [IDIII.
['moko030-6-ocdar meperBoproeThest Ha pu6030-5-pocdar i gami Ha
bpykTo30-6-pocdar i riinepanbaeria-3-gocgar, 110
«TPOBATIOIOTHCSAY» HA TJIKOJI3 3 YTBOPEHHSM JIAKTaTy. Y KIHLIEBOMY
pe3yibTari BinOyBaeThcs ofHo4acHe reHepyBaHHs HAJIPH ta
ATO.
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Heiirparizania akTHEHIX $opM KIICHK

HAq@™ HAT®H+HT
[moroso-6-hocdar Pudvaoso-5- docdar

Coz

Mipyvear «———— ":Er]l}'h'l'l:*ll}-ﬁ—lii:l ocat
l Irinepateaeria-3-gocdar

JlaxTar

Pucynok 2.4 — Cxema [1®III B epurporurax

2.2. I'mokoneorenes: ¢izionoriune 3HavyeHHs, cyocrpaTu,
(epMeHTaTHBHI peakuii, peryJsitopHi (pepMeHTH,
eHepreTUKa npoiecy

OcHoBHUMH cyOCTpaTamMu sl TJIFOKOHEOT€HE3y € JIaKTarT,
mipyBar, TJIIOKOT€HHI aMIHOKHUCIOTH, TPOMIOHOBa KuCIOTa ¢
riinepost. ['mokoHeorenes 3/1e01TbIIOT0 JOKAII3y€eThCS B IIUTO30JI,
X04ya  JIesKi NPEKypcopH  YTBOPIOIOTbCS B MITOXOHJPISX.
['mokoHeoreHe3 MmepeBaXHO BiAOYBaeTbCsl B MEUIHIN, TaKOX
depMeHTH 1BOr0 METabONIYHOIO UHUIAXY HPUCYTHI B KITHHAX
KIPKOBOTO IIapy HHUpPOK. 3a 100y cuHTe3yeTbcst Onm3pko 80 T
TJIFOKO3H.

@di3ioNoriuHe  3HAYEHHS  TJIOKOHEOTeHe3y  TOJIArae B
HACTyTHOMY:

1) ronmoBHMi  MO30K 1 IIGHTpaJbHAa HEPBOBa CHCTEMA,
EpUTPOLIUTH, si€dKa W MO3KOBAa PEUYOBHMHA HHUPOK 3aliekaTh BiJ
[JIIOKO3U U1l TOCTIMHOro mocTadaHHs eHeprii. Jlume mroachkuit
MO30K moTpedye mpubnm3Ho 120 r TIOKO3W Ha JIeHb 13 TPUOIH3HO
160 r, HeOOX1THUX YCHOMY OpraHi3My;

2) TJII0KO3a € €IMHUM JDKEPENIoM, M0 3a0e3leuye eHEepriero
CKEJIETH1 M 131 B aHaepOOHUX YMOBaX;

3) mix Yac TOJNIOAyBaHHS HaBiTh OlUIbIIE JOOM TIFOKOHEOTCHE3
MOBUHEH BIAOyBaTHUCs, 100 3aJ0BOJIBHUTH ©0a30Bl MOTpeOH
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OpraHi3My B TJIIOKO31 Ta MIATPUMYBATH HMPOMIKHI MPOAYKTH IUKITY
JUMOHHOT KUCHOTU. 1le BaXKIMBO 1711 BHXKMBAHHS JIIOJEH Ta 1HIIMX
TBapHH;

4) nmeBHi  MeTaboNiTH, 10 YTBOPIOIOTHCA B TKaHHHAX,
HAKOMUYYIOTHCS B KPOBi, HANPHUKIA[, JIAKTAT, TIIIEPHH, MPOIIOHAT
Tomo. BoHM edeKTUBHO BUKOPHCTOBYIOTHCS B  Ipolecax
[JIFOKOHEOTeHE3Y.

I'mokoHeorenes yke Harajaye 3BOPOTHIN TUIIKOJI3 32 BUHITKOM
TPHOX peakiiii. 3 peakuii riaikomizy 3 10 € He3BopoTHUMH. Perita cim
peakIiii € 3aradbHUMHM SIK JUTSI TIIKOMI3Y, TaK 1 IS TTIFOKOHEOTEHE3Y .
Tpu He3BOPOTHI cTajii TIIKOMI3y KaTami3yloThcs (epMmMeHTamu, a
caMe TEeKCOKiHa3010, (ochoppyKTOKIHA30I0 Ta MipyBaTKiHA301o.
Ili Tpu cramli KaTami3ylOThCs albTepHATHUBHUMH (epMeHTamMu
crenn)iyHIMHA JJIS TITFOKOHEOTEHE3Y.

1. Ilepemeopenns  nipysamy  Ha  ¢ocghoenonnipysam.

L5 peaxmist BimOyBa€eThCs y J1Ba €TaIly.

HCO3; Ald® co
+ ’ i Os .9 +?
< raie
o 0 AT® P | IT® 0 o
e ! e
C — C
| \‘u_ _j " '|: 0 \‘\-_ _/} > | .
C=0 MipyearkapioxciLiaza CH, <Pocoenommipysar C—0—PO;
| | KaploRCHKIHAZL |
CH; C“a_ CHz
0~ o
Iipysat OxcamoameraT $ocdoenoamipyear

IMepmmuii eTan — nepeTBOpeHHs MipyBaTy Ha OKCaJOAIETaT ITif
niero  mipyBatkapOokcwiazu.  IlipyBarkapbokcmmaza  — 1€
Ol10THH3ANISKHUN MITOXOHAPIATBHUN (PEPMEHT, IO TEPETBOPIOE
nipyBaT Ha okcanoanerar y npucytocti AT® i CO». Leit pepment
pETyJIoe TIIOKOHEOTeHe3 1 moTpedye anetwin-KoA s cBoel
AKTHUBHOCTI.

JApyruii eran BinOyBa€eThCsS B IUTO30J1, Je OKcajoarieTaT I
niero  ¢pochoeHonmipyBaTKapOOKCUKIHA3M — NEPETBOPIOETHCS  HA
docdoenonmipysar. ¥ 1ii peakiiii BEKOpuctoByeThes [ TO ad6o ITD
(ne AT®), 1 BuBinbHsAeTHCS CO2 ((pikcoBanmii kapOokcunaszorw). s
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NEpeTBOPEHHS MipyBaTy Ha (pocoeHoipyBaT BUKOPHUCTOBYETHCS 2
AT® exBiBanentu. lle Ha BimMiny Bix jawmie ogHoro AT®, mo
BUBUIBHSETHCS M1 Yac TITKOII3Y IS i€l peakiii.

OkxcaoaneraT CHHTE3YEThCS B MITOXOHJPIAIbHOMY MAaTPHKCI.
Woro  HeoOXigHO  TpaHCIOpTYyBaTM B IMTO30Ib, 10O
BUKOPUCTOBYBaTH B TJIIOKOHEOTCHE31, Ji¢ BiIOYyBa€Thcs perira
nuisaxy. Yepe3 HEMpPOHHWKHICTE MEMOpaHM OKcajaoaleraT HE MOXKe
TUQYHIYBaTH 3 MITOXOHApIA. [IJis 1bOTO BHUKOPUCTOBYIOTHCS
CreliajgbHi YOBHUKOBI CHCTEMH: MaJlaTHA, aCllapTaTHA, [IUTPATHA.

MiroxoHapis IIuro30an
HAIH+H* gé
= HAJTH+H *
Maaar Maanar
= V
= ‘
=
?Cg" Oxcaoanerar
o — &
KCaJT0aneTaT ;E HAJL
=
==
- —_
B + Maaar Manar <
Ha HAJTH+H *
PucyHok 2.5 — ManatHa 4OBHUKOBA CHCTEMA.
HAJL™
HATH+H * Okcajioanerar Y Tayramar
MﬂJlﬂT a-KeTorjiyrapar A(HﬂpTﬂT
Iurozons QOO -
Tm"ﬂ‘n‘n‘n X n
LALLMy

Marpixe Q-KeTorJayrapar Acnaprart
Mauaar x

HAJLT Oxcaznoanerar  Layramar
HAJH+H ¥

Pucynok 2.6 — AcnapraTHa YOBHMKOBA CUCTEMA.
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Miroxonapist IlnTo30.11b

=
=
Anerna KoA = Anerna KoA
Iutpar > Hurpar V
Oxkcanoanerat
Oxkcanoanmerat r a
Maaar

Iipysar

Hipysat /Q
HAI®H

Pucynok 2.7 — [luTpaTHa 4OBHUKOBA CUCTEMA

2. Ilepemeopennsa ¢ppykmoszo-1,6-ougpocchamy na ¢ghpyxkmoso-
6-gpocpam.  DocdoeHoNmipyBaT MIIATAE  3BOPOTHOMY
[IIKOJI3Yy, TOKU HE YTBOPUThCH (pykT030-1,6-nuchocdar.
Peakmiss ~ KkaramizyeTbCst ~ pETyNATOPHHUM  (pepMEHTOM
bpykTo30-1,6-mudocdaraszoro, mo 31e01IbIIOTO MICTUTHCS B
NEYiHIl, @ TaKOX Yy HUPKAaX Ta EMTEeTIONUTaxX KHUIICYHHKA.
Jlns uporo depMenty motpibHi ionu Mg?'. ®pykT030-1,6-
nuchocdaraza BIACYTHS B TIAIKUX M’si3aX 1 CEPIEBOMY

M’ 5131,
o- POtz g-~"dafz g—POsH 5 oH
0 + @u
H OH
OH PpyrTozo-1,6
aadocdarasza
OH H [1] [1] OH H
Ppyrroso-1.6- audocdar ®pvrTozo-6-docdar

3. Ilepemeopennsa 2nwko30-6-pocghamy na 2nwko3zy. Peaxiis
KaTaJi3yeThcsl  TIIOK030-6-(ocdaTazoro. HasgeHicTe 200
BIJICYTHICTb LIbOTO ()epMEHTY B TKaHUHI BU3HAYAE, YU 3/1aTHA
TKaHMHA [TOCTaYaTH TJIIOKO3Y B KPOB, UM Hi. 3Ae€01IbIIOr0 BiH
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NOPUCYTHIN y TEYiHII Ta HUpPKax, aje BIACYTHIH y M’s3ax,
MO3KY ¥ KUPOBIH TKaHHHI.

H H
OH H I'moxoz0-6-dpocarasza | on H
HO OH HO OH
H OH H OH
I moxo30-6-thocdar I'1roko03a

Cxema MOCHIIOBHOCTI peakiliii TIIOKOHEOreHe3y i HeoOX1THHUX
NUIAXIB HE3BOPOTHUX PEAKIiid TIIKOII3y penpe3eHTOBaHA Ha
PHUCYHKY 8.

OcHOBHUMHM TIOTIEpETHUKAMU (CyOCTpaTaMu) TIIIOKOHEOTEHE3Y €
mipyBar (JlaKTaT) Ta aMIHOKUCIOTH (NEPEBAKHO ajaHiH), IO
YTBOPIOIOTHCS, TOJOBHUM YHWHOM, y (YHKIIOHYIOYHX CKEJIETHHX
M’si3aX, ePUTPOLIATAX Ta KIITUHAX JESKUX IHIINX TKaHWH.

ByrneneBuii ckeleT TNIIOKOTEHHUX aMIHOKHUCIOT (BCiX, KpiMm
JeWIMHY Ta Ji3WHY) NEPeTBOPIOETHCS Ha MipyBaT abo MPOMDKHI
IPOAYKTH LHUKIY JIMMOHHOI KHCIIOTH, IO B PE3yJIbTaTi NMPUBOJUTH
JI0 CUHTE3Y TIFOKO3H.

['minepon BUALIAETHCS MEPEBAXKHO B KUPOBIM TKaHWHI MiJ Yac
TiApoNi3y XKUpIB (TpHauuiariineponiB). PepMeHT TIilepoKiHa3a
(3HaXOaUThCA B MEYIHIN Ta HUPKaX, BIJCYTHIN y *HpOBiM TKaHMHI)
aKTUBY€ TIINEpuH a0 TiinepuH-3-pocdary. OcraHHIN mig gieto
riineposn-3-pocdaraeriaporeHasu IIEPETBOPIOETHCS Ha
JUriipokcuaneTongpocdar. Jurigpokcuanerondocdar €
OPOMDKHUM  HPOAYKTOM  IJIKOJI3y, SKUH MOXHa  3pY4YHO
BUKOPUCTOBYBATH I BUPOOJICHHS TIIFOKO3H.
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coo- AT® Afo + o, COO me  roo

| . H.O }
= [efe]0] COO0
clzo (|: @ | . | 5
| Ch, C=0PO3 ;».— H-C—0PO3
F:Ha 4 . co, CH, Eronasa  QH—CH,
MipysaT  nipysar- docthoeHonnipysar-  POCPOEHON- 2-tocgo-
Kapbokcunasa O kapBoKCcuKiHa3a ibYec rinuepar
auerar
®occporniuepat-
MyTa3a
H,COH H‘Cfo ®, HADY HAIH OQC/OF’C)%' ALD AT®

COo0~
I [ ‘_\ 5 / I E / |
(=0 =———= HCOH HCOH  ===—=_  HCOH
H,COPOZ Tpiosogochat- H,COPO% rniuepansaerin-3- H,COPOZ

doceporniyepar-  H,COPOZ

QMrinpokcu- I130Mepasa Fniuepansaeria- ocdaTaeriporeHasa 1,3-Bichocdo- KiHasa 3-poccho-
aUeToH- 3-cpocpat !
doctat rniuepat rniuepat
Anbponasa
H COPO2 H COPO2 HZCOPO§'
O H COPO2 CH,OH
H O H
OH|-I H
LDpyKToso 1,6-
lekcosodocdaTt-
biccpocthaTtasa isoMepasa HO OH
OH H OH H H OH
®pykTo30-1,6-6icchochaT ®pyKTO30-6-hochar T'nioko3so-6-docdar
[ N10K030-6-
thocchaTasa
H
H,COH
H O H
H
naineHiHe3BOpOTHI peakull, Bl CTHI rniKoaisi
a P! peakull, siay: y HO OH
I:I BuaineHi rpynu, Wo 3a3Hanu 3MiH y peakuii H OH
Inokosa

Pucynok 2.8 — Cxema peaxiiil TITIOKOHEOTeHE3Y
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130neiumnH
MeTioHiH
TpeoHiH
BaniH

L)
CYKLMHIN-KoA

>

CyKuMHaT ci—KETornyTapaT - APpriHiH
by rnytamat
rnyTamid
' ricTuouH
®eHinanaHiH — dymapat I3oumTpaT Mponix
Tupo3uH 4
Manat I;l,l‘ITpaT
- __,.-"'
AnaHiH — I'IipyBaT"’OKca"DaHETaT""- Acnaparin
umcTeid l AcnapTaTt
rniunH
CepuH l
TpeoHiH lniyepanegerig-3- =— =— niuepon
TpunTtodad pocat

|
|

noko3a
Pucynok 2.9 — Cxema BKJIFOUEHHSI aMiHOKHCIIOT, TPOMIKHUX
npoaykriB L[TK Ta riimeposy B mpoiiec riiroKOHEOTeHe3y

B pesynbrari OKHCIEHHS HEMApHUX XHUPHUX KUCIOT 1 po3mamy
JeSIKUX ~ aMIHOKHMCIOT (METIOHIHY, 130JIHIIMHY) YTBOPIOETHCA
npornioHun KoA.
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Henapsi :xupai

CH -
KHCJI0TH \ | 3 AT':IJ+HCO.3

AMIHOKHCTOTH H Hpomionin-KoA- kapboxcmnasa
(meTionim, l]ﬂ"[en[[lll‘:[}\ C 0 AMP+Da
BioTun I?H X
CoA \C —CH
Ipomionin KoA 0‘5? |
0O 0 C:C'
\Cﬂ? |
| B> -xoeHIEM 5—CoA
CHz - MeraamanorinKoA
l MerunmanorinKoA-myTasa
g
'f|3=0
S CoA I 1r0KoHEOTeHes
CyxnurinKoA

Pucynok 2.10 — Meta6omni3m npomionina KoA.

[Ipomionin-KoA-kapbokcunaza B npucytHocti AT® i1 6ioTunHy
neperBoproe [Ipomionin-KoA Ha Merunmanonin-KoA, skuii moTim
NEepeTBOPIOEThCA Ha CYKIMHII-KOA B mpHCyTHOCTI KOeH3uMy Bi2
(puc. 2.10). Cykuunin-KoA, yrBopenuit i3 npormionin-KoA, Berymae
B TJIIOKOHEOT€HE3 Yepe3 LIUKJII IMMOHHOI KUCIIOTH.

Jlaktar, mo BUPOOISAETHCS aKTUBHUMHU CKEIICTHUMH M SI3aMH, €
OCHOBHMM IIOTIEPETHUKOM IJIFOKOHEoreHe3y. B aHaepoOHUX yMoBax
nipyBaT  BIJIHOBJIIOETbCA ~ JIO  JIaKTaTy  3a  JONOMOTOIO
naktaraerigporenasu (JII'). JlakraT € riyXum KyTOM TJIKOJI3y,
OCKUIBKM BIH TIOBUHEH OyTH TIE€pEeTBOPEHUMH Ha TipyBaT JUIs
nojaineuioro Merabonizmy. Cama MeTa BHUPOOHMIITBA JIAKTaTy
nosisirae B perenepanii HAJIH, mo6 riikosni3 npoTikaB 6e3nepepBHO
B CKeleTHMX M’si3ax. Jlakrat abo mipyBar, LIO YTBOPIOIOTHCS B
M’si3aX, HE MOXKYTh OyTH BUKOPHUCTaH1 JIJIsl CHUHTE3y IJIIOKO3U Yepes
BIJICYTHICTh KIIIOYOBUX (DEPMEHTIB TIIIIOKOHEOTeHe3y (TIH0K030-6-
docharazm @  Ppykroszo-1,6-muchocdarazn).  [lmazmarndana
MeMOpaHa MIOLMTIB MPOHUKHA JUIs JIakTaTy. JIakTaT BUHOCUTBCS 31
CKEJIETHUX M’SI31B 4epe3 KpOB 1 IMEepelaeThCsi B IIEUIHKY, e
OKHCIIOETbCA 10 TipyBaTy. YTBOpeHHIl y Takuil croci® mipyBar
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MEPETBOPIOETHCS HA TIIFOKO3Y METOJIOM TIIOKOHEOTeHe3y, sKa MOTIM
TPAHCIIOPTYETHCS IO CKEJIIETHUX M SI31B.

[Mukn, mo BKIOYAE CHUHTE3 TJIOKO3W B TMEYIHIN 3 JIAKTaTy
CKEJICTHMX M’SI31B 1 [IOBTOPHE BUKOPHCTAHHS TJIFOKO3U, CHHTE30BaHOT
B TaKHii CIIOCiO M’sI3aMU I CHEPTeTUYHUX IIJIeH, BIJOMUN K ITUKIT
Kopi (puc.2.11).

M’'s130Be BOJIOKHO FenaTtoumnT

- 'noKoza ~
L— e
e T~
nioko3a niokosa

4ATP +

SAT® 2rT®

MipyeaT MipyeaT

JlakTaT JlakTaT

\ L

~ JlakTaT — \_

Pucynok 2.11 — Iuxu Kopi (LMK MOJIOYHOT KUCIIOTH)

ITig yac poboTH M’s31B BiIOYyBaeThcs Oe3MEpepBHUN TPAHCIOPT
aMIHOKHCJIOT BiJi M’si3iB J0 TI€UIHKH, TEPeBAXHO TMiJ dac
rojogyBaHHs. Cepex  TpaHCIOPTOBAHMX  aMIHOKUCIOT, IO
TPaHCIIOPTYIOThCS, NEpeBakae anaHiH. BBaxkaroTh, 110 MHipyBar y
CKEJIETHUX M’s3aX 3a3HA€ TPAHCAMiHyBaHHS 3 YTBOPEHHSM allaHiHY.
AnaHiH TpPaHCIOPTYETbCA B NEYIHKY ¥ BHUKOPHCTOBYETbCSA IS
riokoHeorenesy. Llelt merabomiuHUil IUIAX HAa3MBAaIOTh IUIFOKO30-
ATAaHIHOBHMM ITMKJIOM (puc. 2.12.).
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M'g30Be BO.IOKHO

Ileuinka

I'110K032

I'10K03a €

¥

o-Keto- Hipysat
KHCIOTH
Tay
Y
Awmiso- o-KT'
KHCIOTH Y
Ananin

A

Hipysat

Ty
AT > NHz
o-KT l

e
-

.

= 2 =
P Anamin CeuoBuna

>

Pucynoxk 2.12 — I'mok030-ananiHOBUN ITUKJI

PeryJusinisi riirokoHeoreHe3y

Perymsnis mBUAKOCTI MPOIECIB TIOKOHEOTEHE3Y 3IIHCHIOETHCS
32 paxyHOK aJOCTEPUUYHOI peryisiii, TOPMOHAIbHOI peryJsuii
AKTUBHOCTI KJIIOYOBHUX ()EPMEHTIB 1 3a paxXyHOK CHHTE3Yy IEBHUX

dbepmeHTiB

TJIFOKOHCOT CHE3Y.

Kirouosumu

dbepmenTaMu

TJIIOKOHEOT€HE3y € EH3WMH, M0 KaTali3yloTh «OOXIJHI» HUISIXHU:

nipyBaTkapOoOKcuiasa,

®ElIkapOokcukinaza,
mudocdarasa, rIFOK030-6-pocdarasa.

¢pyxkro-1,6-
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Tabmuus 2.1 — Perynsiist akTUBHOCTI KIIIOYOBUX (DEPMEHTIB

TJIFOKOHEOI'CHE3Y
KirouoBnit AXTHBHICTB o
o, o
dbepmeHT § g 2 §
X Q g o=
> o, = O
= =] g =
= S 5 =
— (=W < —
= m =
EE| EB
2| 8¢
R &
= O >
o = =
> = o o
s & 5%
2w | 2
MipysaT- { 0 Kopruzonmn, Incymi | Amerun | AJD
KapOoKcmiaza TJIFOKaroH H KoA
eniHehpuH
®EIkap6oxen | | 0 Kopruzonmn, Imcym | — -
-KiHaza TJIIOKaroH H
dpykro-1,6- { 0 Tnroxkoprukoin | Iaeymi | AT, AMO,
mudocdaraza u TIIFOKAaroH | H KUPHI $pyxroso-
eniHeQpuH kucnor | 1.6
- nudocdar
dbpykTo3o-
2,6-
nudocdar
I'moko30-6- { 0 Kopruzon Imcym | - -
tdocdaraza TJTFOKAaroH H
eninepuH

Cymapna peaxyis ma enepzemuKa 2110KOHe02eHe3y

CymapHa peakiiisi TJIIOKOHEOTeHe3y (BpaxOBYIOUM BHUTpaTu 2
Mosiekyn AT® Ta 2 monexyn HAJIH 11st 3B0poTHOTO IepeTBOpPEHHS
2 momnekyn 3-ocdorminepaTy Ha 2 MOJEKYJIH TIiLEpabaeria-3-
docdary) mae Takuii BUTIIAL:
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2 mipysar + 4AT® + 2 TT® + 2 HAJH + 2 H* + 4 H,0

<

rmoko3a + 2 HAJT™ + 4A1D + 2I'’1D + 6Du

J

J

I'mokoHeorene3 € ICTOTHO EHIEPrOHIYHUM METa0OIIuHUM
IITSIXOM: CHHTE3 OJHI€I MOJEKYJIM TJIIOKO3M 3 JBOX MOJIEKYJ
nipyBaTy moTpedye BUTpAT LIECTH MAaKpPOEPTiYHHX 3B’S3KiB, TOMY
IJIFOKOHEOTeHe3, SK 1 TIIKOJI3, € HE3BOPOTHUM Ol0XIMIYHUM
IPOIIECOM.

2.3. MeTaboiuyHmii niax Ta pepMEeHTATHBHI peakuii
nepeTrBOpeHHs PpyKTO3U

@pykTO3a MICTUTBCH Y (PYKTOBUX COKax 1 meny. OCHOBHUM

Biomenuune 3HaYeHHS Xap40BHM
@DpyKTO3a JIETKO 3aCBOKEThCA 1 € Xopomum | AKEPEIOM €
JPKEPENIOM €HEprii. caxaposa,

» HacinneBa piguna Oarata (QpykTo3010, a | JAUCAaxapuj, SKAN
CIIEpPMAaTO30ill BUKOPUCTOBYIOTb (PYKTO3y I | MPUUMAETHCS SIK

OTPUMAaHHS €Hepril. CTOJIOBUU IYKOP
* Hammmok ¢pykTo3nm 3 DKEW MKIATUBUAN — (TpoCTUHHMI
IIPU3BOIUTH 10 MOCHIEHHS cuHTe3y TT. yKOp)

e V XBOpUMX Ha IYKPOBHH [ia0eT pPO3BUTOK
KaTapakTH  MOXKE€  CIOPUYMHUTH  METa0oidi3M
(hpyKTO3H Yepe3 CopOITOIL.

* CriaikoBa HETIEPECHOCUMICTh (PPYKTO3M BUHHUKAE

Caxapo3za
TiJIpONTi3y€eThCSl B
KAIICYHUKY 10

uepes  CHAJAKOBY  HEJOCTaTHiCTh  (epmenty | LJHFOKO3H H

anbonasu B. (l)pyKTOSI/I i
niero  hepMeHTy
caxapasm.
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®pyKTo3a TOTIMHAETHCS IIITXOM TOJETIIEHOTO TPAHCIOPTY Ta
MEPEHOCUTHCSI IOPTATBHOKO KPOB'FO JIO TMEYIHKH, JIe BOHA TIEPEBAXKHO
NEPETBOPIOETHCS HA TIIIOKO3Y.

®pykTo3a Moxke (HochOopHITIOBATUCS 3 YTBOPEHHSIM (PYKTO3U-6-
docdary, mo KaTamizyeTbcsi pepMEHTOM T'eKCOKiHA3010. AJle e He
OCHOBHUH NUISIX, OCKUIBKH CITIOPITHEHICTh (hePMEHTY T€KCOKIHA3H 10
bpyKTO3H Ty*kKe HU3bKA.

HaiiGinpm  aktTuBHO Tiporiec  ¢dochopuitoBaHH — GPYKTO3H
nmpoTikae B M’si3ax 1 Hupkax. Jlami yrBopenuii ppykro3o-6-docdar
BKJTIOYA€THCS B IUIIKOJI3 1 PO3IIETUTIOETHCS JI0 KIHIEBUX MPOTYKTIB.

IM:g-i--l-

——=

Texcoxinaza

AT® Al® DocdodpyvrTo-

130Mepaza

PpyrToza p PpyrTozo-6-docdar

I'nroxozo-6-hocar

|

I mixomiz

[Hmumit depment, mo Moxke KaramizyBaTH (ochopuaroBaHHs
bpyKkTO3U — QPYKTOKIHA3A, SIKUN 3HAXOAWUTHCS B IMEYIHIN, HUpPKaxX 1
kumeyHuky. Lleit gepment mume ¢ochopuntoe pykToly i He
dbochopwiitoe TIOKO3Yy. BBakaeTbcs, MO 1€ OCHOBHHM IUISX
dochopumoBanHa ¢pykTo3n. Ha #oro axkTHBHICTP HE BIUIMBAE
IHCYJIIH, TOMY y XBOPHUX Ha IIyKpOBHUH J1a0eT (hpyKTO3a BUBOAUTHCS
3 KPOBi 3 HOPMAJIBHOIO IIBHJIKICTIO.

llg++
®pykTo3a » Ppyxroszo-l-pocdar

I‘Ppyx’roxinaza

AT® Ald®

Jami BigOyBaeTbcsi mepeTBOpeHHs (pykTo3o-1-pochary Ha
riminepanpiaerin i giokcuanetoHdocdar mig  gier0  GepMeHTy
anpaonazu B. D'minepanpaerin Moxe HAAXOAWTH B TIIKOJTITHYHHMA
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IUISX i Yac TMepeTBOpeHHs abo Ha riinepanbaerin-3-gocdar, abo
Ha JeSK1 1HII MeTaOOIITH TIIKOJITUYHOTO IIIAXY.

I'moko3a MOke MepeTBOproBaTUCS Ha (PPyKTO3y 3a Tak 3BaHUM
NOJIONBHUM — NIISIXOM  4epe3  copOiton. CrmouaTky —TIIIOKO3a
BiTHOBITIOETHCSE 10 copbitoiy B npucytHocti HAJI®OH+H" mig miero
aTbAOPEAYKTa3H. [ToTtim copOiTou OKHUCITIOETHCS
copOiTonaeriaporenaso B npucytHocti HAJ[+ 1 mepeTBoproeThest

Ha (QPYKTO3Y.

AnsmopenykTaza
I'moxoza CopbiTon
+2H r'y
HAT™
HAT®H+H " HAT® ' /
-2H CopbiTon
\:eri,u;pureaa 1a
| HATH+H T
dpvrTo3a

YTBOpeHHs COpOITY 3 TIIIOKO3M HIBUAKO MPOTIKAE B KPUIITATHKY
OKa Ta IIBAaHHIBCHKUX KJIITHHAX HEpBOBOi cucteMu. CopOiT HE MOXKe
INPOXOJUTH Kpi3b KIITUHHY MeMOpaHy, a y XBOPUX Ha LyKPOBHM
niabetr piBeHb COpOITONY B IMX KIITHHAX 3HAYHO IiJBUIIYETHCH,
OCKUIBKM  IIBUJAKICTH  OKHCIEHHS  copOiTy 10  (ppykTo3u
3MEHUIYEThCS.

Bucoka koHueHTpauis copOiTOdy B LUX KIITUHAX IMiJBULIYE
OCMOTHYHMH THUCK, 110 MOXe OyTH MPUYMHOIO PO3BUTKY KaTapakTH
KpUIITAJINKa OKa Ta J1abeTHYHOi HelponaTii.

2.4. MeTaboiuyHMii nIAX Ta (PepMEHTATHBHI peakiii
NepeTBOPEHHs IAIaKTO3H

['anakTo3y yTBOPIOETbCS B pe3yNbTaTi TiAPOdI3y JaKTO3U B
KUIIEYHUKY 3a JIOOMOTOI0  JakTa3u. ['ajmakTo3a  aKTHBHO
TPAHCHOPTYETbCS B KpoBOOOIr. BCMOKTyBaHHS — TrajakTo3u
BIIOYBa€eThCs IIBUALLE, HDK IIIOKO3U. ['amakro3a mnotparuise B
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NEeYiHKy, JIé BOHA JIETKO IEPETBOPIOETHCS Ha TIIOKO3y. Lls
BJIACTUBICTh BUKOPHUCTOBYETHCS SK TECT (YHKIIT TEUYIHKH, SKUN
HA3UBAETHCS TECTOM TOJEPAHTHOCTI JIO TaJaKTO3H.

binbmia 4YacTMHa TajdaKTO3M, MIO BXXUBAETHCS 3 DKEHO,
NEPETBOPIOETHCS HA TIIIOKO3Y H MOTpaIuisie B CHCTEMHUI KPOBOOOIT y
BUTJISIAI TIIFOKO3M. Jly)Ke Majo rajakTo3W SIK Takoi IMOTparuisie B
CUCTEeMHHI KpoB0ooOir. TkanwHH, SKi TOTPeOYIOTH TaJIaKTO3M,
CHUHTE3YIOTh 11 3 TJIFOKO3H, $IKa IIOTJIMHAEThCS TKAaHUHAMH 13
CUCTEMHOTO  KpoBooOiry. Cxema  MeTaboJi3My  rajakTO3H
npeJcTaBieHa Ha pUCYHKY 13.

Tanakrosa

AT®

Al®
Taaaxrozo-1-docdar yier
Peakmnis @ Taaxaxrosua-1-docdar-
vpaaaarpascdepaza
vie
JI
Tmokoso-1-docdar V/I®-ranakrosa S / >

» JlakTo3a
VI®-ranaxrozo- @ Peaxmist /

Troxo3a

4-emimepaza

VI®-rmoxosa

Troxo30-1-docdar

| ®PocdormaoxomyTaza

T. = I 6-ocar

T'moko30-6-
docdarasa

o= H20

Pucynoxk 2.13 — Metabo:i3M rajgakTo3u
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2.5. CnaakoBi eH3uMonarii, moB’A3aHi 3 reHeTHYHUMU
nedpexramu cunre3y ¢pepmentiB [IPII, meTadoaizmy
(ppykTo3H i1 rasakro3u

IlenTo3odocharuii maAax

I'emonimuuna  anemin  depe3  AePiUT  TIIFOKO30-6-
docdaraerinporenasu. g myraiis, HasiBHA B ACIKUX IOMYJIAIISX,
BUKJIMKaE aedinuT ¢GepMeHTy 3  TMOPYIICHHSIM  YTBOPCHHS
HAI®H+H', 1mo mnposBiuserbcs sSK TEMOJ3  €PUTPOLHTIB.
VYHaCNiJOK TOCHJICHOTO TMEPEeKICHOTO OKUCHEHHS MeMOpaHHUX
mimigie i Hemocrataporo cuHresy HAJIOH+H™ mopymiyerses
byHKIliOHYBaHHS ()EPMEHTATUBHOI AHTHOKCUJAHTHOI CHUCTEMH.
[TinBuIIEeHA CXMIIBHICTH EPUTPOIIUTIB IO TEMOJII3Y CIIOCTEPITAEThCS Y
XBOpUX UYTIMBHUX JO TPyHH TMpenapariB, TaKUX SK aclipuH,
cyib(aHiamin, TpoTUMANApiiHi 3ac00u (MTPUMaxiH) TOIIO.

I'emoniTiuHa aHeMmis, mTOB’s3aHa 3 JAC(IIUTOM TIIHOKO30-6-
docdarnerinporenazu, BUHUKAE y 0ci0, dyTiauBUX 10 000iB Vicia
faba. 3axBoproBaHHs ojepkaio Ha3By «(aBi3m». Bunukae mia vac
y>)KMBaHHSI CUpUX a00 HeloBapeHHX 0001B, TAKOXK BAMXAHHS MUIIKY
pocnuH. TpamnseTscs B HaceneHHs B KpaiHax Adpuku Ta A3ii.

Meta0oaizm ppyKkTO3H

Cnaokoéa  nenepenocumicmv  (pykmo3u  —  CIAIKOBE
3aXBOPIOBAaHHS 3 TSKKUMH KIIHIYHUMH oO3Hakamu. [lpudmHOIO €
nedinut gepMeHTy anbaonazu-B abo ¢pykrozo-docdartanpaonasu.
Jedinut uporo GepMeHTy NpU3BOAUTH A0 HAKOMUUYEHHS (PYKTO30-
1-pocaty B meuiHI, HHUpPKAX Ta TOHKOMY KHIICUHHUKY.
Hakonuuenns ¢pykro3o-1-dpochary ¥ rmaoko3o-1-pocdhaty B
MEYiHIl MPU3BOAWTH 1O TPHUTHIYCHHS TMPOIECy TIIOKOHEOTEHE3Y,
JaKTaT-allu03y, MOCUJICHHS MOOLTI3aIii JIMIB 1 CYIIPOBOKYETHCS
YPaXKEHHSAM psAy OpraHiB (Me4iHKa, HUPKHU, TOHKUH KHUILIEYHUK) i3
PO3BUTKOM TOCTpOoi ab0 XpoHIYHOi iHTOKcHKalii. Haxommdenwmii
¢pykTo3o-1-pochar 3aTrpumMye pos3man TIIKOreHy Ta CHHTE3
[JIIOKO3U, TUM CaMUM CIPUYMHSIIOUM TSKKY TINOTJIIKEMIIO MICIs
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BXHMBaHHA QpykTo3u. [lepiri mposiBu 3’SABISIOTHCS B JITEH Mia Yac
Mepexoy Ha BXXKMBaHHS (PPYKTIB, TUIOAIB Ta COKIB. 3aXBOPIOBAaHHS
CYMPOBOJIKYETHCSI HYJOTOIO, OJFOBOTOIO, PSCHUM MOTOBHIUICHHSM,
bpykTo3eMicr0 Ta (GPYKTO3ypicro. Y pas3l MOAAIBIIOTO BXHUBAaHHS
IPOAYKTIB, IO MICTATh (PPYKTO3y, JIOAMHA MOXKE BIACTH B KOMY.
JlikyBaHHSl CIaJKOBOi HEMEPEHOCHMOCTI (PYKTO3U Tependadae
BUKJIIOYEHHS 3 PalioHy (PpyKTO3M Ta BCIX MPOIYKTIB, IO MICTAThH
bpyKTO3Yy, caxapo3y 4u cCOpOiT.

@pykmozemia — mATONOTIsI OOMIHY (PYKTO3U, CIpUYHMHEHA
HEJOCTaTHICTIO  (QpyKTOKiHAa3u. CHMITOMH  HENEPEHOCUMOCTI
0oOyMOBIIEHI ~ HAKOMHYEHHSM  MPOAYKTIB  HEMOBHOIO  OOMiHY
bpykTo3u, a came ¢pyKTo30-6-pocdary. ICTOTHHUX KIIHIYHHX
MIPOSIBIB MPH JaHiii €H3UMOIIATIi HE CIIOCTEPIraeThes.

MeTa00/1i3M rajaKkTo3u

I'anakmo3semia 3yMOBIE€Ha CHAaJKOBUM JePEKTOM (EpMEHTIB,
110 BKJIFOYAIOTh TAIAKTO3y B META00Ii3M TIIFOKO3H.

3aneXHO BiJl HEAOCTATHOCTI TOrO0 YW 1HIIOrO (EpPMEHTy, II0
Oepe ywacTh y MeTaloMi3Mi TajakTO3HW, BUIUISIOTH 3 THIH
rajakto3emii: tunm I (HemocTaTHiCTh  TranakTo30-l-gocdat-
ypununrpancepasu), tun Il (gedimut ramakrokinasu), tum Il
(medext Y Id-ranakto30-4-eniMepast).

T'anakmo3semis I muny, BUKIMKaHa HEIOCTATHICTIO rajakTo30-1-
dochar-ypuauntpancdepazu Mae Kinbka GOpM, BUSBISETbCA paHO i
0co0yMBO HeOe3mneuyHa JUIsl JIITeH, OCKIJIbKM MaTepUHCHKE MOJIOKO
MICTUTh JIakTO3y. PaHHI cumnToMu: OJIOBOTA, Aiapes, Jeriiparaiis,
3MEHILEHHS Macu Tula, oBTyxa. HexmocrtaTHiCTh (depMeHTy
NPU3BOJUTH IO HAKOMMYEHHS TallakTo3M, rajgakro3o-l-¢ocdary ta
IHIIMX MeTa0oJIITIB, 1110 MalOTh TOKCHYHY IO Ha MEYIHKY, HUPKH,
I[THC Ta 3yMOBIIOIOTH 3HWKEHHS OaKTEpUIMIHOI AKTUBHOCTI
JICHKOIUTIB.

Y KpoBi, ce4yl W TKaHMHAaX WIABUIIYETHCS KOHIEHTpAIlis
rajlakTo3uii ranakTto3o-1-hocdary. ¥V TkaHMHAX o4el (KpUILITAIIUK)
rajiakrosa  BiJHOBIIOEThCS  anpaopenykrazoro  (HALD) 3
YTBOPEHHSM TaJakToTioNy (AynbuuTy). ['anakToTion akymysto€eThCs
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B CKJIOBUJHOMY TiJli ¥ ajcopOye BENMKY KUIBKICTh BOJM, HaaMipHA
rigpatamisi KpULITaJUKa CIpPUSE PO3BUTKY KaTapakTH, IO
CIIOCTEPITaeThCs BXKE Yepe3 KUIbKa JIHIB IICIAS HApPOJKEHHS.
["amakT030-1-docdar iHriOye akTHBHICTH (DEPMEHTIB BYTJIECBOJIHOTO
00Miny (pocdormokoMyTasu, rrOK030-6-pocdaraerinporeHasn).

lNamakTo30-1-dhochar Mae TOKCHYHY Ji0 Ha T'eHATOLMTH:
BUHUKAIOTh TIenaToMeraiis, upoBa auctpodis. [amakrorion i
ranakto3o-1-gochar  BHKIMKAIOTh  HUPKOBY  HEIOCTATHICTb.
JlikyBaHHS TOJIATAE Y BUIAJICHHI TAJIAKTO3H 3 PAIliOHY.

Tanakmosemis ~ muny 2. PimkicHe 3axBOpIOBaHHS, IO
XapaKTePU3YEThCSI CHAJKOBOIO HENOCTATHICTIO TaJaKTOKIHA3U, ¥
pe3yabTaTi 4Oro rajlakTo3a HAaKONMHMYYEThCS B KPOBI W TKaHWHAX.
OCHOBHHM KIJIIHIYHUM TPOSIBOM 11i€i popmu XBOpoOU € KaTapakTa.

T'anakmosemiss muny 3. Bkpail piIKiCHE CIaJIKOBE MOPYIICHHS
MeTabonizmy ramakro3u (yacrora - menme 1:1 000 000). Onucano
JWIe Kipka BHIAAKiB xBopoOu. Ilpum miii maromorii BiacTuBa
HenoctatHicTh Y JId-ranakro3o-4-emimMepa3su B TEYiHIN, HHUPKaXx,
[HHC, tkanmnax oka. lle nmpu3BOAWTH 10 HAKOMUYECHHS TajJaKTO3H,
ranakto3o-1-gocdary Ta iHIIUX TOKCUYHUX META0OMITIB B OpraHax
Ta TKaHUHaX. Buaunsaore 2 KiIiHIYHI (GOPMHU IIbOTO 3aXBOPIOBAHHS:
reHepaiizoBaHy Ta JoOposikicHy. KiiHika reHepanizoBaHoi Gopmu
3aXBOPIOBAHHS 1J€HTUYHA KJIHILI KJIaCUYHOI rajakrozemii. VY
HEOHATaJIbHOMY MEpPioJi B TUTUHU 3’ SIBISIOTHCS Alapes, ONIOBaHHS,
JKOBTSIHUIISI, TIMOTOHIS Msi’31B, remaromerainis. Jlami po3BHUBaETHCS
PO3yMOBa BiJICTaliCTh, CCHCOHEBpAJIbHA TITyX0Ta, 3aTPUMKA MOBHOTO
po3BuTKy. [loOposkicHa (O0e3cumnTomMHa) popMa XapakTepU3y€eThCsS
nedimurom Y Id-ranakrozo-4-emniMepasu JHIIE B IUPKYIIOIOUYUX
KIITUHAX KpOBl. XBOpoOa  XapakTEPU3YEThCS  HOPMAIBHOIO
MEPEHOCUMICTIO TJIAKTO3H.

2.6. MexaHi3mu peryJsinii KOHUeHTpaUii rJI0K03U B KPOBi
Y  3710pOBOT  JIIOMHU  KOHLIEHTpALsl TJIOKO3W B KpOBI

KOJIMBAETHCA y BY3bKHMX MekaxX. PiBeHb TIIIOKO3M B KPOBI HATIIEC B
CTaHi micis abcopOuii cranoBUTh 3,9-5,5 Mmons/n. Ilicnsa npuitomy
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BYIJIEBOAHOI 1Ki piBEHBb TJIOKO3M B KPOBI MOXeE IiJIBUIIMTHUCS IO
8 MMOJIB/TI.

T'inepenikemis — 1ie MiABUILEHHS PiBHS TJIOKO3U B KPOBI BHIIE
HOPMAJIBHOTO PiBHSL.

T'inoznikemia — 1€ 3HWKEHHS KOHIIGHTpALi INIIOKO3U B KPOBI.
BupineHHs rioko3u 3 cedero BijoMe SiK 2iroko3ypia. KoHnenTparis
TJIFOKO3U B KPOBI 3QJICKUTH BiJl KUTBKOCTI TJIFOKO3H, 1110 HAAXOJUTh Y
MUAPKYJIAIII0 3 PI3HUX JDKepea (XapuoBi BYIJIEBOIH, TIIIKOTEHOJII3,
TJIIOKOHEOTeHEe3 TOIIO) Ta KUIBbKICTh, KA BHKOPUCTOBYETHCS IS
pi3HUX MeTaOoNIYHMX el (TJIKOJI3, TIIIKOTeHEe3, CHHTE3 XKHPY
TOIIIO), SIK IOKAa3aHO Ha PUCYHKY 14.

Tinepr.aikemiuni gaxTopn Tinepriikemiusi ropMoHH Timornikemitni pakTopH
(Pecypcu r110K03H KpoBi) I'mokaron/AnneHanin

KoptHROCTEpOiTH

Topmon pocty

AKTI', THPOKCHH
AKTT, THPOKCHH . ) )
Tmikomis B yeix KIITHHAX
ITK, po3naj rioKo3H HA
TIr0K03a KPoBi / CO2 12 H20

Horaunanaa 3 HIKT

(KpoxmaJs, r.rllmcu:m)\A

Hatme 3,9-5,5 MMo/IB/1
I'nikorenois B meuinmi 2 roj micas ki 3,9-8,1 MMOIIB/T

(Tnixoren)

T1okoHeorenes B nevinmi S Jlinorenes (CHATE3 KHPHAX
(AMIHOKHCTOTH) e KHCJIOT i HARONHYEHHSA RHPY)

——» CHHTe3 [IikoreHy B MeviHMNi

Timormixemizai ropmosn

Pucynok 2.14 — 'omeocTas Iit0K034 B KPOBI

3HayHy pOJIb y PEryJIOBaHHI KOHLEHTpAlil IIIOKO3M B KpOBI
BIJIIIPalOTh TOPMOHHU.

Incynin BupoOnseTbes P-kiaiTMHAMU OCTpiBUIB JlaHrepranca y
BIMOBIb Ha rinmepriikemito. [HCymiH — 1 31e01UIhIIoro
FIMOTTIKEeMIYHUH TOPMOH, IO 3HIXKYE DPIBEHb TIJIIOKO3M B KpPOBI
PI3HUMH CIIOCOOAMH.

I'inormiikemiuHa J1is IHCYJIIHY pealli3yeTbCsl 4epes:

— TMABUIICHHS yTWI3aIli KIITHHAMH TIIOKO3M 3a
paxyHOK TpaHCJOKalii Ha MeMOpaHy creuudiyHux
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tpancdepis rmoko3n ['JIFOT B iHCymiHO3aNMeKHHX
KJIITHHAX;

aKTUBAIII (HOCHOPIITIOBAHHS TIIFOKO3H 3 YTBOPEHHSIM
TJIFOK030-6-docdaTy (macTka ajis IIOKO3HU) i €0
FEeKCOKIHA3H, IIIIOKOKIHA3H;

aKTHBAIlll0 OIOCHHTE3y TJIIKOTEHY Ta OJHOYacHE
1HT10yBaHHS TJIIKOTE€HOJII3Y LUIIXOM
nedochoprTroBaHHS TIIKOTC€HCHUHTA31 Ta
rimikoreHdochopuiiazu (PeUnpoOKHO);

AKTUBAIIID TJTIKOJNITUYHOTO OKHCHEHHS TJIFOKO3HU
UISIXOM aKTHUBAIlii bochodpykToKiHazu,
nipyBaTKiHa3M;

kruBamiro IIOII B amgumonurax Ta 30UIBLICHHS
JIMOreHe3y 3a pPaxyHOK aKTHBamlii TIJIIOK030-6-
docdar-aerigporeHasu;

iHT10yBaHHS TJIFOKOHEOT€HE3Yy 3a paxyHOK
nedocopmmoBanns DEIl-kinasu ta ¢dpykroso-1,6-
docdarazm.

I'nwokazon cuHTE3yeThCs O-KJIITUHAMU OCTpiBLIB JlaHrepranca
HIJIITYHKOBOI 3aJI034 Y BIANOBIAb Ha rinoriikemito. Hanexuts 10
TOPMOHIB MOCTaObCOPOLIHHOTO Mepioay.

INinepriikemivHa i TJIOKAroHy MOJISTAE B:

Kopmus3zon

aKTHUBAIIIl TJIKOTE€HOJII3Y Ta OJTHOYACHOTO 1HT10yBaHHS
IJIIKOreHe3y (pelUNpoKHO) 3a PaxyHOK KOBaJIEHTHOL
Mo udikarii [IITXOM nAM®-3anexxsoro
bochoprintoBaHH riikoreHpocdopuiiazu Ta
TJIIKOTEHCUHTA3H;
aKTHBAIii TITFOKOHEOTCHE3Y MUITXOM
dbocdoprnroBaHHS KIJIFOUOBHX (TTOporoBUX)
depmenriB, a came: @EIl-xinazu Ta ¢(pykrozo-1,6-
mudocdarasi.

CHUHTE3y€ThCA B KOpPI HATHUPKOBHX  3aJ103.

[inepriikemMiuHa Jisi KOPTU30IY MOJIATAE B 1HIYKIIT eKcIipecii TeHiB
KIt04oBHUX (pepmeHTIB rimokoHeorenesy: ®OEII-kinazu ta ¢ppykTo30-
1,6-nucdocdarazu. Takox BiH Oepe yuyacTb y OinkoBOMY OOMiHI,
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CTUMYJIIOIOUM JIeTpajamilo OiIKiB 1 KOHBEPCII0 aMiHOKHUCIIOT Yy
[JIIOKO3Y.

AoOpenanin CcUHTE3YEThCS B MO3KOBOMY IIapi HaJHUPKOBHX
3aJ103 YHACHII0K aKTHBAIlll CUMIATOAAPEHATOBOT CUCTEMU, PO3BUTKY
CTpEC-CUHAPOMY.

INnepraikemiuHa Ais peandizy€eThes 3a paXyHOK 3MiHM aKTUBHOCTI
(depMEeHTIB NUISIXOM KOBaJleHTHOI Moamdikarii - TAM®dD3anexHoro
dbochopriroBaHHS riikorendocdopunazu Ta dbepmMeHTIB
IJIIOKOHEOTeHe3y. AJpeHalliH, Ha BIAMIHY BiJ TJIOKaroHy, SKHi
HOpMaJli3y€e piBeHb TIIOKO3HU Y MOCTa0COPOIiiiHMIA MTepio Ta i yac
CHY, BUKIIMKA€ TIMEPrIiKeMil0 MiJ 4ac PO3BUTKY CTPEC-CHHIPOMY
(emomiiiHe 30ypKeHHS, (Di3MYHE HABAaHTAKEHHS Ta 1H.).

Comamomponin — TOPMOH aJeHorinodiza, 110, MOAIOHO 0
IHCYJIiHY, 30UTBIIIy€ TMPOHUKHICTH TUIA3MAaTUYHUX MEMOpaH KIITHH
M’5130BO1 Ta >KMPOBOI TKAHWHU JUIS TJIOKO3U, aie, Ha BIAMIHY Bij
1HCYJIIHY, aKTUBY€ TJIFOKOHEOT€HE3 y MEYiHIIi.

Tupoxkcun — TOPMOH IIUTOBUAHOI 3aj03u. BiH cTUMymIO€E
MiJBUIICHHS PIBHA TJIOKO3M B KPOBI  4epe3  CTUMYJISIIIO
[JIIKOTEHOI3Y i ITIOKOHEOTeHe3y B MeYiHII.

INinepriikemiuHa A1 TUPEOiTHUX TOPMOHIB MOJISATAE B!

— TIABUIICHHI YyTIMBOCTI TKAHUH J0 KaTeXOJIaMiHiB;

— YacTKOBO B IPUCKOPEHOMY pyHHYBaHHI 1HCYIIIHY;

— TMIABUIICHHI  pIBHS  BCMOKTYBaHHS  TIeKco3 13
KUIICYHHKA,

— MiJBHUIIEHH] aKTHUBHOCTI TIII0K030-6-pocdaraszu
MEYiHKY;

— 3017bIICHHI MIBHAKOCTI KaTtaboni3my Oinmka i TuM
CaMHM TIOCHJICHHS TJTFOKOHEOTeHE3Y 3 aMiHOKHUCIIOT.

B migTpumii mexaHi3My romeocrasy TJIIOKO3W B KpoBi OepyTh
y4acTh MeuiHKa, M03aleyiHKOBI TKAaHUHU W HUPKH. [ JII0K03a JIerko
OpPOHUKAE B TeMaTOUUTH ¢ JIOCUTh TOBUIBHO B  KIITHHU
MO3arevYiHKOBUX TKaHWH. OCHOBHHH (akTop, WO BIUIMBAE Ha
IIBUJIKICTh TOTJIMHAHHA TJIFOKO3M KIIITUHAMH, Ii€ 11 KOHLEHTpAIlis B
KpOBI1. 32 HOPMAJILHOT'O BMICTY TJIFOKO3HM B KPOBI IE€YiHKA MOCTavyae ii
B KpoB. Ilpu rimepriikemii BHXiJ TJIOKO3M B KpPOB 13 MEUiHKU
NPUIHUHSETHCA. A B pa3l HaAMIPHOTO MiJIBULEHHS KOHIIEHTpAIil
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IJIIOKO3M B KPOBI BOHA MMOYMHAE MEPEXOIUTH B NedinKy. Koy BmicT
[JIIOKO3W B KPOB1 MEpEBUIye HOPMAIbHUN, B peryisuii OepyTh
y4acTh 1 HUPKH. [ 71r0K03a (DiIbTPy€eThCS HUPKOBUMHU KIyOOUKamMu i
MOBHICTIO TIOBEPTAEThCSI B KPOB Y pe3yibTaTi peadbcopOIii B
HUPKOBUX KaHAJBIIX. Y pasi MiBUIIEHOTO BMICTY IIFOKO3H B KPOBI
KIIyOOUKOBHM (PUIBTpAT MICTUTH OUIBINE TIIFOKO3U, HIK MOXE OyTH
peabcopOoBaHO B KaHANBIAX. HaIMIIOK TIIFOKO3W BUBOJUTHCS 13
CeYCl0, BHUHUKAE 2niKo3ypia. Y 3I0pOBUX JIIOJEH TJIIOKO3Ypist
CIIOCTEPITraeThCs B TOMY pasi, KOJU BMICT TJIFOKO3U Y BEHO3HIH KpOBI
nepepuinye 8—10 mmonw/n. el piBeHb HA3UBAIOTH HUPKOGUM
nOPO2OM TSI TITIOKO3H.

2.7. Bioximisi nykpoBoro niaéery

IykpoBwuii niabeT — KIHIYHUN CHHAPOM XPOHIYHOI Tinepriikemil
Ta TJIIOKO3ypii, OOyMOBIEHHII aOCOJIOTHOK ab0 BIAHOCHOIO
IHCYJIIHOBOIO HEJOCTATHICTIO, W0 MPU3BOIUTH OO0 TOPYIICHHS
0OMiHY PEYOBHH, YPa)KE€HHS CyIWH Ta MATOJOTIYHHUX 3MIH Yy PI3HUX
opraHax 1 TKaHWHax.

IykpoBuii niaber y 1iloMy NOAUIAIOTE HAa 2 TpPyNH, a came:
IHCYJIIHO3AJIe)KHUN Ta 1HCYJIIHOHE3aJeKHUM IyKpoBui aiader. Lls
KiIacudikamiss MepeBaXXHO I'PYHTYEThCS Ha MOTPeOl 1HCYNMIHY JUIs
JTKyBaHHS.

IykpoBuit niaber 1 Tumy abo paiabeT IOHAIBKOTO BIKY,
31€OUTBIIOTO TPAIIAETHCA B AUTHHCTBI (0coOmuBO y Bimi 12-15
pokiB). Ilykposuii niaber I tumy cranoButs npubmuszno 10-20 %
BunajakiB. lle 3aXxBOprOBaHHSA XapaKTEPH3YEThCS Maike TOBHUM
negimuToM  1HCYJIHY — BHACHIIOK  pyHHYBaHHS  P-KIITHH
HJIITYHKOBOI 3a7o03u. PyliHamis KIiTHH Moxke OyTH BHKJIMKaHa
JiKamH, BipycaMu abo aBToiMyHHO. Yepe3 nmeBHI reHeTHYHi Bapiallii,
B-KJIITHHU PO3MI3HAIOTHCA SIK HECAMOCTIHHI 1 3HUIIYIOTHCS IMyHHOIO
CHCTEMOI0. 3a3BHYail CHUMIITOMHU I[yKPOBOTO Jia0eTy 3 sBISIOTHCH,
ko 80-90 % B-xmituH 3HUIICHI. [liMNMUIyHKOBA 331032 HE BHJILIAE
IHCYJIIHY Y BIJIOBiIb HAa IPUHOM TJIFOKO3H.
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yxpoBuit piaber II tumy € HaWOULIBII MOMIMPEHUM, Ha HBHOTO
npunagae Bix 80 mo 90 % 3axBoproBaHHs. BiH TpamiseTrbcs B
nopocnux (3a3Buuail crapmie 35 pOKIB) 1 € MEHII BaXKKUM, HiK
iHCymiHO3anekHu  miaber. [lpuumHamMu  iHCYJIIHOHE3aJIEKHOTO
niabety € TreHeTW4HI Ta ekojoriudi ¢aktopu. Bin wacrime
TpamisieThCsl B JIOACH 3 OxHpiHHAM. [lepeinanHs B moegHaHHi 3
HEJOCTaTHHOI  (DI3MYHOK AKTHUBHICTIO, IO NPHU3BOJAUTH [0
OKMPIHHSI, aCOLIIETHCSA 3 PO3BUTKOM ITyKpoBoro miabery II Tumy.
OupiHHA Ji€ K 11a0eTOreHHU GakTop 1 MPU3BOAUTH 10 3HHKCHHS
IHCYJTIHOBUX PELENTOPIB HA IHCYNIIH-UyTIUBUX KIITHHAX.

IykpoBuii niaGeT BUHUKAE HA TJIi 1HCYJIIHOBOI HEJOCTATHOCTI —
abcomoTHoi abo BimHOcHOI. JledinuT iHCYNiHY NTpPU3BOIAMTH IO
MOpyIIeHHs: 0OMIHY PEYOBHH.

1. Ilopymyerbcsi TPOHMKHEHHS TJIIOKO3M B KIITHHY, 11
MEPETBOPECHHS Ha TJIFOK030-6-gocdaTr 31 3BUIBHEHHSAM EHEpril, K
HACIII0K MOPYIITYETHCS TIIIKOITI3.

2. [lopyuiyeTbcst yTBOpPEHHSI TUIIKOTEHY, BIAKIAaJaHHS MOro B
HeviHmi, M’s3ax, cepui. AxTuBamis (Gocdopuiazu npu OJHOYACHIN
iHaKTUBalii  TIIKOTEHCUHTAa3W  MPU3BOJUTH 10  TOCHJICHHS
TJTIKOT€HOJI3Y.

3. IlopymryeTrbess cUHTE3 JIMIAIB 1 MIJBUILYETHCA  JIMOMI3,
HAaKOIUYYIOThCS HeeTepu(1KOBaHI >KUPHI KHUCIOTH, KETOHOBI TiJa,
1110 OTPYIOIOTh OPraHi3M, 3pOCTa€ piBeHb B-TIMONpOTEifiB HU3bKOI Ta
Jy’e HU3BKOI TYCTHHU W XOJECTEPUHY.

4. TlinBunryeThes TIIIOKOHEOTEHE3 YHACIiIOK aKTUBaIl
KIIIOYOBHX (DEPMEHTIB TJIIIOKOHEOTeHE3y MiJl BIUIMBOM TIJIIOKaroHy,
3HIKYEThCS CUHTE3 O1JIKIB.

5. I'mrokoHEeoreHe3  MPOXOAWTh 3  AKTUBHUM  3aIyYEHHSIM
oKcajoaneraty #  0-KeToriayrapary, pa3oM 31  3HIKEHOIO
KOHIIEHTpALI€I0 MIPYyBaTy 1€ MPU3BOAUTH 10 nopymeHHs [[TK.

6.3a BIACYTHOCTI I1HCYNIHY HeE 3acBOIO€Tbca (hocdop, Kaiii,
MarHiu.

7.HenocratHs  {is  1HIIMX  aHAOOMIYHMX  TOPMOHIB  —
COMAaTOTPOITHOT'O TOPMOHY, aHPOT€HIB, €CTPOTr€HIB.
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Tabmuus 2.2 — [TopiBHATIbHA XapaKTePUCTHKA
THUIIB I[yKPOBOTO /11a0eTy

IykpoBuii giader I Tun | II Tun

3arajbHi XapaKkTepUCTHKHU

IMommupenicts cepen xBopux Ha | 10-20 % 80-90 %

nmiaber

Bix xBoporo mpm mnepmmx | Juraumii ab6o | ITicis 35-40 pokis

MPOsIBaX XBOPOOH MOJIO VI

Xapaxkrep [I0YaTKy | panToBUH MOCTYIOBHI1

3aXBOPIOBaHHS

O>KUpiHHS HeMae Y 60-80 % xBopux

Jlunamika Baru 3HauHa BTpara Macu | HesnauyHa BTpara macu
TiNa (pizke | Tina abo BIICYTHICTbH
CXyTHEHHSI BTpaTu Baru
3 MOYATKY
3aXBOPIOBAHHS)

CriafIkoBa CXUJIbHICTb Jo 30 % Bunaakis Yacrime €

38’130k 3 aBToiMyHHuUMH | Yacrime € Hemae

3aXBOPIOBaHHSIMHU

BioxiMiyHi moKka3HUKH

Hedexr Hedinur incyniny | I[lopymenns B cuHTe3i
BHACNIJOK pyHWHamil | iHCyNiHy [-KIiITHHaMHU
B-xmiTHH Ta/abo CTIHKICTP

M AIUTYHKOBOT 3271031

KJIITHH-MIiIIeHen
IO THCYIiHY

Bwmicr iHcyniHy B 1u1a3mi KpoBi | 3HIDKEHUI abo | HopmanbHuit
BIJICYTHIM a00 MiJBUIICHUN

AHTHTINA bi(s) octpiBUiB | BuzHauatoThcs He BusHauaroThCs
I IITYHKOBOT 3aJ103H
CXHUIIBHICTD J0 KETO3Y € Hemae
Kainiuni nposiBu i JikyBaHHs
TpuBaIiCTh CUMIITOMIB TwxHi Bin micsiiiB 10 poKiB
Ckapru marmiedra mig 4vac | Pimko 10-20 % Bumnankis
JIIarHOCTHKH
JIikyBaHHS iHCYJTiIHOM 3aBxau HeoOXigHe Hewmae notpebu
OpanbHi rimoriikemiuni | He BuxopucrtoByroTbcs
npenaparu BHUKOPHCTOBYIOThCSI

HaiiBaxnMBilIMMM ~ CHUMIITOMaMH  I[yKpoBOro  fgiaGety €
rinepriikemisi, T[JIIOKO3ypis, Tmoyiypis (OCMOTHYHHUH  Alype3

BHACITIJIOK TJIFOKO3Ypii), Momiaurcis (OCKIeHa crpara), CXy/ JHeHHS.
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Tabnuus 2.3 — Kputepii 1iarHOCTHKH IIYKPOBOTO fiadeTy

Jiarno3

KoHuenrpauisi ri1oko3u, MMOJIb/J1

Hinbua kpoB Inazma

Benosna Kamninsipua Benosna Kaninsipua
HyxpoBuii giaGet
Hatme >6,1 >6,1 >7,0 >7,0
Uepes 2 roxg >10,0 >11,1 >11,1 >12.2
IlopyuieHa ToJIePAHTHICTD 10 IVIIOKO3H
Harme <6,1 <6,1 <70 <70
UYepes 2 rofg 6,7-10,0 7,8-11,1 7,8-11,1 8,9-12,2
[opyumena raikemist
Harme 5,6-6,1 5,6-6,1 6,1-7,0 6,1-7,0
Uepes 2 rox 6,7 7,8 7,8 8,9

HopwmanpHa KOHIIEHTpaIlis TIIOKO3H B KPOB1 3J0POBO1 JTIOAWHH (B
MOCTaACOpOIiiiHOMY cTaHl) cTaHOBUTH 3,33-5,55 mmonw/n. Llei

IIaTtorenes rimepriikemii
1. OOMexeHHS 3aCBOCHHS IIIOKO3H

KJIITUHAMHA

» CHoBiIBHEHHS TPaHCMEMOPAHHOTO
TPAHCIOPTY
» IlpurHiueHHs IIIiKOreHEe3y
» IlpurHiueHHs ninoreHesy
2. CTuMyIIsILisl yTBOPEHHS TIIOKO3H
»  CTUMYTSIIS TIIKOTEHOMIZY

»  CTUMYISIs JIomizy

> TnroxoHeoreses

piBEHb IUIFOKO3eMIi €

KHUTTEBO
HEOOX1THUM TS
HOPMaJIbHOTO
€HEPreTUYHOTO
oOMiHy TOJIOBHOTO
MO3KY 51
MIATPUMYEThCS 3a

pPaxyHOK JHUHAMIYHOI
piBHOBaru MIXK
¢izionoriyHUMU  Ta
010XIMIYHIUMHU
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npoIecaMy, 110 TPAHCHOPTYIOTh IJIIOKO3Y B KPOB, Ta BiJAMOBITHUMHU
MpoIiecamH, 0 3MEHIIYIOTh i KUTBKICTh y TUTa3Mi KPOBi 3a paxyHOK
HA/IXO/DKEHHS B KIITHHU BHYTPIIIHIX OpraHiB. 3MiHM KOHLIEHTpAIii
IJIFOKO3W B TUTa3Mi KpOBi NMPHU3BOMAATH IO 3CYBIB y OlOCHMHTE31 Ta
CEeKperii B KpOB TOPMOHIB, M0 MAalOTh HAWOUIbIIE 3HAYCHHS IS
perymsiii mporeciB  (pepMEHTaTUBHOTO KOHTPOJIIO METadoIIi3My
TJIFOKO3H, 3A€0UIBIIOrO TIIOKAroHy, 1HCYIiHY, TIIIOKOKOPTHKOIIIB Ta
COMaTOTPOTIIHY.

lNnepriikemisi € NPUYUHOIO, IO TPU3BOAUTH 10 MOSIBU IYKPY B
cedi — 2nI0Ko3ypil, SKIIO BMICT TJIFOKO3W B KPOBI IEPEBUIIYE
HUPKOBHUM TMOpir, skuid craHoBUTh 8—10 MMmoaw/n. Hacmigkom
TIIIOKO3Ypii € noaiypia, mo Moxe nocsratu 8—12 niTpiB Ha JCHb.
[HTeHCHBHE 3HEBOJHEHHS OpraHi3My HpPUTHIYYE CEKPETOPHY
(GYHKIIIO CIMHHHUX 3103, 1 1€ TMPU3BOIUTH JIO CYXOCTI CIH30BOL
00OJIOHKM poTa W TJIOTKU. Y XBOpPUX BHHHMKAE noaidencia —
Ha/IMipHE CTIO)KHBAHHS BOJIH.

I[Ipu umykpoBomy  miaGeTi, mMepeBaXHO JPYroro  THILY,
CIOCTEPITaloThCs TaKi MOPYIICHHS JIIAHOTO 0OMIHY:

— TIIePTPUTITIICPUIEMIs, 10 HAJIEKUTh bi (o)
rinepiinonporeineMiid I Tumy, moB’si3aHa 31 3HAUYHOK AKTHUBALIEIO
cunte3y JIIIJHILI B rematoumrtax. 31 cBoro Ooky Oi0XiMiUHOIO
nepeaymoBoro ctumyisnii 6iocuntesy JIIIJHIL e migBumeHuit
OPUTIK y TE4YiHKy HeeTepu(iKOBaHUX JKUPHUX KHUCIOT, TOOTO
cyOcTpaTiB JIJIsl yTBOPEHHS TPUAIIMIITIIIIEPOJIIB;

— MpH nocnadieHiit Aii iHCyNiHy, KU ralbMye po3naj JiMmiiB, i
Ha ¢doni aKTUBAIll aJpeHAIIHOM 1 TIIIOKaroHOM
TPUALMITIIIEPOJUTINAa3H  aJUIMOIUTIB, TOCUIIOETHCS JMOMI3 Yy
JKUPOBIA TKaHUHI. YHACIiI0K I[bOTO B KPOBI XBOPUX Ha IIYKpOBUI
niabeT MiBUINYEThCS KOHILEHTpAIisl BUIBHUX XHUPHUX KHUCIOT, IIO
CTalOTh [JOJIaTKOBUM CyOCTpaTOM €HEpPreTUYHOro KaTabomizmy
TKaHUH B YMOBaxX iX BYTJIEBOJHOT'O TOJIOTyBaHHS;

— aKTUBAllll CHUHTE3y KETOHOBUX TiuI. PO3BUTOK KeToHeMmii Ta
KETOHYpIi MPU3BOIUTH 0 MOPYLIEHb Y (DYHKIIOHYBaHHI OyQepHHX
CHCTEM OpTraHi3My, PO3BUTKY KETOAINI03Y 1 M1a0ETUIHOI KOMH,
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— 3MEHIIIeHHs KoHIeHTpalii xonecrepuny JIIIBIL, mo Bimirpae
IEBHY pOJIb Y PO3BUTKY aTEepOCKIEpO3y — YacTe YCKJIAJHEHHS
1HCYJTIHOHE3aJIeKHOTO IYKPOBOTO AiabeTy B 0Ci0 MOXMIIOTO BIKY.

I[Ipu  mykpoBomy miabeTi  CHOCTEpIrarOTbCS — MOPYIICHHS
011KOBOr0 OOMiHY, ONTUCAHI HIDKYE.

Aminoayuoemia — 301IbIICHHS BMICTY aMiHOKHCIIOT Yy ILIa3Mi
KPOBI, 1110 3yMOBJICHO:

— 3MEHILUEHHSIM TPAHCIOPTY AaMIHOKUCIOT Yy M’S30BI
KIITHHH, OCKUIBKM 32  BIJICYTHOCTI  1HCYJIIHY
3MEHIIYEThCSA TMPOHUKHICTh KIITUHHUX MEMOpaH JyIs
aMIHOKHCJIIOT;

— MOCWJICHHSIM ~ TIPOIleCy  MPOTEOoJi3y B  M’s3ax
YHACIIJOK YOT0 AaMiHOKHCIOTH, WIO 3BUIbHSIOTHCH,
HAJIXOJATh y KpoB. Hajuinmok BUTBHUX aMiHOKHCIIOT Y
KpPOB1 MOIJIMHAETHCS IEYIHKOI, J€ BOHM IIISIXOM
TJIFOKOHEOTeHE3Y TEePETBOPIOIOTHCS Ha TIIOKO3Y, IO
NPU3BOJIUTh JIO MOJAIBIIOr0 30IIbIICHHS  PIBHSA
rinmepriikemii.

IHlopywenna 6Oiocunme3y 0inkig, 10 TPSAMO TIOB’SI3aHO 3
BUMAIHHAM aHaOoyiyHOi [ii 1HCyniHy. KiliHIYHO mNpUTrHIYEHHS
OUTOKCHHTE3yBaJIbHUX IMPOILECIB TMPOSBISAETHCA: a) MOPYIICHHIMHU
¢13u4yHOrO ¥ PO3yMOBOTO PO3BUTKY MiT€H, ©) CIOBIILHEHHIM
3arO€HHS paH, B) MOPYIIEHHSAMH YTBOPEHHS aHTUTLI, YHACHIIOK YOTO
HIJBUIIYETHCS YYTJIMBICTh OpraHizMy A0 1H(QEKIH (BUHUKHEHHS
qacTuX QypyHKYIbO3iB).

HaiineOe3neuyHImMMHI  YCKIIQTHEHHIMH IIYKpPOBOTO [ia0eTy €
Komu (2inepziikemiuna ma 2ino2nikemiuna), o CyIpoOBOIKYIOTHCS
BHUCOKHM DPH3HKOM JIETAIBHOTO pe3yibTary. [3 4acoM BHHUKAIOTh
IHINI ~ BaXKi YCKJIQJHEHHS  3aXBOPIOBAHHS, SKi  IOCTYHOBO
MOTIPIIYIOTE CTaH XBOPOTO Ta TPHU3BOAATH JO HECTIPHITIMBUX
HACIIIJIKIB, a came:

— MakpoanzionamuyHi yCKI1aOHeHHA 30e0i1bui0zo TOB’sI3aHl 3
HOPULIBUILIEHUM PO3BHUTKOM, MOPYLIEHHSM PO3BHUTKY
KOJIaTepaIbHOTO KpOBOOOITry BHACIIIJIOK MIKpOaHTiomaTii,
6e300/IbOBUM TepediroM CUHAPOMIB Ha (OHI aTepocKiIeposy,
Hanpukiaj, iHpapkrty Miokapaa. I[lpu asriomarii MOpyHIyeTHCS
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NPOHHUKHICTh CYAWH, y Pe3yJbTaTi 4Or0 BOHM CTAIOTh JAMKHMHU.
3’ABISETHCSA CXUIIBHICTD 10 TPOMOO3Y H aTepoCKiIepo3sy, 110 ICTOTHO
301IBIIIy€ PU3KK PO3BHUTKY CEPIIEBO-CYAMHHUX 3aXBOPIOBAHb;

— o(pmanvmonociuni yckiaoHenHsa, 31e01NBIIOTO diademuyna
pemunonamia — YPOKEHHS CITKIBKM OKa, 10 [OCTYIOBO
IPU3BOJUTE 10 MOBHOI BTpaTH 30py. HailOinbin yacto pernHonaris
TPAIUIIETHCS Y XBOPHX Ha ykpoBuil aiader Il tumy. s xBoporo Ha
nmiaber moHany 20 poOKiB  PUBMK BHHUKHEHHS PETHHOMATIT
HaOmkaerses 1o 100 %;

— noJiHelponamis — yTpara YyTIHBOCTI B KIHI[IBKaX. YHACTII0K
HOPYUIEHHs MeTa0oii3My Ta 3MiH y CyJIuHaX, L0 [I0CTA4aloTh KPOB
70 HEpBiB, BiZAOyBa€ThCS CETMEHTapHA AeMieniHizamis, aTpodis U
JIeTeHepallisi akCoHiB, arpodis HEHpOHIB TMepeaHix poriB i
MDKXpEOIeBUX BY3JiB. 3’ SABISIOTHCS TaKOXX O3HAKU pereHepartii
HEPBIB Ta 3MiH y Cy/AMHAaX, 1110 KPOBOIIOCTAYaIOTh HEPBHY;

— diabemuyna cmona — Ha CTONAX 1 HIKHIX KiHIIIBKaX XBOPHX
3’SBISIIOTBCS  THIMHI HAapWUBH, BIOKPUTI BHUPA3KH, HEKPOTHYHI
(BimMmepdIi) AUISHKY, 110, B MIJCYMKY, IPU3BOAMTE 10 HEOOX1THOCTI
ammyTalii KiHI[iBOK;

— HUPKOB8A He0O0CMAMmHICMb PO3BUBAETHCS BHACTIAOK 3MIH Y
6a3anpHIll MeMOpaHi, 1110 MPU3BOAATH 10 3HWKEHHS ii HEraTUBHOTO
3apsily Ta 30UIBIIEHHS JiaMeTpa IMOp, a BHACTIIOK Tinmepriikemii
3pocTa€e BHYTPIIIHBOIJIOMEPYJSIpHUI THCK. Pe3yiabTaroMm IbOro €
NIABUIIEHHS  QuibTpamii  anbOyMiHy, TMo4yaTkoBOo Yy  (opmi
anpOyMminypii 30-300 mr/1 r kpearuHiny (MikpoanbOyMiHypis), a B
noJajibllloMy — $IBHOI MNpoTeiHypii. [3 uyacoM BHHHKae TiajiHO3
KIyO0oukiB, (i0po3 1HTEpCTUIIabHOI TKAaHMHU Ta PO3BUTOK
HUPKOBOI HEZAOCTATHOCTI.
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