OH3MonaTuu
OH3MOOMarHoCcTuKa
QH3nMoTepanus



JH3nMonaTuum



JH3UMonaTum — 3To rpynna 3abonesaHNn, KOTOPbLIE Bbi3BaHbI
pas3nnYHbIMK gedekTamm depMeHTOB.

AH3MMonNaTum OenaTca Ha:

HacneacTBeHHble (NEPBUYHbIE)

NPUOBOPETEHHBLIE (BTOPUYHBIE).

[TpnoBpeTEHHbIE SH3UMONATUN OENATCA Ha
anMMeHTapHble,

TOKCUYeCKHne,

Bbl3BaHHbIE Pa3NNYHbIMW NATONTIOMMYECKMMN COCTOSTHUSIMM

opraHm3ma, Hanpumep noBbILLEeHMEM TeMnepaTypbl Tena v T.4.
[louobpemeHHbIe 3H3uMornamuu, rno-eudumomy, Habrrodaromcs rnpu ecex
bore3Hsix.



[TpnynHon HacnegCcTBEHHbIX 9H3MMONATUN ABMAETCHA
reHeTU4YeCcKn obycrioBrneHHaa HEAOCTATOYHOCTb MU NOSIHOE
OTCYTCTBME CUHTE3a (DEPMEHTOB.

[ledpekTHble PepMeHTLI HacneayTcd, B OCHOBHOM, MO
ayTOCOMHO-peLeCcCUBHOMY TUMY.

[ eTepo3nroThbl, Yyalle BCero, He UMerT PEHOTUNMNYECKNX
OTKITOHEHUW.

[Mpy HacneaCcTBEHHbIX H3UMOMNATUAX MPOUCXOANT HapPYLLIEHNE
onpeaeneHHbIXx MeTabonuyecknx nyTen, BO3HUKAeET aehnumt
NX KOHEYHbIX MPOAYKTOB U HAKOMMEHME NPOMEXYTOYHbIX
NPOOYKTOB, YTO NPUBOAMUT K KITMHNYECKUM NPOSIBIEHUSIM.



1) B Hopme:

2) [ledekTbl perynsatopHbIX
y4acCcTKoB O€ernkoB, KOTOpble

KOHTPONMPYIOT CUHTE3 (hePMEHTOB,
BbI3bIBAET MOMHOE UMW YaCTUYHOE

HapyLleHna bnocuHTesa
doepMeHTOB:

3 ) edekTbl reHa cuHTEe3a hepMeHTa.
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Y obpasoBasLueroca doepmMmeHTa HabnogarTCA CTPYKTYPHbIE
N3MEHEHUSA, KOTOPbIE NPOABASAITCS B UBMEHEHUUN €r0
KaTannTU4YeCKOM aKTUBHOCTU (KaK NpaBusio, oHa nc4es3aer),
YYBCTBUTENBLHOCTU K aKkTMBaTopam 1 MHrmbmntopam, CpoacTBY K
cybcTpaTtam, onTtumymam pH, Temneparypbi.

B cBA3UM C 9TUM NU3yYEHMEM KOHCTaAHT (pbepMeHTa SBNSETCH
peLlarLmMM B NOCTAHOBKE AMarHo3a BPOXOEHHbIX SH3MMONaTumn.



OcobeHHOCTbIO TeYEHUS HAacNeaCTBEHHbIX 3H3MMONaTUIn
SIBNSIETCA Hasiu4yue CKpbImMo20 rnepuoda, korga 6onesHb
KITMHUYECKN HE NMPOSABNSAETCH, HO MOXET BbITb 3anogo3peHa
NN YCTaHOBMNEHA HA OCHOBAHUN DUOXUMUYECKUX
nccrneagoBaHUN.

OObI4YHO NepBble KNNHUYECKNe CUMMITOMbI BPOXAEHHbIX
SH3MMoNaTuin obHapyKMBatoTCA B paHHEM JEeTCKOM Bo3pacTe.

MHoro4yncneHHble NaTonorn4yeckme COCTOAHUS,
obycnoBneHHble 4ePULINTOM OAHOIO NN HECKOSbKUX
depmMeHTOB, XapakTepmnayeTtcs 60nbLMM pasHoobpasnem
TEYEHUs.



Knaccndounkaumnsa HacneacTBeHHbIX 3H3MMONaTUM 0 KOHLA He
pa3paboTtaHa, 00bIYHO UX pPa3genstoT No TUNY HapyLeHUn
MeTabonuama:

1. HapyweHna meTabonnama aMMHOKNUCIIOT: (PEHUNKETOHYPUS,
anbOWMHW3M, ankanToHypus u ap.;

2. HapyLWeHna yrneBogHoOro obMeHa: ranakto3emus,
HacrneacTBeHHaa HenepeHOCUMOCTb (PPYKTO3bI, MUKOreHo3kbl;
3. HapyLUEeHUS NUNMOHOro obMeHa: NMNnAaossbl;

4. HapyweHna metabonnamMa HyKIeMHOBbIX OCHOBaHMI: nogarpbl,
cuHapowm Jlewa-Huxana v gp.;

5. HapylleHne obMmeHa B COEANHUTENBHOW TKaHMW:
MYyKononmcaxapumaosbl U ap.;

6. nedekTbl pepmeHTOB B XKT: MykoBMCcLMO03,
HenepeHOCMMOCTb NakTo3bl 1 Ap.

/. HapyLleHnsa obmeHa cTepougoB 1 T.4.

Bce 3TO OTHOCUTCS K reHHbIM 3aborneBaHUAM



[Mpumepbl:

CuvHppom Jlewa — HanxaHa — HacrneacTtBeHHoe
3aboneBaHne, xapakTrepusyoLleecst yBefindeEHNEM CUHTE3A
MOYEBOW KNCNOThLI (Y AeTeN) BblI3BaHHOE AedeKTOM (pepMeHTa
rMNOKCaHTUH-ryaHnHdocdopndosnnTpaHcdepasbl, KOTOPbIN
KaTanusnpyeTt peyTunusauuio ryaHmHa u runokcaHTuHa — B
pesynerate obpasyetcs bosnblLiee KonM4ecTBO KCaHTUHA U,
criegoBaTtenbHO, MOYEBOW KUCIIOTHI.

UacTtota BcTpeyaemoctun 1:300 000.



deHnnnmpoBuHorpagHasa onuroppeHnst — HacneacTBEHHOE
3aboneBaHue, npuBoasiLLiee B paHHEM OETCTBE K rmbenn pebeHka
NN K PasBUTUIO TAXKENOW YMCTBEHHOWN OTCTANOCTW.
MonekynspHbin 4edeKT 3akroyaeTca B 6r1okMpoBaHnm
npeBpaLleHna He3aMeHUMON aMUHOKNCIOTbI peHUnanaHnHa B
TUPO3WH:
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depMeHT, KaTanusnpyroLnn gaHHY peakuuo, He
CUHTE3NPYETCA B KrneTkax nevyeHn, eqUHCTBEHHOM opraHe, rae
OH B HOPME OTKPbIT. 3TO NPUBOAUT K PA3BUTUIO TAXKENOIO
HacneacTBeHHOro 3aboneBaHnsi, 00yCnNoOBIEHHOIO
N30bITOYHBbIM HaKonsieHnemMm camoro PeH 1 NPOAYKTOB ero
nobo4YHOro Nyt obmeHa — PEHNNMMPOBUHOIPAAHON KUCMOTHI,
a 3ateM (PeHUSIMONIOYHON U PEHNNYKCYCHOW KUCNOThI B TKAHU
MO3ra 1 CbIBOPOTKE KPOBU DOSIbHbIX OETEN.

[1narHo3 ctaBAT Ha OCHOBaHUMN XMMMNYECKOINo METoAa OTKPbLITUS
deH nnn peHnNNMPoBUHOrPaaHON KNCNOTbI Ha NMefieHKax
neten. JleueHne B OCHOBHOM CBOAUTCH K UCKITHOYEHUIO N3
nuTaHnsa pebeHka PeH. [ins Takoro pedbeHka Tnp okasbiBaeTcs
He3aMeHNMOWN aMUHOKUCITOTOU



FanakTe3emusa (HENEPEHOCUMOCTL MOJSIOMHOIO caxapa),
CBA3aHa C OTCYTCTBMEM CUHTE3a B KNETKaxX nevyeHn pepmeHTa,
KaTanusnpyoLlero npespalleHne ranaktosbl B rH0KO3Y.
MyTauns CTPpYKTYpPHOro reHa, OTBETCTBEHHOIO 3a CUHTE3
doepmMmeHTa ranakto3o-1-gpocharypnguntpaHcdepassbl.

IIyTe MeTabo m3Ma I'aTakTo3nl

[CanaxTuTON < I'amakrToza > TanaxTozHag KHCNOTA

Hed nuut | TanakToxuHaza
ranaKTOKHHaE

Tanaxtoso 1-dechar

yadr

Hed nuut
Hed uunt Tpancd epasa IMHMEPA3L
TpaHch epasul INUMEpaza
YIOP Tan ~
Tnroxcozo-1 docdar
~a Fanaxtonpore HAE!
< TamaxtTonunupm
bochormoromaraza ‘ Myxononnc axaprnosa

Taoxoso-b docdar




CnencrtBmvemM nogodbHoOUM aHOManumm ABnseTCA HakoneHue
ranakTo3sbl B TKAHAX N pa3BUTUS KaTapaKTbl B paHHEM
BO3pacTe, NopaeHne TKaHen rnevyeHn n Moara, Hepeagko

npuBoasaLwmne K rmubenm pebeHka.
JleyeHne B gaHHOM crny4vae CBOAUTBLCA K UCKIHOYEHMIO U3

ANETbl MOJIOHYHOIO CaxXapa.



[MpnobpeTeHHbIe

AHHVIMeHTaprIe 3H3MMoOnNaTUmn — 3TO CTOUKME HapyLweHUA
dKTUBHOCTN CbepMeHTOB, CBA3aHHbIE C XapaKTepoM NMNTaHUA.

1. OTCYTCTBMEM WUITN CHKEHWEM B MNULLIE Konn4yecTBa bernka;
2. nedUUTOM B MULLLE BUTAMUHOB, MaKpPO- U MUKPOINEMEHTOB,
HEKOTOPbIX HU3KOMOJEKYISAPHbIX OMONOrM4yeckn akTUBHbIX

BELLECTB;

3. HapyLUeHeM COOTHOLLUEHNS B NuLLE OENnKoB, XXNPOB U
yrneBoaoB.



Tokcnyeckne aH3nmonaTmm obycnosneHsl N3dupaTenbHbIM
YrHETEHMEM aKTUBHOCTU UIMN CUHTE3a OTAESNbHbIX PEPMEHTOB
nnn Hecneumndnyecknm yrHeteHnem onocuHTesa benka B
pesynbrate OJNTENbHOro BO3AENCTBUS TOKCUYECKUX areHTOB.
Hanpumep, conu Taxensix MeTannos, nectuuuibi.

Tokcu4yeckne areHTbl MOryT HaxoamMTbCA He TOSMbKO B
Yy>XepOoaHbIX COeANHEHNAX, HO U B NULLEBbLIX NPOAYKTaX.
Hanpumep:

1) NHrIMBUTOPLI, coaepXXaLllMeCHA B COEBLIX NpoayKTax, anuax
OOMalLHeW NTULbl YTHETAKT akTUMBHOCTbL npoTteas XXKT - TpuncuHa,
XUMOTPUNCUHA, 3nacTtasbl.

2) aHTUBUTAMMUHBI.

Hanpumep: aHTuBMTaMmMHOM BUTaMuHa B1 (TnamuHa) siBnsieTcs
NMMPUTUAMUH, Bbl3blBalOLWNIN SIBNEHUSA MOSIMHEBPUTA)

3) umaHngbl unu okenabl yrrepoga (1) yrHetaroT akTUBHOCTb
doepMeHTOB, coaepXawnx B aKkTUBHOM LEHTpe Fe2+.

4) onntensbHoe aencTeme PTopmuaoB YyrHeETaeT akTUBHOCTb DEPMEHTOB,
cogepXalwmx B akTUBHOM LeHTpe Mg2+ .




IH3UMOAMNArHOCTUKA



OH3MMOogMarHocTka 3aknioyaeTcsi B MOCTaHOBKE AMarHosa
3aboneBaHus (UM cMHOPOMA) Ha OCHOBE ONnpeaeneHus

aKTUBHOCTU DEPMEHTOB B BMOMNOIrMYECKNX XUAKOCTSAX YeroBeka.
[MpUHUMMbI 3H3MMOANArHOCTUKM OCHOBAaHbI Ha crneayoLmx

NO3NLUNAX:

1) Nnpu noBpexXxaeHun KNeTok B KPOBU UMM Opyrnx BNonorndeckmnx
XUOKOCTSAX (HAanpuMep, B MOYe) YBENNYMBAETCHA KOHLUEHTPaLUA
BHYTPUKITETOYHBIX (DEPMEHTOB MOBPEXOEHHbIX KIETOK,;

2) KOnn4yecTBO BbiCBODOXOaemMoro doepmMmeHTa 4OCTaTOYHO OS19 €ro
oDOHapyXeHus;

3) aKTUBHOCTb DEPMEHTOB B DUOSTOrMYECKNX XXUOKOCTSIX,
ObHapyXMBaeMbIX Npu NMOBPEXOEHNN KNETOK, CTabunbHa B TEYEHME
OOCTaTOYHO OSNINTENLHOrO BPEMEHU U OTNNYAETCH OT HOPMaSIbHbIX
3HaA4YEeHUN;

4) psg pepMeHTOB MMEET NMPENMYLLLECTBEHHYIO NN aDCOMOTHYIO
nokanumsaumio B onpenerneHHbIX opraHax (opraHocneyndunyHoOCTb);
CYLLECTBYIOT pasfinyima BO BHYTPUKNETOYHOW nokanusaunm psga
doepmeHTOB.



1. IpnynHbl, NnpnBoAALLNE K YBENTMYEHUIO KONMYeCTBa
doepMeHTOB B KPOBU

depMeHThLI NNasmMmbl KPOBU MOXKHO pasgenuTb Ha 2 rpynnbl.
[lepBasn, oTHOCUTENBLHO HeDONbLUAs rpynna epMeHTOB akKTUBHO
CEKPETUPYETCH B NfiasamMmy KpoBUu onpenerieHHbIMM opraHamu.
Hanpumep, nedyeHb CUHTE3UPYET HEAKTUBHbIE NPeaLleCTBEHHUKN
dePMEHTOB CBEPTbLIBAIOLLIEN CUCTEMbI KPOBMW.

Ko BTOpoun oTHOCAT DonbLUyto rpynny depMeHTOB, KOTOpPbIE
BbIMOMHAKT CBOK (PYHKLUMIO BHYTPU KNETKU U HE MMEIDT
do13M0NOrM4eCcKoro 3Ha4eHua B nriasame KpoBu.

Y 300pOBOro YernoBeka akTUBHOCTb 3TUX (PEPMEHTOB B Nnnasme
HMU3KadA N OCTAaTOYHO NOCTOAHHAs, TaK KakK NOCTOAHHO
COOTHOLLEHME CKOPOCTEN BbICBODOXKAEHUSI NX N3 KNETOK U
CKOPOCTEeN paspyLueHus.



[Tpy MHOrMX 3aboneBaHMsX NPONCXOANT NOBPEXAEHNE KNETOK,
N UX COOEPKMMOE, B TOM YnCre N PEPMEHTHI,
BbICBODOXOAlOTCA B KPOBb.

K npuynHam, Bbi3blBaloLWNMM BbICBODOXOEHNE
BHYTPUKNETOYHOrO COAEPXKMUMOro B KPOBb, OTHOCSAT HapyLUeHME
NMPOHULAEMOCTN MeMBOpaHbI KITETOK (MpY BOCNanuUTENbHbIX
npoueccax) Unu HapyLeHne LEeNOCTHOCTM KNETOK (rnpu
HeKpo3e).

OnpepgeneHne B KPOBM aKTUBHOCTU psaaa depMEHTOB XOPOLLIO
Hana)xeHo B BMOXnmMun4eckux rnabopaTtopusx, YTO UCMOSb3YIoT
anst AnarHoCTukKM 3aboreBannn cepgua, Ne4YeHn, CKerneTHom
MYCKynaTypbl N APYrMxX TKaHEeW.

YpoBeHb aKTUBHOCTU DEPMEHTOB B NSia3aMe KOppenupyeT co
CTEeNeHbI0 NOBPEXOEHUA KIETOK.



[na 3H3MMOANAarHOCTUKN MMELOT DonbLLIOE 3HaYeHNE 3HaHUS O
cybKnNeTo4YHoM nokanmsaumm epmeHTOB.

Hanpuwmep,

nodBIrieHne B niia3mMme KpoBU CbepMeHTOB, MMELWNX TOJIbKO
LUMTO30J1IbHYHO JTOKaJin3dauumto, CBUOETEIIbCTBYET O
BOCMNAaJliIUTENIbHOM Mpouecce,

npyn 0OHaPY>XEHUU MUTOXOHAPUATbHbIX UM SAEPHbIX

dhepMeHTOB MOXKHO rOBOPUTL O Bornee rnybokKux NOBPEXAEHUSIX
KNEeTKn, Hanpumep O HEKPO3E.



OaHako NMoBbILLEHNE KOHUEHTpaUun bepMeHTOB He Bcerga
CBA3aHO C NoBpeXxaeHnem TKaHeu.

[Tpn N30bITOYHOWN KIeTOYHOW Nponndepaumn, Hanpumep nNpu
OHKoMnponudepaTnBHbIX Npoueccax, Npu NOBbILLEHHON
CKOPOCTM CUHTE3a HEKOTOPLIX PEPMEHTOB B KNeTKax nnu npu
HapyLIEHHOM KnnpeHce HabnogatoT NOBbILLEHNE KOHLUEHTpaLNK
B KpOBW onpeaenieHHbIX PepMeHTOB.

CnepgyeTt yunTbiBaTh, YTO HOpMaribHble 3HA4YEHUSA aKTUBHOCTU
doepMeHTOB B KpOBU AeTEN N DEPEMEHHbIX XKXEHLLMH
OTNUYaloTCs OT NOoKasaTenewn, XxapakTepHbIX ON19 B3POCIbIX
300pOBbIX NoOEWN.



2. N3odepmeHTbI

depMeHThI, KaTanuanpyrowme ogHy u Ty Xe XUMUYECKYIo
peakunto, HoO OTNINYaloLLMECSH MO NEPBUYHON CTPYKTYpe benka,
Ha3bIBalOT U30pepmMeHTammn, nnn n3o03H3MmMmammn. OHu
KaTanu3npyroT OOUH U TOT XXe TUMN peakuun ¢ NpuHUMNMansHo
OAVHAaKOBbIM MEXaHWU3MOM, HO OTNMYakTCAa OApYyr OT gpyra
KWHETUYECKMMK NapamMeTpamMu, yCRnoBUAMM akTUBaALIUN,
0COBEHHOCTSAMU CBSA3N anodpepMeHTa U KopepMeHTa.

[Mpnpoaa nosiBrneHnst n13odepMeHTOB pasHoobpasHa, HO valle
BCero obycrioBneHa pasnmunamMn B CTPYKTYpE reHoB,
KOOMPYOLMX 3TU n3odepmeHTbl. CriegoBaTenksHo,
N30PEPMEHTHLI pasnnyatoTcs no NepBUYHON CTPYKTYpE
6enkoBoOM MONEKYNbl U, COOTBETCTBEHHO, MO (PU3UKO-
XUMUYECKNM cBOMUCTBaM. Ha pasnnumax B uU3nKo-XMMMNYECKUX
CBOMUCTBaAX OCHOBaHbl MeToAbl onpeaeneHns n3ogpepmMeHTOoB.



[1o cBOEU CTPYKTYype U3odepMeHTbl B OCHOBHOM SABMAKOTCS
OfIMroMepHbIMN Benkamu.

[Tlpnyem Ta nnu nHaqa TkaHb NPENMyLLECTBEHHO CUHTE3NPYET
onpeneneHHble Bnabl NPOTOMEPOB.

B pesynbrate onpegenéHHon KoMorHaumm aTnx npoToMepoB
doopmupytotca pepMeHTbl C PpasnUYHOU CTPYKTYPOU -
N3oMepHbIe PopMbI.

ObHapyxeHune onpeaenéHHbIX N3oPepMeHTHbLIX OpPM
doepMeHTOB NO3BOMAET UCMNOMNb30BaTh UX ANA OANArHOCTUKU
3aboneBaHui.



U3ochopMbl nakrtatoernaporeHasbl.

depmeHT naktataerngporeHasa (J14I) katanusnpyet obpaTtumyto
peakumio OKUCNeHUs rnakTata (MofIo4HOW KACIOThI) 40 NupyBarta
(NMMpoBUHOrpagHOW KNCSOThI)

CH nar  Ghs
HC-OH  +NAD' = C=O +NADH + H'
Co0’ Wele}

Naxrar Mupysar

INaktaToerngporeHasa - ofMMroMepHbIn 6enok ¢ MoneKynapHom
maccon 134 k[, coctoawmn ns 4 cybveauHuy 2 tunos: M (ot
aHrn, muscle - mbiwua) v H (ot anrn, heart - cepgue).
KomMbOuHauua aTux cyobeguHuy, NexxmT B 0CHOBE 0OPMMPOBaHUS
5 N30(popM nakrataernaporeHassol.

noar1 v NAr2 Hanbonee akTUBHbI B cEPOEYHON MbILLLE U
noyvkax, JIAI4 v JIOI'S - B ckeneTHbIX MbilLLAaX 1 NeYeHw.

B ocTanbHbIX TKAHAX MMeITCS pasnnyHblie PopMbl 3TOIO
doepMeHTa.



nary

nar nar, nars nars

NAars NAare nars narz nary

~~WndcpapkT Muokapaa

A/J\/\M _— 3n0posbiil Yenosex
Menatwr
M /

N3odhopmeil
nakrargermgporeHassi.

A - CTpO€EHMe pasnnyHbIX
nsocpopm J14r;

b - pacnpegeneHne Ha
anekTpodoperpamme u
OTHOCUTENbHLIE
KonunyecTsa nsodopm J14I
B pa3nuU4HbIX OpraHax;

B - cogepxaHne nsodgopm
NnAr e nnasme Kposu B
HOPME U NpWU NaTosIornu



[losBneHne B 3BONMOLMK pa3nnyHbixX nsodgopm J14I
00yCcnoBneHo 0COBEHHOCTAMN OKUCIUTENBHOIO MeTabonuama
TKaHeW.

N3oepmenTol J14T4 v NIATS (M-tvnel JI41) paboTtatoT

9o (PEeKTUBHO B aHA3POOHbIX YCNOBUSX,

nar1 v nar2 (H-tunel) - B aapobHbIX, Korga nmpysaT ObICTPO
okncnsetcsa go CO, n H,O, a He BoccTaHaBnMBaeTcs A0
MOJTOYHOW KUCIIOTHI.

[pu psige 3aboneBaHum nccnenytot aktuBHocTb JIAI B nnasme
KpOBMW.

B Hopme aktuBHoCTb JIAI coctaBnsaet 170-520 ELO/n.
[ToBbILLEHME AaKTUBHOCTM HAbNKAKT NPU OCTPbIX MOPaXXeHUSAX
cepaua, nevyeHu, NoYek, a Takke npm meranobnacTHbIX U
reMoSIMTUYECKMUX aHEMUSAX.

OpaHaKo 3TO yKa3blBaeT Ha NoBpeXaeHune Nuilb OgHON U3
NepevYnCrieHHbIX TKaHeMN.



NU3odcopMbl KpeaTUHKUHA3bI.
KpeatnHknHasa (KK) katanunampyet peakuunto obpasoBaHus
KpeaTuHdocdara:

NH ||~|:H ®
C—NH. KK C—NH—POsH,
|

’:"0“3 e ficke e —
C‘:Hz ?Hz KK ¢ ‘@
COOH COOH _— KK \@ )
Kpeatux Kpearundocdar o

Crapr

Monekyna KK - gumep, coctosmin n3 cyobeamHuL, aByx TUMNOB:
M (oT aHrn, muscle - mbiwua) n B (ot aHrn, brain - moar).

N3 aTnx cydobeaunHuy, obpasytorca 3 usopepmenta - BB, MB,
MM.

N3odepmeHT BB HaxoguTcsa npenmyLecTtBeHHO B rOSIOBHOM
mo3re, MM - B ckeneTHbIX Mblwuax n MB - B cepagevyHon mblwile.
N3odhopmbl KK MMeloT pasHyo anekTpodopeTUYecKyto
NoABUXKHOCTb.



AkTnBHoCTb KK B HOpme He gorkHa npesbiwarts 90 ME/n.
OnpepeneHune aktnBHocTn KK B nnasme KpoBuM UMeeT
ONarHOCTUYECKOE 3HaYEHME Npu nHapkTe Mnmokapaa
(npoucxoguTt nosblweHne ypoBHA MB-nsogopmel — KK2).

KonnyectBo nsogopmel MM (KK3)MoXeT noBbILLIATLCA Npw
TpaBMax U NOBPEXAEHUAX CKENMETHbIX MbILLIL.

N3odopma BB (KK1) He MmoXXeT NnpOHNKHYTL Yepes
rematosHuedannyeckuin bapbep, NOITOMY B KPOBU
NPaKTUYECKN HE onpeaensieTca gaxe rnpu NHCynerax u
OVarHoCTUYEeCKOro 3Ha4YeHus He NMeeET.



AcnaptatamuHoTpaHcdepa3sa (ACT) katanmsnpyeT peakuuto
nepeamMmHMpoBaHns (TpaHCaAaMUHUPOBAHUSA) Mexay acnapTaToM U a-
KeTornytapaTom:

a -Ketornyrapar + L-acnaprat < L-rnyramar + okcanoauerar.

Y MnekonuTarLwmnx Hanbornee BbiCOKasi akTUBHOCTb U KOHLIEHTpaLUS
ACT oTmeyeHa B Nne4YeHn, HEPBHOW TKaHM, CKENIETHOW MyCKynaType u
MUoKapae.

HesHaunTenbHasa aktneHocTb ACT onpeaeneHa n B KpOBU 300POBbIX
nogeun.

B 6onbWMHCTBE TKAHEWN CYLWEeCTBYET Kak MMHUMYM OBa N3ogepmMeHTa
ACT: mutoxoHgpuansHbln nsodgepmeHTt (MACT) 1 pacTtBopuUMbIN B
uutosorie nzopepmeHt ACT (LACT).

UACT cocTtouT 13 aByX UOEHTUYHBLIX CyObeanHuu, aumep 93 kla.
MACT - gnmep ¢ monekynapHomn maccoun 91 k[a.

N3opepmeHTol ACT nMeroT HEKOTOPOE pasfninime KUHETUYECKUX
XxapakrepucTtuk: ontumym gencrteusa MACT bonee Husknn, yem LACT.



3. QH3MMOoaMarHoCcTuKa npu MHdapKkTe Mmokapaa

[MpumepHOo 30% O0NbHBIX MHAPKTOM MUOKapaa UMEKT
aTUMNUYHYIO KNMHUYECKYIO KapTUHY 3TOro 3aboneBaHna = >,
OONONHUTESNbHbIE METOALI UCCedoBaHUA ONA NOATBEPXKAEHUSA
NoBpeXaeHNa cepaevyHon MbiLlULbI.

[Tpn nHbapKTe MmMokapaa HabrnoaaT JOCTOBEPHbIE
N3MeHeHNa B KpoBUN akTUBHOCTU dpepmeHToB KK, JIAI 1
acnaptarammHoTpaHcdepasbl - ACT, KOTOpble 3aBUCAT OT
BPEMEHU, npoLueaLlero oT Havarna pas3BuTuga nHdpapkta n ot
30HbI TKAHEBOI0 NOBpEXAEHUS.



[Tocne 3akynopku (OKKNO3nm) KOPOHaApPHOro cocyga B KpOBU
BHa4ane ormeyvatoT nosbileHne aktuBHocTn KK nsogopmel MB,
oOHaKo pepMeHT BbICTPO yaandeTcs N3 KpOBOTOKaA.
Ob6HapyxeHune nosbllleHHOW akTUBHOCTM KK B nna3me KpoBwU -
OCHOBHOWN 3H3MMOANArHOCTUYECKNIN KPUTEPUIN NHapKTa
MUokapaa.

Ecnun y naymeHTa ¢ 3arpyguHHbIMM 00onsiMm He 0OHapYy»XeHO
nameHeHua B aktmBHocTtn KK, anarHo3 nHgapkta Mmmokapaa
ManoOBEPOATEH.

AKTMBHOCTb ACT B HOpMe cocTasndeT 5-40
? ME/n. [Npu nHgapkTe Mmokapaa akTUBHOCTb
ACT noBbiLlaeTca Yepes 4-6 4, MakCUMyM - 2-3
OH.
YposeHsb JII" Takke yBennyinesaeTca B
nyiasme KpoBUM Yepes3 HECKOSIbKO YacoB nocrie
3aKyMnopKn KpOBEHOCHOIoO cocyna; MakCumMym
aKTUBHOCTM HabnogaoT Ha 3-4-1 AeHb, 3aTeun
o 2 A T b 10 HacTynaeT nocTteneHHaa HopmMmanusaums

MbTapn Bpowms, aKTUBHOCTU. YpPOBEHb MOBbLILLIEHNSA
MHOKaDAa aktusHocTu J1II" kKoppenupyet ¢ pasmepamm

NOBPEXOEHNA cepaevYHON MbiLLLbI.

KparHoe yBenu4yeHue aKkTMBHOCTU
hepMeHTOB OTHOCUTENbHO

HOPMArbHLIX 3HAYEHUH
- N W E-N N O ~l




AnaHuHamuHoTpaHcdepasa (AJIT)

AnaHunHamunHoTpaHcdepasa (AJ1T) kaTannanpyeTt peakuuto
nepeaMmnHUpoBaHua mexay L-anaHMHOM 1 a-KeTornyTapaToMm:

L-anaHunH + a-ketornyrapar < nupyeart + L-rnytamar.

AJIT npucyTCTBYET BO MHOIMX OpraHax: neyeHun, no4vkax,
CKeneTHbIX MbIlLax, MMoKkapae, nomxenygovyHou xenese.
HeBbicokas aktTuBHOCTb AJ1T oTMedeHa 1 B CbIBOPOTKE KPOBU
300pOBbIX NtoOeWN.

Kak n ACT, AJIT npucyTCTBYeT B KIeTkax B popme ABYyX
N30PEPMEHTOB - LLUTO30SIbHOIO U MUTOXOHAPUANbHOMO, HO
nocrnieaHnn HectabuneH, cogepxaHue ero B KreTke HU3KOoe.



KnnHuyeckoe 3Ha4yeHne onpeaeneHus KOHUeHTpauum
aMmuHoTpaHcdepas.

[loBbILLEHME aKTUBHOCTM aMUHOTpaHcdepas 0OTMeYeHo npu
pAge naToriormyeckux NPoLeccoB, B KOTOPbIe BOBNeEYeHa
NeyeHb.

AktnBHocTb ACT n AJIT noBblleHa Npyn OCTPOM MaHKpeaTuTe,
XoneuncTnTe, napasutapHbix 3aboneBaHusix, ncopuase,
oXkorax, NPUMeHeHNN NPONMUOHSIAKTOHa Kak NpOTUBOBUPYCHOIO
cpefcTtBa, neperpyske opraHnm3mMa >enesom.

YBenuyeHne akTMBHOCTU aMUHOTPaHcdepas MOXHO OTMETUTL U
Yy 300POBbIX NtoAen npu anete, boratom 6enkom nnu
cogepxallen 25—30% caxapo3sbl, a TakKe y JOHOPOB.



AkTnBHocTb ACT B KpoBM BO3pacTaEeT npu Tybepkynese nerkux,
cenTuuemMmu, repnetnyeckon NHQEeKUMn, BUpPYyCHOM renature,
OnyXonsx.

AkTnBHocTb ACT cHwKaeTcsa npu mansipum n 6epeMeHHOCTU, He
MEHSIETCA NMpu aMbONMN NEro4yHOn apTepun, NHEBMOHUSX,
abcueccax fnerkoro, peBMaTongHomM apTpuTe.

YBenuyeHne aktmBHocTt AJ1T oTMeyeHOo y nauneHToB npu
Tepannn HEKOTOPLIMU JNTEKAPCTBEHHbLIMU cpeacTBamMmn, OCODEHHO
aHTUOMOTUKaMW.



NccnepoBaHune otHoweHuss MACT/obwasa aktmBHoctb ACT
Takxke 6bIN1I0 NpeanoXeHo B Ka4ecTBe ANarHoCTUYECKOro TecTa.
OTHoweHne MACT/obwasa aktneHoctb ACT CHUXKEHO npwu
obulem renatute U He U3MEHEHO NPU anKororibHOM NopaXXeHUn
neyYeHn, MetTactasax B Ne4YeHu.

[TosiBrieHne B CbIBOPOTKE KPOBU BbICOKOM akKTUBHOCTU MACT
CBUAOETENBCTBYET O HEKPOTUYECKUX NpoLieccax B renarouuTtax.
[MpeanoXxeHo ncnosib3oBaTb rnosBbilieHne akTnHoctn ACT B
CbIBOPOTKE KPOBU KaK NPOrHOCTUYECKUN TECT NPU OCTPOM
newnKkose.



a-AMunasa -pepMeHT, rmaponmayrowmnm BHyTpeHHue 1,4 a -
MMKO3uAHbLIE CBA3W Kpaxmana, rmmkoreHa n gpyrux nonmmMepos
[THOKO3bl.

KnuHuyeckoe 3Ha4yeHuUe ornpederieHuUss akmueHocmu amuriasbl 8
CbIBOPOMKE KpOoB8U.

OnpepneneHne akTMBHOCTU O-aMunasbl B CbIBOPOTKE KPOBMU -
Hanbonee pacrnpocTpaHEHHbIN TECT ANArHOCTUKN OCTPOro
NaHKpeartura.

[1pn OCTPOM NaHKpeaTuTe akTUBHOCTb (DEPMEHTA B CbIBOPOTKE
KpOBW Bo3pacTaeT Yyepes 3-12 4 nocne 6oneBoro npucTyna,
gocturaet makcmmyma yepes 20—30 4 1 Bo3BpallaeTcs K
HOpMe npu 6raronpUATHOM TEYEHUN B npeaenax YeTblpex OAHEN.
AKTUBHOCTb O-amuna3sbl B Mo4Ye Bo3pacTaeT vyepes 6-10 4 nocne
NnogbeMa aKkTUBHOCTU B CbIBOPOTKE M BO3BpaALLAETCHA K HOpMe
Yyalle BCEro 4epes Tpu gHA nocrie nogbema.




AKTUBHOCTb O -amMuna3bl B CbIBOPOTKE KPOBM 4YacTo yBENNYeHa
NpWY NOYEYHOW HEJOCTATOYHOCTU, OJHAKO HE COBCEM SICHO, YTO
ABISIETCHA NPUYMHON TaKOro YBEMNUYEHNS - BO3pacTaHme
obpasoBaHusa dbepMeHTa UNn CHMKEHNE €ro SfTIMMMHAaLINM.

B Takux cnyyasx 4ononHUTENbHY MHOpMaLMI0 MOXET AaTb
onpeneneHne CKOPoCTU IKCKpeLUn a -aMmunasbl Unm pacyet
KnnpeHca pepmMeHTa.



vy-[ nyTamuntpaHcnenTngasa

[TT kKatannanpyet nepeHoc y-rnytamuna Ha aMmMHOKUCIIOTY UMK
nenTua, Ha gpyryto Monekyny cyocrpara unm soay.

buonorunyeckas ponb pepMeHTa cBs3aHa Takxe C perynaumnen
YPOBHS rnyTaTuoHa B TKaHSAX.

MMEHHO 3TM MOXXHO OOBbSCHUTb BbICOKMW YPOBEHL IMyTaTuoOHa B
nrasmMe KpoBM U MOYEe NaLMEHTOB C reHETUYECKN
OeTEPMUHMNPOBAHHLIM OTCYTCTBMEM CUHTEe3a [TT.

Perynunpysa ypoBeHb riytatuoHa, ['T'T MoXeT BNUATb Ha CUHTES
benka, YTo OOBbACHAET NOBLILLIEHHYI YOENbHY aKTUBHOCTb
doepMeHTa B TKaHSX C BbICOKOM CKOPOCTbIO MeTabonuama.

OTO XXe MOXET ObITb NPUYMHOWN MOBbLILLEHHOIO YPOBHA pepMeHTa
B TKAHAX U KPOBU HOBOPOXKOEHHbIX.



KnuHuyeckoe 3Ha4yeHue oripeoerieHuUsi KoHueHmpauuu T s
CbIBOPOMKE KPOoB8U

Hanbonee yactasa npuynHa nosblileHNs1 aktTuBHOCTU [TT B
CbIBOPOTKE KPOBM — MaTONOrnA nevyeHu.

Cnaboe ToKkCu4YecKoe BO3OENCTBUE Ha MEYEHb, Bbi3bliBalOLLEE
XXUPOBYIO MHMPUNETPALMIO, NPUEM arnKorons v nekapcTBeHHbIX
npenapaToB COMPOBOXAAKTCA YMEPEHHbIM YBENUYEHNEM
aktuBHocTu [TT.

bonee BbipaxxeHHOEe MoBbILLEHNE aKTUBHOCTU 0epPMEHTA
CBA3aHO C BHEMEYEHOYHOMN N BHYTPUNEYEHOYHOMN OBCTPYKUMEN,
BTOPUYHbLIM BOBNEYEHNEM MNEeYeHN B OHKOSTIOrMyeckme npouecchl
opraHmama nytTemMm MetactasupoBaHU4.

Camas Bbicokast akTUBHOCTbL [T T B CbIBOPOTKE KPOBU OTMEYEHa
Npn 3aKynopkKe XXenyHoro NpoToka nnun 3nokavyeCTBeHHbIX
onyxonsx, NPAMO Unn onocpegoBaHHO Nopa)kakoLnX NevyeHsb.
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JH3nMoTepanus



icnonb3oBaHne pepMeHTOB B Ka4YeCTBE TepaneBTUYECKUX
CpeacTB UMEET MHOIO OrpaHNYeEHNN BCIieaCcTBUE NX BbICOKOM
MMMYHOIeHHOCTWN. TeM He MeHee 3H3NMOoTepanmio akTUBHO
pa3BMBalOT B CrieayoLWmx HanpasneHUax:

1) 3amMecTuTENnbHaa Tepanums - UCrosib3oBaHNe ePMEHTOB
B Cllydae X HegoCTaToOYHOCTH;

2) 9rieMeHTbl KOMIMIIEKCHOW Tepanun - NPUMEHEHMNE
doepMeHTOB B cCOYeTaHUU C ApPYyron Tepanueun.



3amecTuTenbHag sH3umMoTepanus acbdeKTUBHA NPU XKenyao4Ho-
KULLIEYHbIX 3aboneBaHusiX, CBA3aHHbIX C HEOOCTAaTOYHOCTbIO
cekpeLumn nuLeBapuUTebHbIX COKOB.

Hanpumep, nencunH ncnonb3yrT NPpU axunuu, rno- v
aHaLUWOHbIX racTpuTax.

[ednuunt naHkpeaTnieckux doepMeHTOB TakKe B 3Ha4YUTENbHOM
CTENEHN MOXET ObITb KOMMNEHCUPOBAH MPUEMOM BHYTPb
npenapaToB, cogepaLlnx OCHOBHbIE (PEPMEHTDI
nomxenygovHomn xenesbl (pectan, aH3ucTan, Mesmm-gopTe U

ap.).



B KayecTBe 4OMONMHUTENBHbLIX TepaneBTUYECKUX CPEOCTB
depMeHTbI UCNOMNb3YIOT NPU paae 3adboneBaHNN.

[TpoTeonutunyeckmne depMeHThbI (TPUNCUH, XUMOTPUINCKUH)
NPUMEHAIOT NPU MECTHOM BO34eNCTBUM Onga obpadboTku
rTHOWHbIX PaH C UEenbo pacwenneHuss 6enkoB normbLLInX KIeTok,
ans yoaneHust CryCTKkoB KPOBU UK BA3KNX CEKPETOB Mpw
BOCNanuTenbHbIX 3aboneBaHUsIX AbiXaTernbHbIX NYTEN.

depmeHTHbIE NpenapaTtbl pUboHyKneasy u
[1€30KCUPUOOHYKNeasy MCNoMb3yT B KAYECTBE
NMPOTUBOBUPYCHbIX NpenapaToB Npu Nie4yeHnn ageHOBUPYCHbIX
KOHBIOHKTMBUTOB, reprneTn4Yecknx KepaTuTos.



depMeHTHbIE NpenapaTbl CTarnm WMPOKO NPUMEHSTb Mpu
Tpombo3ax n TpomMboamobonusx.

C aTon Uenblo UCMOoSb3YIOT NpenapaTtbl PUOPUHONNINHA,
cTpenTonmasbl, CTpenToaeKkasbl, ypOKMHa3bI.

depmMeHT rmanypoHugasy (nngasy), Katanusnpyownm
pacLuenneHne rmanypoHOBON KNCSIOTbI, UCMOSb3YHT NOAKOXHO
N BHYTPUMbILLEYHO A1 paccacbiBaHNS KOHTPaKTyp pyouoB
nocrie OXoros 1 onepauuin (rmanypoHoBasa KucrnoTta obpasyer
CLUMBKWN B COEONHUTENBHOW TKaHW).



(DepMeHTHble npenapartbl MCMNOJ1b3YHOT NPUN OHKOJTOTNMYECKUX

3aboneBaHuNsAX.
AcnaparuHasa, kaTanuaupytouias peakumo katabonmsma
acrnaparumHa, Halwuna npuMeHeHne ansa nevyeHns Nemkos3os:

0
,0 ,0 O Y

C
° ° T NH, T om | “NH; | “OH
' ~OH Y SNH AcnaparwHcunTetasa o, CH, CH. AcnaparuHasa CH,
CH; + CH, - ATp ————— ! + ! +AMS I +H0 —m8M8 |
: . CH=NH; CH CH —NH; J CH—NH;
H - NH H
. . i COOH CH—NHz + HiP20; c'ooa C'OOH
COOH CH—NH; |
I COOH

+ NH;

COOH L-Acnaparun L-AcnaparvHoBasn
L-AcnaparuHoBasn L-Fnytamux L-Acnaparui  L-Tnyramurosan xMenora
Kcnora Kucnota

[1IpeanockINKou aHTUNENKEMNYECKOIO AENCTBUA acnaparmHasbi
NOCNYXWUNo obHapyXeHne B NIEUKO3HbIX KNeTKax A4edEKTHOro
depmMmeHTa acnaparmHCUHTETa3bl, KaTanmn3npytoLwero peakuuto
CUHTEe3a acnaparuHa.

JlenkosHbIe KINeTKn He MOryT CUHTE3UpoBaTb acnaparmH u
nony4arT ero U3 nnasmbl Kposu. Ecnn nmetowinncs B nnasme
acnaparvH paspyluaTtb BBedeHMeM acnaparmHasbl, TO B
NEeNKO3HbIX KNeTkax HacTynuT aedouumT acnaparvHa v B
pesynsraTte - HapylleHne metabonuama KneTku.



