


» PepMeHTbI, NN 3H3UMBbI, NPeaCcTaBNAOT cCOO0N
BbICOKOCMELanmM3npoBaHHbIN KIacc BELLECTB ODENKOBOW
npupoAabl, NCMNonb3yeMbln XXUBbIMW OpraHn3MamMu ans
OCYLLIECTBNEHMNS C BbICOKON CKOPOCTbIO MHOMMX ThiCAY
B3aMMOCBS3aHHbIX XUMUNYECKNX peaKLUW, BKIOYaa CUHTES,
pacnaj n B3anmonpeBpalleHne orpoMHOro MHOXeCTBa
Pa3HOODpPAa3HbIX XUMUYECKUX COEAUHEHUN.

o PepMeHTHLI ABNAKTCS DENKOBLIMU KaTanm3aTtopamu
broxmmmnyecknx peakummn, bonbLuasi YacTb KOTOPbIX B
OTCYTCTBME (PEPMEHTOB NpoTeKana okl KpanHe meaneHHo. B
oTnn4une ot HebenkoBbIX KaTanmnaaTtopoB (H+, OH", noHsbI
METansoB) KaXabl depPMEHT CNOCODEH KaTann3npoBaTb
NULLb OYEHb HEDOMNbLLIOE YNCINO peaKkLUuin, HacTo TOSTIbKO OHY.
Taknm obpasom, pepMeHTbI NpeacTaBnstoT cobomn
peakLUMoHHO- cneundunyeckue katanmsartopsbl. [paktnyeckm
BCE BMOXMMUNYECKNE peakLMm KaTannsnpyoTcs doepmMeHTamum.



KINTACCUPUKALNA PEPMEHTOB
N HOMEHKIIATYPA

 [lepBoHa4ansLHO dbepMeHTaM gaBanu HasBaHus,
obpasyembie nyTemMm 00aBNEHNA OKOHYaHUA -a3a K Ha-
Ha3BaHUIO cybcTpaTa, Ha KOTOPbIWN AaHHbIV PEPMEHT
OencTByeT. Tak, pepMeHTbl, TMaponnaytoLLme Kpaxmarl
(aMmunoH), 6b1nIn Ha3BaHbl amunasamun; PEePMEHTHI,
rmaponmayroLlue Xupbl (MMNoc), —nunasamu;
depmMeHThbI, rmgponuayroLme 6enkn (MPoTenHbI), —
npotenHasamu. [losgHee pepmeHTam,
Katanm3npyroLwinmM cXogHble No TUMY peakuuun, ctanu
OaBaTb Ha3BaHMe, yKasblBaloLLEE TUM COOTBETCTBYIOLLEN
peakuun — germgporeHasbl, Ok- cuaassl,
nekapobokcunasbl, aumnassl n 17.4. MHOrne ns atunx
Ha3BaHWMN UCNONMb3YOTCA N TENEPb.



 HomeHknartypa, BBegeHHaa MexayHapoaHbIm
brnoxmmmnyecknum cotosom (IUB), Ha nepBbIN B3rnsia
Ka)KeTca CNoXXHOWU 1 rpoOMO340KOW, HO 3aTO OHa
ABNAeTcAa ogHO3Ha4YHOW. [ maBHbIM ee NPUHLUM
COCTOMUT B TOM, YTO dePpMEHThLI HAa3bIBaAOT U
Knaccudpunumpyrot B COOTBETCTBUM C TUNOM
KaTanmsmpyemou XMuMn4eCckon peakumm n ee
MEXaHWU3MOM; 3TO CYLLECTBEHHO obneryaer
cUCTEMAaTU3ALUIO AaHHbIX, OTHOCALLMXCA K
pasnn4yHbIiM acnektam metabonmama. OCHOBHbIE
4YyepTbl CUCTEMbI, BBEOAEHHOW IUB, COCTOAT B
cnegyroLlem.



* 1. Peakunm n pepmMeHThl, KOTOPbIE UX KaTanmn3npytor,
nogpasfnenstoTcs Ha LWEeCTb KIMaccoB, B KaXKA0M U3
KOTOPbIX MMEETCH HECKONbKO MNOAKIIacCoB (OT YeTbIpex
0o 13). 2. HaseaHue doepmMeHTa COCTOUT U3 ABYX YacTeu:
nepBag YacTb — Ha3BaHWe cybcTpara (Mnm cyocTpaToB);
BTOpas yKasblBaeT TUM KaTann3npyemoun peakumm u
OKaH4YMBaETCH Ha -a3a. 3. [lononHutenbHas
MHpopMaLms, ecnu oHa Heobxoauma A9 YTOMHEHUS,
3aknt4vaeTcs B ckobkn. Hanpumep, pepmeHT,
KaTanuanpyrLwiunn peakuymio L-manat + NAD+ = [lupyBart +
CO, + NADH + H \ umeeTt Homep 1.1.1.37 1 Ha3bIBaETCH L-
mManart: NADf okcnaopeaykrasa (gekapbokcunupytoLas).



e 4. Kaxabin epMeHT MMEeET KoA4OoBbI HOMEP MO
Knaccudukaunm dpepmeHToB (KP): nepBas umdpa
XapaKkTepuayeT Knacc peakuum, BTopad —nogknacc u
TPeTbA — nognoaknacc. Yereseprasa umgpa ykasoblBaeT
nopsAaKOBLIN HOMEP depMeHTa B €ro noanoaknacce.
Taknm obpasom, KO 2.7.1.1 o3HA4YaET, YTO PEPMEHT
OTHOCWUT- OTHOCUTCA K Kfaccy 2 (TpaHcdepasa),
nogknaccy 7 (nepeHoc pocdpara) 1 nognogknaccy 1
(akuenTopom pocdarta sasnsetcs cnupT). [ocneaHas
Lundopa obosHavaeT pepMeHT rekcokmHasy, unm ATP: D-
rekco3o-0-gpoc- oTpaHcdepasy, T.e. PEPMEHT,
KaTanusnpyoLwmn nepeHoc pocdpata c ATP Ha

rMOpOKCUIBbHYIO FPyMNny atomMa yrrepoaa B LUeCTOM
MONOXEHUM FMoKO3bl.



» 1.0kcngopenyktasol. PepMEHTHI,
KaTanmanpyroLine oKUCIUTENbHO-
BOCCTaHOBUTENNbHbIE peaKkLnm ¢ y4acTuem gByx
cybcTpartoB, SunS':

e S (BoccT)+S (okucn) = S(okucn) + S (BOCCT)

« KaTanusunpytoT peakuuu, B KOTOPbIX y4aCTBYIOT
Takue rpynnel, kak CH OH, CHCH, C =0, CH
NH2 n CH NH

* Cnnpt + NAD+ = Anbaerng unn KetoH + NADH +
H+.




» 2. TpaHcdepasbl. PepMeHTLI, KaTanuanpyrouimne
nepeHoc rpynnbl G (OTAUYHOW OT aToMa Bogopoaa) ¢
cybcTpara S Ha cybcTpaTt S':

e S-G+S =5S-G+S

« KaTanusunpyroT nepeHoc ogHOYrnepogHbIX rpynmn, anb-
OernaHbIX NN KETOHHbIX OCTaTKOB, a TakKe auunbHbIX,
anKUbHbIX, IMUMKO3UIBbHbLIX FPYMMN WU rPynn, cogepa- Wnx
doocdop u cepy. HekoTopble nogkacchl: 2.3.
AuunnTtpaHcdepasbl. Hanpumep: 2.3.1.6. Auetun-CoA:
xonunH O-auetTuntpaHcdepasa [XOnuH-
auetuntpaHcdepasa] Auetmnn-CoA + XonuH = CoA + O-
ALETUNXONNH.



* 3. [ngponasbl. PepMeHTbI, KaTann3npyroLime
rmaponm3 adonpHbIX, CIIOXXHO3UPHBbIX,
nenTUOHbIX U IMUKO3UIbHBIX CBA3EN, KUCITOTHbIX
aHrngpuoos, cealen C— C, C-ranonga n P—N.

e 3.1.1.8. AunnxonnmH—auunrugponasa
[nceBaoxonunHacTepasa] AumnxonuH + H20 =
XonuH + Kucnora.



* 4. Jlnasbl doepMeHThl, OTLLeNnNAoLWMe rpynnbl OT
cybcTpaToB MO HErMAPOIIUTUYECKOMY
MeXaHn3my, c o0bpa3oBaHNEM OBOUHbIX CBS3EN.
depmeHThI, AencTeytowmne Ha ceasn C—C, C—
O, C— N, C—Sun C—ranoua. Hekotopble
nogrpynnel: 4.1.2. Anbgerng-nuassl. Hanpumep:
4.1.2.7. KeTo30-1-pocar-anbgonasa
[anbgonasa) Ketos3o-1-gpocdart =
OunrngpokcnauetoHdocdat + Anbaerna



* 5. U3omepaskl. B 3TOT knacc BKNoYeHbl BCe pep- MEHTHI,
KaTtanm3npyrLine B3anmonpeBpaLleHna onTU4eCcKux,
reoMeTpuUYeCcKnx n NO3NLIMOHHbLIX U30MepPOB. HeKkoTopble
nogknaccsol: 5.2. LinctpaHc-nsomepsi.

* 6.Jlurasel. (OT nart. nurape—ces3biBaTh). PepPMEH-
depMeHThI, KaTanusnpyroLime coeanHeHne aByx
MOJEKYJ1, CO- COMPS>)KEHHOE C pa3pbiBOM
nupodocdatHomn ceasm ATP nnn nogobHoro
coeauHeHud. B aToT Knacc BKNYeHbl EPMEHTDI,
KaTanusnpyroLlue peakuuu, B Xoge KOTO- KOTOPbIX
obpa3syloTcH CBA3M

 ATP + L-nyTtamat + NH+4 = ADP + OpTtodocdart + L-
[ nyTamuH.



* B npupoge cyLlecTBYIOT KaK MpoCThIE,
TaK U CNOXHble depMeHTbI. [lepBble
LIENTMKOM NpeacTaBeHbl
NoNMNEnTUAHbIMUY LIEENSMU U MPU
rmoponnae pacnagarTcs

NCKITIOYUTENBbHO HA aMUHOKUCTIOTbI. DepMeHTH
Takumun doepmeHTamm (NpPocCThLIe T N
6en|<|/|) ABJNAKTCA TMOPOITIUTUHECKNE  Tpoctsie CnoxHble
doepMeHTbI, B YaCTHOCTU NENCUH, EpMeHTH (pepMeRTb
TPWUMNCWH, NanauH, ypeasa, Nsouum, RIS
pnboHykneasa, bocdarasa u gp. sk L L T
BonbLMHCTBO NPUPOAHBLIX rppynna
doepMeHTOB OTHOCUTCA K Kfiaccy

CITOXHbIX OEnKoB, coaepKalluX, KocpepuiekTsl  Kocbakrop
NOMMMO NONUNENTUAOHBLIX LEenewn, A (ME)

KaAKOW-NMBO0 HEBEMKOBbIN KOMIMOHEHT ~' el fesiaiits

(kogpaKTop), NPUCYTCTBMNE KOTOPOTrO
aBnaeTca adbcontuTHO HeobxoanMbIM
Onga KaTannTu4eckom akTUBHOCTMN.
KoakTopbl MOryT UMETb PasfnNyHyto

NNIARAILALIQNUN/LND TTINIANDNATNM 14 NDNAQA2INIAULUUIAQATLMNAO



* MHOrne dbepMeHTbI OKa3bIBalOT KaTarMTuyeckoe
OENCTBUE Ha cybcTpaThl TOSTbKO B MPUCYTCTBUM
cneungunyeckoro TepMmocTabunbHoro
HN3KOMONEKYSTIAPHOIro OpraHM4YecKkoro
coeauHeHna—KodepMmeHTa. B Takmux cnyyaax
XONodhePMEHT (KaTanUTU4YEeCKN aKTUBHbIN KOM-
KOMMMEKC) COCTOUT N3 anodepmeHTa (benkoBas
4YacTb) U CBA3AaHHOIO C HUM KOPEPMEHTA.
KodepMEeHT MOXET ObITb CBA3aH C arnoepMeHTOM
KOBaNeHTHbIMU NN HE- KOBANEHTHbIMU CBA3AMM.




KoepmeHTbl, y4acTByroLME B NepeHoce NobbIX rpynr, KoOMe aToMOB
Bogopoaa:

Caxapodocdartsl

CoASH

TnamuHnmpodoocdar

[Mupmnookcanbdocdar

donnartHblie KoOPEePMEHTHI

buoTtunH

KobamugHble (B,2) kKodbepMEHTHI

Jlunoesas kncnora

KodepMmeHThl, y4acTByoLLME B NepeHOCe aTOMOB Bogopoaa:
NAD\ NADP+ FMN,

FAD

Jlnnoesaga kucnora

KodepmeHT Q



Kogepment wuiau ko3H3uM (KoE)

ITO HEOENIKOBBII KOMIIOHEHT CJIOKHOIO (epMeHTa, KOTOPbIH
NPOSIBJISIIOT BBICOKYI0 XMMHYECKYIO AKTHBHOCTL M BXOJHUT B

COCTaB AKTHBHOI'O HEHTpPa

@®yuruun kopepmentos (KoE):
1. [Tocpennuku mexay S u E

2. Henocpeﬂcmeﬂuo Y4acCTBYOT B aKTC
KaTajJmsa

3. CrabuamsupyroT anodepmeHr




* [log akTUBHbLIM LIEHTPOM NoApasyMeBaloT YHUKANbHY0 KOMOUHaLUIO
aMWHOKMCIIOTHLIX OCTaTKOB B MOJIEKYI1e EPMEHTA,
obecneymBaroLLyO0 HEMOCPEACTBEHHOE CBA3bLIBAHME €€ C MONEKYOMN
cybcTpaTa n npsiMoe y4acTue B akTe KaTanmaa . YCTaHOBIEHO, YTO Y
CIOXHbIX (EPMEHTOB B COCTaB aKTUBHOIO LIEHTPA BXOOAT TakKxXe
NPOCTETUYECKNE TPYNMbl.B akTUBHOM LIeHTPEe YCNOBHO pasnuyaroT
TaK Ha3blBaeMbI KaTarMTUYECKUN LIEHTP, HEMOCPEOCTBEHHO
BCTynawLmin B XMMNUYECKOE B3aUMOLENCTBUE C cybCcTpaTom, n
CBSA3bIBAOLLUN LLEHTP, NN KOHTAKTHYHO («AKOPHYO») NnoLwlaaky,
KOTopad obecneymBaeT crieunduryeckoe cpoacTBo K cybcTparty u
doopMumnpoBaHME ero KOMMsekca c epmeHToM. B cBoto ovepenb
MOJIeKyIa cybcTpaTa Takke coaepXXuT oyHKUMOHAIbHO pasnnyHbie
y4dacTKN: Hanpumep, cyocTpartbl acTepas Unmn npoTemHas — ogHy
cneumgouyeckyro CB4A3b (UNu rpynny atoMoB), NOABEPratoLLyHCS
aTake CO CTOPOHbI PepMeHTa, N OOAUH NN HECKOSILKO YYaCTKOB,
n3dupaTenbHO CBA3bIBAEMbLIX (PEPMEHTOM.

~1. AnocepmeHT — Teno d¢epmeHTa (6enkosas

/ YyacTb)

/// 2. Katanntu4ecknm LeHTp
—
-~

)
Q/
> — 3. Cy6cTpaTHbIN LIeHTp (KOHTaKTHbIe NMoLaaKu)
\Qi’" 4. AKTUBHbIN LIeHTp epmeHTa

~—

~—_ 5. Annoctepn4eckun LeHTp



* M3odpepMeHThI, UM N303H3NMbI,— 3TO MHOXECTBEHHbIE (DOPMbI
doepMeHTa, KaTanuanpyoLwme ogHy 1 Ty XXe peakumio, HO
oTnu4atroLnecs gpyr ot gpyra no pmsndecknm u XMuMmyeCcKum
CBOWCTBaM, B HaCTHOCTM MO CPOACTBY K CybCcTpaTty, MakcumanbHOW
CKOPOCTU KaTannanpyemomn peakumm (akTUBHOCTH),
3NIeKTPOPOPETNHECKON NOABMXKHOCTU UNKN PErYyNATOPHbLIM
cBoMcTBaM.

* [NlogobHble pasHOBUOHOCTN pepMeHTa NONYy4Unn HasBaHue
N30PEePMEHTOB (M303H3UMOB UK, peXe, N303UMOB). B yacTHOCTH,
ecnn epMeHT COCTOUT U3 4 cydobeanHuL OBYyX pasHbIX TMNoB — H n
M (cepaeyHbIn N MbiLLEYHbIN), TO aKTUBHbLIN PEPMEHT MOXET
npeacTtaBnaTb cobom ogHy U3 cneayowmnx komonHaumn: HHHH,
HHHM, HHMM, HMMM, MMMM, vnn H4, H3M, H2M2, HM3, M4,
cooTBeTcTBYOLWY0 n3opepmentam J14r1, Jigar2, JIArs, rnara wm
nars. Npwv stom cnHtes H- 1 M-TMNOB OCYLLECTBNSAETCA pasfnnvyHbIMA
reHamm 1 B pasHblX OpraHax aKCrpeccmpyeTcsd no-pasHomy.



« depmeHTaTBHAA akTUBHOCTb 3aBUCUT B OCHOBHOM OT
cnenytowmx dakTopoB: KOHLUEHTpaUua depMeHTa
cybcTpara, Temnepartypa, pH, npucytcrteue
MHIIMBNTOPOB.

« TEMIEPATYPA B HekoToOpOM orpaHn4yeHHOM
UHTepBare Temnepa- TemnepaTtyp CKOpoCTb
doepmMeHTaTUBHOM peakLuun NoBLILLAETCA C POCTOM
Temnepartypbl. KOOPULMEHT, yKadbiBalo- LMK, BO
CKOJ1bKO pa3 NoBbILLIAETCA CKOPOCTb peakuum npu
NOBbLILLUEHN TeMnepaTypbl Ha 10°, HAa3bIBAaeTCS TEM-
TeMnepaTypHbiM KoapduumeHToM 1 0b603HavaeTcs QIO.
[ns MHOrMx BMornornyecknx peakumm npu NOBbILLEHNN
TeM- Temnepartypbl Ha 10e cKkopocTb yaBamBaeTcd (Ql0 =
2) N, aHanorn4Ho, Npu NOHWXXeHnn Temnepartypbl Ha 10"
YMeHbLLaeTCcs BABOE.



o pH

* YMepeHHble nameHeHnsa pH okasbiBatoT
BITMAHME HA NOHHOE COCTOAHME PEPMEHTA], a
3a4vacTyro u cybcTpara. Kak nokasbiBatoT
n3amepeHna epmMeHTaTUBHON aKTUB-
aKTUBHOCTW Mpu pasnuyHbiX pH, ontumym
aKTUBHOCTU Haxo- HaxoanTcHa o0ObIYHO MeXay
pH 5,0 n 9,0. BmecTe c TeM oTAEe- OTAENbHbIE
doepMeHTbI, HanNnpUMep NMencuH, akTUBHbI NPU
3Ha- 3Ha4vyeHuax pH, nexawinx ganeko 3a
npegernamm 3Toro UH- MHTepBana.



JH3MMOANArHOCTUKA

JH3MOoanarHocTuka — 9To uccrnegoBaHume
aKTUBHOCTU (PEPMEHTOB MNna3mMbl KPOBU, MOYM,
CITHOHbI C LIENbo ANArHOCTUKU TEX U UHbIX
3aboneBaHun.



Mpn  MHoOrMx  3aboneBaHMAX  NPOUCXOAUT
noBpexaeHune

KINETOK, M WX COOEPXUMOe, B TOM 4uCrie u
doepMeHTHI,

BbICBODOX1al0TCS B KPOBb.

K npuynHam, Bbi3bIBaKOLLMM BbICBODOXOEHNE

BHYTPUKITIETOYHOIO COAEPXKUMOTrO B KPOBb, OTHOCST

HapyweHne rMpPOHMLAEMOCTU MeMbpaHbl KMNETOK
(Npw

BOCNAaNUTESbHbIX NMpoueccax) nnn HapyLieHue

LLeTOCTHOCTMU KIETOK (NMpun HEKPO3e).



depMeHTHbIM  aHanmnM3 O0OblMHO OCHOBaH Ha
N3MepeHumn

KaTanutuieckom akmusHocmu qoepMeHTa, a He

KOHUeHmpauyuu camoro depmMeHTHoro ©Oerka.
[ToCKOnbKy

Kaxkgas Mosiekyna doepmeHTa MOXeET
KaTanusnpoBaTb

peakuuno MHOIMMX Mosiekyn cyocTpara, uamepeHue

aKTUBHOCTU oOnagaeTt o4eHb BbICOKOW



PepMeHTbI, UMeloLLue
AnarHocTu4yeckoe 3Ha4YeHue



LlenovyHasa doocdpaTasa (LLD)

ll® NpuUCyTCTBYET B BbICOKUX KOHLIEHTPAUUAX B
neyeHu", KOCTAX (ocTeobnacTbl), NnaueHTe u
KULLEYHOM 3MNUTeNumn.

[TaTonornyeckoe noBbilLeHWe akTuBHocTn LL®

HabngaeTcs yaLue BCEro npwu
Xonecratudeckon OOMe3Hn nevyeHn wun npwu
HEKOTOPbIX 3aboneBaHNSAX KOCTEWN.

dusnonornyeckoe yBennmyeHme akTUBHOCTU
HabnogaeTca npm 6epeMeHHOCTU (3a cuyeT
nnaueHTapHon usodopmbl doepmeHTa), B
OETCKOM BO3pacTe, Korga npoucxoauT pocT
KOCTEMWN (3a CHET KOCTHOIO N3oepMeHTa).




KoHUeHTpauna dpoepmeHTa B nNfa3me BbICOKa
npu poXxageHun, HO 3aTeM ObICTPO nagaer.
TemM He MeHee OHa ocTaeTcda B 2-3 pa3sa
BbilLlEe HOPMAanbHOIO YPOBHA Y B3POCHbIX.
KOHUeHTpauma nogHMMaeTCcAa CHOBa BO
BPEMA MNOAPOCTKOBOINO YCKOPEHUS pocTa
nepen CHMXeHWeM OO0 B3POCIIOoro YypPOBHS
No Mepe npekpaLlleHnsa pocta KOCTEN

AKTMBHOCTb LW® nnasmbl NpakTUYeCKU
300POBbIX MOXWUIbIX INMOOEN Cherka Bbille
HOPMbI. OTO MOXET OOBbACHATHCHA BbICOKOW
4aCTOTOWU Pa3BUTUA NErKOu
CyOKNMHMN4YeCKomn doopmbl bonesHu
[TegxeTa y NOXUNbIX.



KoHueHTpauun WO, npeBbiaowme BepxHUU
npenen HopmMbl B 10 pas, MoryT HabrnogaTbcs npu
Tshkenon  6onesHn  llemgxketa, paxute WU
ocTeoManauum n, nHorga, Npu XonectaTnyeckou
bone3Hn nedeHn. OgHakKo AnNsi 9TUX COCTOSIHUM
bonee xapakTepeH MEHbLUNN NOABLEM aKTUBHOCTM.

AKTUBHOCTb LD He BO3pacTaeT npw
HEOCNOXXHEHHOM OCTEONOpPO03€e, eCnn TOSMbKO 3TO
COCTOAHME HEe OCIIOXKHAETCA Komnnancom Wnm
neperioMoM KOCTW.

KoHueHTpauma LLP B nnasme oObLIYHO NOBbLILLAETCS
Npu 3nokKavyecTBeHHOM 3aborneBaHun, KOTOpoe
MOXET WMETb KOCTHOe WunM  neyeHoYyHoe
npoucxoXxageHne n ObITb CBA3aHO C NPUCYTCTBUEM

KaK NMePBUYHDbIX, TAK U BTOPUYHbIX OI'IyXOJ'Ie|7I B 3TUX
TKaHAX.



DPusnonormuecxkme
bepemMeHHOCTbL (NocnegHmt TPYMEeCTP)
AdeTcknit BO3pacT

MaTonormyeckmune

HYacTo npesbiuerHne Sonee Yem B 5 pas BepxHen
rpaHvubl HOPpMbI:
boneaHb lNMepxkera
OcTeomansuusa N paxmT
Xonecras (BHYTPU- 1 BHEeNne4YeHO4YHbI)
Linppos '

OOBIYHO NpeBbLILUeEHME MeHee YeM B 5 pas BepxHEW
rpaHvillbl HOPMbI:
OnNyxXosnum KOCTU (MepBrUYHbIE 1 BTOPUYHbLIE)
NMouyevyHas ocrteocamncTpodma
MepBUYHbLIA rMnNepnapaTmnpecs ¢ BOBEe4YeHUeM KOCTHU
Jaxkunsawuine nepenomMol
OcrTeomMmumnennT
O6bemMHbiIe NopaxXxXeHuAa nedYeHm (onNyxosb, abecuecc)
NMndbunnorparmnBHoOe 3aboneraHve nevYenHn
TenaTtwmT
BocrnanurtensHoe 3aboneBaHue XxXenygka
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Kucnasa cdbocdartasa

OTOT hepMeHT NPUCYTCTBYET B BbICOKUX KOHLIEHTPALINAX B
npeacTtatenibHOM  Xene3e, W ero  MnoBbllLUeHHas
KOHLEHTpaumna B nna3Me Habnogaetcss Yy HeKOTOpPbIX
naLuMeHTOoB C pakoM NpeacTaTenbHON Xenesbl.

Ero 3HaudeHMe B [AuarHOCTUKeE [JaHHoro 3aboneBaHus
HEBENMKO, TaK KakK aKTUMBHOCTb epMeHTa B nnasme
BO3pacTaeT TOMNbKO MNpPUMEPHO Yy 20 % OOMbHbIX, Y
KOTOPbIX OMyXO0fb OrpaHU4YnBaeTCcAa COOCTBEHHO XKENe30M.
OgHako nNpu HanNnM4YnMmM MeTacTasoB akTUBHOCTb (pepMeHTa
yBennumBaetcsa Yy 80 % OOnbHbIX. AKTUBHOCTb KUCIIOM
doocaTasbl NOBLILLEHA TaKXe MNPU HEKOTOPbIX cryyasx
npoctatuta M npu OodbpokadecTBEHHOW runepTpodumn
npegcraTtenbHOW Xenesbl.



TpaHcaMuHa3sbl

[1Ba BuOoa TpaHcamuHas (ToyHee, aMUHOTpaHcdepas)
HaxoOsaT

NPUMEHEHNE B ANArHOCTUYECKON SH3NMOSIOrUN. ITO
acnaprtatTpaHcamuHasa (AcAT) n anaHnHTpaHcamMmnHasa
(AnAT).

Oba dhepmeHTa LUMPOKO pacnpoCcTpaHeHbl B Pa3nmnyHbIX
TKaHAX.



OyeHb Bbicokada aktuBHocTb AnAT, nHorga
npeBbillaLas BEPXHIOW rpaHnuLy HOpPMbI
B 100 pas, Habnwgaetca npu TsKenbiX
NnopaXXeHUaX TKaHeW, TakuxX KaK OCTpbIn
renatuT, CUHOPOM CAaBlEHUA U TKaHeBas
r’MNOKCKUA.

[lp renmatutax MakCcMManbHbIM YPOBEHbL
NpeBbIlLAaeT BEPXHUWN npenen HOPMbl B
10-20 pa3. ATOT MUK MOXET MPUXOAUTbLCH
Ha npoapomMaribHyl CcTaguio nepen Tewm,
KaK y naLuneHTa pa3BMBaETCH XeNTyxa, Unu
Ha MOMEHT ee NMosaABneHns.



[Ipn nMHPapkTe mmokapaa aktuBHocTb ACAT
nnasmbl HAYMHAET NOBbIWATLCA NPUMEPHO
yepe3 12 4 nocne WH@apkKTa, OocTuras
nMKa Cc  10-KpaTHbIM  MPEBLILLEHNEM
BEPXHEWN rpaHuLbl HOPMbl Yepesd 24-36 Y U
3aTeM nagaqa B TedyeHune OBYX-TPeX OHeWn,
YTO CBUOETENLCTBYET 0O OTCYTCTBUMU
OanbHeENLWIEro noBpeXxaeHna cepaeyHou

MbiLLLbl.



npU‘-lUHbI rnosebliWeHud akmueHocmu mpaHcaMuHas

rnria3mabl

[TpeBbilEHNE BEPXHEN rpaHnLbl HOPMbI bonee, Yem B 10
pas:

* OcCTpbI renaTnT U HEKPO3 NEYEHU;

 CnHgpom gnuTenbHOro caaBnmBaHug;

« Taxenas rmrnokcus TKaHew.

[1peBbllLeHNE BEPXHEN rPaHMLIbI HOPMbI B 5 —10 paas:

* VH(papKT Mrmokapaa;

 [locne xnpyprnyeckoro BMeLlaTenscTsa Unu Tpasmbl;

« 3aboneBaHue ckeneTHbIX MbILLLL;

« XoriecTas;

e XPOHMNYECKMUN renaTur.

[1peBblLLEHNE BEPXHEU FPaHULblI HOPMbl MeHee, YeM B 5
pas:

o Ounamonormnyeckoe (y HoBoOpOXAeHHbIX);

» [pyrne 60ne3Hn NneYeHu;

* [laHkpeaTuT;

e ['femonus (in vivo nnu in vitro)



[Mpwn oonbWKMHCTBE  3aboneBaHun, CBSI3aHHbLIX C
noBbllEHMEM  KOHuUeHTpauun AcAT, Habnogaetcs
OAHOBPEMEHHbLIN, XOTA W MEHEE BbICOKMW, MOOABLEM
KOHUeHTpauun AnAT.

OpaHako npu renatmte akTMBHOCTb ANAT B nna3mMe MOXeET
npesblwaTb akTmBHoCTb ACAT. OCHOBHOE MPUMEHEHUE
N3MepPEHNE aKTUBHOCTN OAHHOINo doepMeHTa HaxoauT npu
neyeHnn 3aboneBaHUM nNe4vYeHW, Koraa MoBblLLEHUE
aKTUBHOCTU cBUOETeNnbCTBYeT O NnoBpeXOEHNU
renaToLunToB.



ToNbKO U3peaka BCTpevatTca KOHUEeHTpauun, bonee 4yem B
20 pa3 npeBbllLAOWNE BEPXHUN Mnpeaen HopMbl, WU
Hanbosriee BEPOATHO ODOHaAPYXUTb Takoe MOBLILLIEHNE B
npoapomMansHOU pase BUPYCHOro renaTtura.

KoHUeHTpauumn, npesbillarolwme HOpMy B 2 pasa, MHorga
HabntogarTca y naumeHToB 6e3 KNUMHUYECKUX CUMMTOMOB
noppexageHna TkaHen. Kak nNpuYMHy NOBbILLEHUA

akTuBHOCTU ACAT B Takmx cry4vyasx criegyet nogo3peBaTthb
3noynoTpeobrieHne ankorosem.
[loBblleHMe akTuBHOCTM AcCAT B nnasme 4BnseTcs

YyBCTBUTEJIbHbIM MHOWKaTOPOM OTTOPXEHUA

TPaHCIJ1aHTaTa rnpu nnepecagke revyeHu.



Y-TnytamuntpaHcdgepasa (I'TT)

[laHHbIN depmeHT NPUCYTCTBYET B BbICOKMX
KOHUEHTpaunax B MedeHu, noykax M nomxenyooyHou
xernese.

Ero akTMBHOCTb B nnasme 4ABMAETCA YYBCTBUTENbHbLIM
NHONKATOPOM 3abonieBaHnn renatobunnapHom
cuctembl. [pn 0B6CTPYKUMK XKENYHbLIX NYTEN YBENTMYEHUE
aktmgHoctn [TT B nnasme MOXeT npealecTsoBaTb
NnoAbeEMY aKTUBHOCTHU LLieoYHOU doocdpaTtassl.



Y-TnytamuntpaHcdgepasa (I'TT)

AktuBHocTb [T'T B nnasme Bo3pacTtaeT Mnpu OTCYTCTBUU
3aborieBaHUM MevYeHn Yy MaunmeHToB, MPUHUMAKOLLMX
aHTUKOHBYNbCAHTbI, JEHUTOUH U  deHobapbunToH.
CxogHoe OencTBue MOXET OKasbiBaTb puddamMnuumH npu
redeHumn Tybepkynesa, YTo SBNSeTCA NPMMePOM UHOYKLMN
doepMeHTa.

[loBblleHne aktmBHocTW [T T B nmasme npoucxoguT He
BCNEeACTBME TMOBPEXOEHUA KNETOoK, a B pes3ynbrarte
YCUNEHNA BHYTPUKIETOYHOINO CUHTE3a QepMeHTa WU
OCBODOXOEHNUA ero roBbILWEHHONO0 KOSiMyectBa B
UMPKYNAUMI0 B Npouecce HopmarbHOro metabonuama
KINEeTOoK.



AkTuBHOCTbL [T T B nnasme, Kak npaBwumno, O4eHb BbICOKA Y
NaLUMEHTOB C afikOrosfisHbIM NnopaXXeHUeMm neyeHu, Ho aTta
aKTUBHOCTb MOXET YBENnMYMBaTbCA Y CUIMBbHO MNbHOLWWKX
(4TO NpMBOAUT K MHOYKUUN dpbepMeHTa) U NPpU OTCYTCTBUU

APYrnx ABHbIX NMPMU3HaAKOB NMOopaXeHnsd rneyvyeHun.

AkTnBHOCTbL [ T T Mmo)eT ocTaBaTbCd NOBbILLEHHOW B njfasme
B TeyeHune 3—4 Heaenn Bo3aepXaHuga OT ankoronsa gaxe

Npn OTCYTCTBUN NOPaXXeHNA NneveHu.



fF IS ITRANTTYY LAY

[peBblleHne BepXHEro npeaena HopMot Honee yem
8 10 pas:
Xonecrtas
ANKOronbHoe nopaxeHue neYexHu

[pesbileHne BepxHero npeaena Hopmei B 5-10 paa:
fenatnT (OCTPLIN U XPOHUYECKUIA)
Lnppos (6e3 xonectasa)
Apyrue sabonesaHnsa nevyeHn
[TaHkpeaTuT

[lpesbilieHne BEPXHEro npeaena HOPMbl MeHee Yem
B 5 pas:
3noynotpebneHue ankoronem
JlexkapcTBa, Bbi3biBAOWME NHAVKUMIO PepMeHTa
3acTonHas cepaeyHasa He[oCTaTOMHOCTb
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INakTaTtoerngporeHa3sa (J14IN)

OTOT (PepMeHT CyuwlecTByeT B TKaHAX opraHmama B dopme
TeTpamepa: gBa MoHomepa, H n M, moryt coeauHATLCA B
PA3NUYHbLIX  COOTHOLWUEHMAX, 0bpasya nNdaATb  U3BECTHbIX

nzogpepmeHToB JIAI. AKTUBHbIN pepPMEHT MOXET NpeacTaBnATb
cobou ofHY 13 crneayrLwmx KoMbHaLUNI:

HHHH, HHHM, HHMM, HMMM, MMMM  nnwn
H, HM HM, HM, M, wm

173
nar, nar,, nar, nar,, nar..

N30dbepMeEHTLI pasnnyatoTcs rno HECKONMbKUM CBOMCTBAM, BKtoYas
TEPMOCTabUNbHOCTb,  YYBCTBUTENBHOCTb K PasfinyHbIM
NHIMOUTOPaM 1 ANeKTpPodPOPETUYECKYIO NOABUKHOCTb.



INakTaTtoerngporeHa3sa (J14IN)

NnAar karanusmpyet obpatnmoe npespalleHne NUMpPoBUHOIPaaHOM
KMCNOTbl B MOJTOYHYIO

>
MupysaT - JlakTaTt

OkucneHune
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INakTaTtoerngporeHa3sa (J14IN)

B TkaHax c¢ aspobHbiM mMeTabonuamom (cepaue, nNodkm v ap.)
npeobnagatot nsoepmeHTol JIAN, JIAM. OTM nsodepmeHThl
MHIMBOMpPYOTCA Aaxe HEOONbLUMMKM KOHLUEHTpaUMAMU NUpyBara,
YTO NPEenATCTBYET 0Opa3oBaHMIO MOSMTIOYHOU KUCOoThl. [lupysar

noaBepraeTcd 6bonee nonHomy okmncrieHmio B LITK.

B ckeneTHbIX MblLLax rmaBHbIMK n3odepmeHTamm sasnsaoTes AT,

J'I,EI,FS, 4YTO OOYCOBMMBAET NHTEHCUBHbIN aHA3POOHLIN TIMKOMNN3

C 6bICprIM npeBpaweHNneEM nmMpyBarta B J1aKTar.



INakTaTtoerngporeHa3sa (J14IN)

[MoBbiweHwne JIOIT akTMBHOCTM HAabNgaeTca NpM LLUMPOKOM CMEKTPE
NaTOSIOMMYECKUX COCTOAHNMN:

* OCTpOE NnopakeHune neyveHun, CKeneTHbIX MbILLL 1 NoYeK;

* Npu MeranobnacTHbIX U reMOSINTUYECKUX aHEMUSX.

* Y naymeHToB c NMMAOMON Bbicokada akTuBHocTb JIAIT B nnasme
ABNSAETCA YyKasaHMeM Ha nroxom nporHo3d. CyulecTByer
Koppenaumsa Mexay akTUBHOCTbI qepmMmeHTa U 06bemMom
ornyxonu, W nocrnegoBaTenbHble WU3MEPEHUS MOryT ObITb

nonesHbl ANs KOHTPoNA 9 PEKTUBHOCTU NEYEHUS.



Onpepenenne aktuBHOCTU wu3odepmeHToB JIAIT mMoxeTt
ObITb pesynsraTMBHbIM MNPU NOAO3PEHMN Ha WHAAPKT
MUoKapda U B AMArHOCTUKE reMosiuTUYECKOro Kpusa npu
ceprnoBUOHO-KNeTo4HON aHemun. Kak B cepaedHoum
Mbillle, Tak U B aputpouutax JIAIT npencrasneHa

rmaBHbIM 0bpasom nsocpepmentom JIAN, (H,).



NAr, vmeetr gnutenbHoe BpeMsi MONycCyLlEeCTBOBaHUSA B
nnasmMe; nocne WHgapkTa Muokapga ee aKTUBHOCTb
MeOJIEHHO MOBbLILWAETCH, A0CTUrada nuka Yyepes 2-3 gH4, a

3aTeM CHUXaeTcs B TeveHue Hegenu nnuv gonbLue.

[TocKOnbKy  OaHHbIN ~ N30PEPMEHT  MNPUCYTCTBYET B
apuTpouuTax, €ero akTMBHOCTb MMOBbILIAETCA rocne
feroyHou 3mbonumu, KoTopas MOXET HanoMuHaTb Mo

KNUHNYECKNM NPU3HaKam MHdapKT Mmokapaa.

Hanunymne remonusa cBOAUT Ha HeT ANarHOCTN4eCKyto

LLEHHOCTb M3mMepeHust aktmeHocTu J1AT .



KpeaTnHKnHa3sa

AkTnBHast monekyna KK npegcraensaeTr cobom gumep; ABa
MoOHOMepa, M n B, obpasyoT Tpu nsodepmeHta — BB,
MM n MB. N3opepmeHT BB nokannsosaH B rofioBHOM
Mo3re. B Hopme ero akTMBHOCTbL B Mnfia3mMe OYeHb HMU3Ka, U
oaxe rnpu cepbe3HOM MoBpexaeHUn mosra (MHcynbTte)
OHa NOYTU He NOBbLILLAETCA.

bonbwaa 4acTtb OObIMHO NPUCYTCTBYIOLLEN B Mfiasme
KpeaTUHKNHa3bI npencrasneHa N30PepMeHTOM
ckeneTHbIX Mol MM. loBbilWweHWe ero KOHUEHTpaLUun B
nnasme oTMedaeTca nNpu NnoBpexgeHnm CKeneTHbIX MblLLUL
UNU NpU TSXKENOon U onutenbHon Pusnyeckon Harpyske.



KpeaTuHKnHa3a cepaevHoun MbILLLIbI coaepPXuT
3HaunTenbHO bonblie ndodepmeHta MB (npumepHo 30

%), YeM CKeneTHble MbiLLUbI (MeHee 1 %).

[loBbilleHHAA KOHUeHTpauna KK B nnasme xapaktepHa ans
M w1, npn oTCcyTCTBUMN NOBPEXOEHNN CKEMETHbLIX MbILLL,
HET HeobxoaAMMOCTWM B OTAENbHOM onpeaeneHuu

nsoepmeHTa MB.



OpgHako, ecnn y OOSbHBLIX C NOAO3PEHMEM Ha WUHQAPKT
MuoKapaa, KOTOopbiM nocnegoBan 3a (U3NYECKOU
Harpyskou, TpaBMOU UM BHYTPUMBbILLEYHON NHBLEKLUNEN
(BCe BO3OENCTBMA MOTYT MoOBbIWATb akTUBHOCTbL KK),
aKTUBHOCTb M3odepmMmeHTa MB cocTaBndaeT bonee 5 % oT
obwen aktmBHoctn KK, nopaxkeHme muokapga MOXKHO

CHNTATb AOKaA3aHHbLIM.



MNpeBbilueHne BepxXHero npeaena HopmMbt Bonee yem
B 10 pas: |
NHdpapkT Muokapaa
OCTpbit HEKPO3 CKENETHbIX MbilliLl
3noka4yecTBeHHas rmnepnmpexkcusa

MpesbileHne BepxXHero npeaena HopMol B 5~10 pas:

[locnencTeBmMsa XMpyprn4eckoro sMeliarenbLcTBa
TpaBma cKeneTHbIX MbILUL,
Taxenaa pusmyeckas Harpyska
Jnnnencusa
Muosaur
Mol eyHast ancTpodus
[lpesbilueHe BepXHaro npenena HopMbl MeHee yem
B 5 pas:
Duanonorn4eckoe (y HoOBOPOXASHHbLIX)

rljﬂf\"'l‘f‘\l‘\f\ﬂ
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AmMunasa

AmMunasa obHapy)XeHa B CITIOHHbIX Xerfe3ax U 3K30KPUHHOM
4acTu No4XKenyoo4vyHOU Xenesbl, a ee TkaHecneungunyeckme
N30PepMeHTbl MOXXHO pasaennTb METOAOM 3NeEKTpodopesa
NN C UCNONb30BaHNEM UHITIMOUTOPOB.

KnnHnyeckoe 3Ha4vyeHue pJaHHOro depmMeHTa CBSA3aHO, B
nepBy o4vepenb, C AndpdepeHumnanbHON OUarHOCTUKOMU
"OCTPOro XxmnBota". AKTUBHOCTb amusiasbl B nna3me odbI4YHO
BO3pacTaeT Npu OCTPOM NaHKpeaTtute, M NpeBbilleHne
BepxHero npepgena Hopmbl 6oriee yem B 10 pa3 (KpaunHe
peokoe npu  gpyrux Bugax —natonorun)  ABndeTcs
ONarHocTuyecknm  Kputepuem. MeHee  BblpaXeHHoe
NnoBbilLeHME (B 5 pa3) MOXeT TakKke CconpoBoOXaaTb
naHKpeaTuT U Apyrne HeoTnoXHble POPMbI OCTPOTO KUBOTA,
ocobeHHO npoboaeHmne ayoaeHanbHOW S13Bbl.



BHeabooMuHanNbHbie MPUYMHBI PEOKO BbI3bIBAKOT MOBbILIEHME
aKTMBHOCTM amunasbl B nNfa3Me CBbllle 5-KpaTHOro
NPEBbILLEHNS NPEeaEroB HOPMbI.

[lppumepoM BbLICOKOM aKTUBHOCTM amMunasbl B Mnasme,
OoOyCrnoBneHHON YMEHbLUEHNEM €€ KIUPEeHCca, SABMAeTCS
Makpoamunasemud. [lpyu 3TOM  COCTOSAHMM  amunasa
CBA3bIBAETCA C APYrMM OEerikoMm (B HEKOTOPbIX Criydasdx C
NMMMYHOIMOBYNMIMHOM) 1 QOPMUPYET  KOMIMJIEKC  CO
3Ha4nTernbHO Honee BbICOKOW OTHOCUTENBHOM MOSIEKYSISIPHOM
MaccoWu, B pe3yribtate Yero yMmeHbLllaeTcs NoYeYHbIN KInpeHcC.

OTO HE UMEET KINMUHUYECKNX MOCIIEeACTBUN, HO MOXET MPUBECTHU K
NOXHOMY  NPEeAnosioKEHU0 O Hanmuduum  3aborieBaHus
nog)xenynovHou xenesbl. isamepeHne akTMBHOCTU N300OPMBI
amunasbl MNooKenyao4vyHOM >Keresbl, CNOCOOHO YBENUYUTL
OVarHoOCTU4YeCKyo cneyMdnyYHOCTb onpeaeneHna akTUBHOCTU
amMmunasbl B nnasme.



Menkue monekyrnbl amunasbl PUNLTPYHOTCA B
NoYeYHbIX Krybodkax, HO OONbLUMHCTBO
depMeHTOB, BEPOATHO, yaanarTcs

KINETKaMi peTI/IKyJ'IOSH,EI,OTeJ'II/IaJ'IbHOM
CUCTEMBDbI.

AKTUBHOCTb amMunasbl nnasmbl pacTeT npu
OCTPOU NOYeYHOU HeJOoCTaTOYHOCTU, HO B
LEeNoM U3MEHEHUA CKOPOCTU KNMUpeHca He
paccMaTpuBalTCA KaK Ba)XHad nNpuynHa

M3MEHEHNSA KOHLIeHTpauum pepMeHTOB B
nnasme.



lNpeBbilleHve BepxHero npeaena HopMbl bonee Yem
B 10 paas:
OcTpbiv naHkpeaTuT

MpesbitieHne BepXHero npeaena HopMol 8 5—-10 pas:
NMpobogHan AyoaeHanbHana A3Ba
HenpoxoaMMoCTb KULLIEYHUKA
Apyrue coctosHus “ocTporo xXxmueota™
OcTpas noYeyHas HeJoCTaToYHOCTb C ONUrypueia
HunabeTuyeckuii keroaumgos

MpesbilleHNE BEPXHEr 0 NPenena HOPMbl MEHEE YEM
B 5 paas:
[TopaxeHus CNIOHHDbIX XeNe3s3, HanpuMep KamMHM U BOC-

nasieHue (BkYyaa anuaeMmn4yecKuii NnapoTur)

XpoHun4yeckas noveyHaa HegocTaTouyHOCTb
Makpoamnnaszemus
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