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KapTd yrineBooHoOro oomeHd

YrneBopabl B opraHu3me

j o [TIMKO3aMUHOT NINKaHbI

[ DyHKUMU yrneBoaos

¢ [nactuueckasa

« BHepreTiueckas o Pnbo3a 1 0e30Kkcnpnbo3sa B HyKIIeoTuaaxX

o OkucneHue 11 yrnesoaoB AaéT OKOMo 4 kkan

o [TOoKO3a - rnaBHOE TOMMBO MO3ra U eAMHCTBEH- [

Fnioko3a - ueHTp obMeHa j
HOE TOMMNBO 3PUTPOLIUTOB

L]
3anacaiouias * [NouTu BCe yrneBoabl NPeBPaLLaloTCs B IMOKO3Y

° [NVKOreH NeYeHn 1 MbilLuLl WV BXOOAT B NyTW €€ obMeHa
* CTpyKTypHas 1 peLienTopHas e BkneTke rnoko3a cpasy pochopunmpyeTcs Ao
o [TIMKONPOTENHbI rnioKo3o-6-pocpaTa

o [Mukonununabl

MyTn obMeHa

j * CWHTe3 1 pacnaj rnMKoreHa — 3anac rmokosbl

[ NMyTn pacnaga n cnHTesa (rnasa7)

e MNeHTOo30¢0CchaTHbIM NyTb - NADPH 1 NeHTO3bl

 [nMKonu3 - pacnan rnoko3bl 40 N1pysaTa (rnaea
(rnaBa 8)

4)

* OkucnurtenbHoe aekapbokcunupoBaHue nMpysa-
Ta - nMpysaT - aueTun-KoA (rnasab)

* O6MeH GpYKTO3bl U ranakTo3bl — BXOA B MMNKONN3
(rnaBa9)

e AueTtunn-KoA okncnaeTcs B LMTPATHOM LMKIIE U Obl-

* 'nokoHeoreHes - CUHTE3 IIOKO3bl N3 HEYrNeBod- .
XaTenbHou uenv - MeToanyka «BVIOSHepFeTVIKa»

HbIX BewecTs (rnasa 6)

Ta6nuua 1.1. Myt o6MeHa yrnesoaos

MyTtb roe B KneTke naBHble TKaHU Korpga aktuBeH
Mukonu3a LInTo3onb Bce TkaHW; edMHCTBeHHbIV Ny Tb B [Mocne efbl; B MbllWLLAX — MPpU
apuUTpOLMTax Harpyske
OkucnutenbHoe aekapboKCUIMpo- MaTpUKC MUTOXOHAPUN Bce TkaHW ¢ MUTOXOHAPUSAMM Korpna aHepruv mano; nocne
BaHvie nupyBaTa enpl
[nokoHeoreHes MuTOXOHOPUN U [NeyeHb, NoYKkm [onopaHne
LLMTO30/1b
CWHTE3 rnukoreHa LinTosonb [leyeHb, MbllWLbI [ocne efbl
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NMepeBapmBAaHME N BCACbIBOHUEe
yrrieBonoB

Yrnesoabl NULLN

TanbHbIM rugpokeun y C1 (y dpykTossl -y C2):
a-bopma - BHU3, B-bopMa - BBEPX B opMyne
Xeyopca

° |_|pl/l 3aMblKaHWKM KObLLa NOABNAETCA Nonyaue-
Knaccuopukauuma

* YrneBopabl — anbaernibl U KETOHbl MHOrOATOMHbIX

CMMPTOB U1 UX NMONUMEPbI
o [NoK03a, PPyKTO3a, ranakrosa

* MoHocaxapuabl - He pacluennsioTcs 4o 6onee

» [ucaxapuabl - ABa OCTaTKa MOHOCaxapuaoB
MPOCTbIX CaxapoB

o Caxaposa: [MoKo3a + hpyKTo3a
o [0 uMCny aTOMOB yriepoaa: TP1Oo3bl, MEHTO3b

(p1603a, [E30KCMPUBO3a), FekCo3bl (FMoKO3a, ° JlaKTo3a: ranaktosa + rniokosa, B-1.4-CBA3b

dpyKTO3a, ranakTosa) o ManbTo3a: MMoKo3a + MMoKo3a, a-1,4-CBA3b
o Mo Kap6oHUMbHOW rpynne: anbao3bl (FoKo3a, * lMonucaxapuvabl - NOMMEPbI MOHOCaxapnaoB
ranaktosa, pn6osa) v keTossl (PpykTo3a) o Kpaxman - rnasHbiil yrneBoa nuwm: ammnosa (a-
o BpacTBope NeHTO3bl 1 reKCo3bl 3aMbIKaloTCA B 1,4) v ammnonekTuH (0-1,4 1 a-1,6)
KOMNbLLO: MMOKO3a U ranakTosa - B LWeCTUYNeHHoe o [TIMKOreH - U3 MACA M MEUYEHMN, HEMHOTO

(nMpaHo3a), bpyKTO3a 1 pr603a - B NATUUNIEH-

o Llenntonosa - 3-1,4-CBA3u, He NepeBapnBaeTCH
Hoe (dypaHo3a)

CH,OH
CH,OH |
| C=0
H ~—O_H |
|/H |
H H
OH OH
H OH H OH

OH H OH H

B-D-®PpykTo3a B-D-Pu6osa 2-[le3okcun-B-D-pubosa
a-D-Tanakrtosa

Puc. 2.1. CTpoeHne 0CHOBHbIX MOHOCaxapuaoB
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e [103TOMY HaTOLLaK rMtoKo3a JOCTAETCH MO3ry U
3pUTPOLLMTAM, a NeyeHb 3abMpaeT €€ TOMbKO Nocne
ebl

[ CpaBHeHue pepMeHTOB

* [Tpv rNtoKO3e KPOBK OKOMO 5 MMOIb/M rekCokMHa3a

HacblILWeHa NoYTK NOMHOCTbIO, a IMNMIoKOKMHa3a pa-
60TaeT NuLLb Ha TpeTb (puc. 31) * [naBHOEe ONnd ak3ameHa: y GepMeHTOB pa3Hasa Km u

pa3Hble VIHI'M6MTOpr

e OcTarnbHble pa3nuung - B Tabnuue 3.2

* HaTolulak perynaTopHbin 6enok B406aBOK AepXUT
FMIOKOKMHa3y B aApe

% oT Vmax
98 % FekcoKkMHa3a
100 —)—
75
InoKoknHasa B
- - -
——
- - -
) | fpeomreoroosoomnosopomoomooonocmo :;-—P’
Km rekcokuHasbl = 0,1 - i Km riokokmHasel =~ 10
- |
P I
33%0” :
P 1
Pl I
25 7 !
-7 '
s i
7 I
7 I
7z |
L’/ HaToLaK ! nocse efpl, BOPOTHAs BEHa
O 1
0 S) 10 15 20

[NOKO3a, MMOJb/ /T

Puc. 3.1. CkopocCTb GOChHOopUnMpoBaHms MIHOKO3bl FEKCOKMHA30M 1 MIIOKOKMHA30M; CKOPOCTb KaxAoro GepMeHTa - B IPOLLEHTax
OT ero MakcuMarnbHoN

Ta6bnuua 3.2. NeKCOKMHa3a U rMIoKOKMHa3a

MpuaHak FekcokunHasa FniokoknHasa

TkaHu BonblumMHCTBO TKaHewn MeyeHb, B-kneTkn

Km ang rnokosbl Huzkas: 0,05-0,1 Mmonb/n Beicokast: okono 10 Mmonb/n

CpOACTBO K MNtoKo3e Bbicokoe Hwn3koe

Vmax Huzkas Bbicokast

NHrméuTop Inioko30-6-pocdat ®pykT030-6-hocdaT Yepes perynaTopHbii 6enok
NHOYKLMSA MHCYNTMHOM Het Ectb

Korpa pabortaet Bcerpga, B TOM uncne Hatowak Mocne enbl
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o Obpa3syeTcs Makpoapruyeckas CBa3b B

0=C—O0" 0=C—0O
1,3-6uchocoornmuepate | o
H—C—0-® EHonasa ﬁ 0-®
* Peakuusi obpaTvma CH,OH \_H,0 CHy
2-docdornuuepat ¢%cl$(;eag$n_
H—(|3=O Tnuuepanbaerua- O=(|Z—O~®
L 3-chocdpar- L Puc. 4.10. Peakuua 9. lernapaTaums
H (|: OH germgporeHasa H c|: OH p
CH,0-® NAD*, 1 "/ NADH + H* CH,0-®
Muuepanbaerva- 1,3-bucdocdo- e Q;
3-cboccpat rniyepar
OTpaBneHusa
Puc. 4.7. Peakumsa 6. Okncrnenve rnvuepansaerna-3-gocdara ApCeHaT KOHKypUpyeT ¢ hochaTom B
rivuepansgerna-3-gocdataernaporeHasHon
Peakuus 7. MNepBoe cy6cTpaTHOE peakuumn: InkKonu3 naét, Ho AT® B cnefyioLlen
peakumn He obpasyeTca. dtopua MHrméupyet
¢ocdopunuposaHue €Honasy - No3TOMY KPOBb Ha rMoK03y 6epyT
* 1,3-6ucpocoornuuepat + AP - 3-pochornue- B MPOBUPKM ¢ GTOPUAOM HaTpUA. DTOpUA TOP-
paT + ATO MOSMT FIMKONMS HE CPa3y, a Yepes 1-4 vaca,
MO3TOMY Cenyvac NpeanounTatoT NMPOBUPKK C
* OepMeHT - pochornuuepaTkmHasa LIMTPATOM U GTOPHAOM
e O6pasyeTcs 1 ATO (2 AT® Ha rnokoay) 9 )

* Peakuns obpaTtnma
Peakuuna 10. Bropoe cybcTpaTHOE

o=$—o~® 0—C—0r dochpopunmpoBaHue

H—C—OH ®06d:(?4r:|1:3iepar H_é_ OH e ®ochoeHonnmpysaT + AP - nupysaT + ATO
CH,0-® ‘ALVD __ATO CH,0-® * QOepMeHT - NMpyBaTKMHa3a

1’3;}?3&%’3;?0' 3-®ocdornuuepar + OBpasyeTcs 1 AT® (2 ATO Ha rioKo3y)

* Peakuus HeobpaTuma
Puc. 4.8. Peakupa 7. Mepsoe cybcTpaTtHoe pochopunmnposa-

HWe
0=C—0 0=C—0
Peakuus 8. MepeHoc pocdaTa [TO® nupysarcanaza =0
H _—
» 3-¢pochornmuepar 2 2-pochornmuepat o i 2 ALD S ATO CH3
OoC(oeHon-
n
e QepMeHT - pocdornmuepaT™myTasa nupysar vipysar
Puc. 4.11. Peakumsa 10. Bropoe cybctpaTHoe pochopunmnpo-
0=C—0O 0=C—0" BaHWe
| dochornuuepart- |
H—C—OH MyTa3a H—C—0-®
CH,0-® CH,OH
3-®octornuuepar 2-®ocdornuyepar JloByluKa Ha 3K3aMeHe

B rnMkonuse gBe oKMCNUTENbHbIE peakumn n

Puc. 4.9. Peakuus 8. lMepeHoc ¢pocdaTa oAHa peakums cuHTesa AT®

MpaBnnbHO: HAO60OPOT: OKUCUTEMb-

Hasa peakumnsd ogHa - rnvuepanbaernn-3-
docoataerngporeHasHas. CybcTpaTHOro

* QPepMeHT - eHonasa docohopunmpoBaHua ase - pochornmuepaTkm-
Has3Had 1 NMpyBaTKMHa3Had

Peakuuna 9. lermgpatauusa
* 2-ochornuuepat 2 pochoeHonnmpysart + H,0O

* Obpa3syeTcs Makpoapruyeckas CBA3b B
dochoeHonnmpysate

* VHrmbupyeTcs GpToprnaoM

ABEPHO 20



NMMoKoHeoreHes

O6Lwana xapakTepucTmka

j o [nuuepon - rauuepon-3-pocdat -

[ MiokoHeoreHes aMruapokcuaLeToHdocdaT

* [ponnoHnI-KoA - 13 XMPHbIX KNCNOT C HEYETHbIM

* [NIOKOHEOreHes — CYHTE3 IMIOKO3bl U3 HeYrNeBoa-
YMCNOM aTOMOB YrNepoaa

HbIX NpeawecTBeHHNKOB

° HY)KeH, Koraa 3anacbl rnmMkoreHa nedeHum

ncyepnaHbl ?HZOH CH,0H
o [TIMKOreHa neyeHn XxBaTaeT MeHee YeM Ha CyTKM H—C—OH Tuyeponkunasa "O—C¢—H
H -
ronofaHvs CH20H aATo\___JAf® iH0-®)
rnuuepon PSRy
* [NtOKO3a MNOCTOAHHO HYXHa MO3rY, 3pUTPOLLUTAM, 3-docdpar

MO3rOBOMY BELLECTBY NoYeK, XpyCTanvKy, paboTta-

IOLLEN MbILILLE Puc. 6.1. ®ochopunmnposaHme rnuLeporsna

e [Oevpér
o MNeyeHb - 0kono 90 % Nocne HOYHOrO FONOAaHMS (Sl Mnuuepon- CH20H
HO—C—H S docar c=0
o [lo4ykM - OCTanbHOE; NPV ronofaHuv fonbLue 2 [ AR POIEHEEE |
CyToK - 00 40 % H20-® “upr Inap . Ha0-®
uuepon- AvrngpokcnaleToH-
e Jlokanusaumsa - MUTOXOHOPWM U LIUTO30/b 3-ocdar docar

Puc. 6.2. Okncnenwue rnvuepon-3-gocoarta

[ Cy6cTpaThl j

e JlakTaTt - 13 SPUTPOLNTOB A pa60Ta+ou_u/1x MbILLIL,

JloByulKa Ha aK3aMeHe

XU1pHble KUCNOTbl - Cy6CTpaT rMOKOHeoreHe-

o Lmkn Kopwu .
3a, BeAib NP1 roNofaHny OHM MMaBHbIN UCTOY-
¢ AMMHOKMCNOTbI - [MaBHbIN UCTOYHWK NPW HUK 3HEpriu
ronogaHum .
A MpaennibHO: U3 XMPHBIX KUCTOT C YETHBIM YnC-
o O6pasytoTcd Npu pacnane 6€ekoB MblLLLL NTOM aTOMOB Yyrfepoja rnoKo3a He 0bpasyeTcs:
o Bce, KpoMe NeiiLvHa 1 NN3nHa, - FYKOreHHbIe OHV A3I0T TONBKO aueTun-KoA, a peakums MIK

HeobpaTnma. CybCcTpaToM MMOKOHEeOoreHe3a
ABNAETCH FMMLEPON, KOTOPbI 0CBOBOXAaeTCs
* nnuepon - 13 TpUaLMArINLEPOIIOB X1pPOBOW BMECTE C XMPHbIMM KUCIIOTaM Npu pacnaae

TKaHU Xnpa

o [MaBHas — anaHuH: FNKO30-anaHNHOBbIN LMK

ABEPHO 37



NMuukoreH: CMHTE3 v pacnan,

O6Lwana xapakTepucTmka

[ MukoreH

e [NMuKoreH - pa3BeTBﬂéHHbIVI nonmncaxapwmaun3
OCTaTKoB a-D-rnoko3bl, 3anacHas CpOpMa FMHOKO3bI
Y XMBOTHbIX

e CBA3K Mexay OCTaTKaMu rMioKOo3bl
o a-1,4-rAMKO3NOHLIE — B IMHENHbIX LLensix

o 0-1,6-rNMKO3MOHbIE — B TOUKAX BETBMEHUS, Yepe3
Kaxable 8-14 ocTaTKoB

* BeTBneHve nenaet Monekyny KOMNakTHOW 1 Oaét
MHOIO KOHLLOB /15 6bICTPOro pacraja

* XpaHWTCH B LUTO30/1€ B BUAE rPaHyrn

) (

e sanacaeTcs ]

* [leueHb - okono 100, oo 10 % macchl opraHa

o NopaepxvBaeT rMoKo3y KPOBU Mexy NpUémamm
LM

o XBaTaeT MEHee YeM Ha CYTKU rONOAaHuSA
e Mbiwupl — okono 400, 1-2 % Macchl

° ICTOUYHWMK SHEPrUM TONBKO A/15 CaMOWM MbILLLLbI

[ TepMuHbI j

¢ [NUKOreHoreHes - CMHTE3 IMMKMKOreHa 13 rkKo3bl

e 'MukoreHonus - pacnap rivkoreHa 4o rmoko3o-1-
docdaTa 1 rnoKo3bl

CUHTE3 rnmKkoreHa

[ Peakuuu j

AKTnBaUMS rNOKO3bl

e [NOKO3a - IMIOKO30-6-GocdaT: rekCokmHasa unm
rNOKOKMHa3a, 3aTpaunsaetca ATO

e [NOKO30-6-pocoaT 2 rnoko3o-1-pochaT:
dpocohorniokoMyTasa

e [noko3o-1-pochaT + YTO® - YOO-rnoko3sa + PPi:
YO®-rnokosonupogochopunasa
o PPicpasy rugponuayeTcd - peakumnsd CTaHOBUTCA

HeobpaTnMOoM

* YOO-rnioko3a - akTMBHaa GopMa rioKo3bl 44
CUHTe3a

CH,0-® s
|
(0] 0
LA | ®ocornioko- T H |
. MyTa3a HoH
-—>
OH OH OH 0-®
H OH H OH

rntoko30-6-cocdat rntoko3o-1-cocdat

Puc. 7.1. ®ocpornokomyTasa

CH,0H CH,0H
I
0] 0]
T |1| T YA®-rntoKo3o- ||-I |l| T
H OH nupodocchopunasza H H
OH 0-® yto\—____‘ppj OH O-YAe
H OH H OH

Mntoko30-1-docdat YO®d-rntoko3a

Puc.7.2. O6pasosaHve YOD-rnoko3bl
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o N-aueTuUnIrmoKo3aMmH - MOHOMEP XNTUHa

e AMMHOCaxapa BXOOAT 1 B HEKOTOPbIE aHTUBUOTUKM,
HanpmMep apUTPOMULLMH

CH,OH ICHzOH
H ! O_H H +—0 OH
|/H | |/ H |
H H H
OH OH OH H
H OH H  NH, H  NH-CO-CHs3
{3-D-TntokypoHoBasi N-Auetun-

KNUCnoTa

Puc. 9.11. Mpoun3BoaHble MoKo3bl

a-D-Tnoko3aMumH

FMOKO3aMUH

HapyLweHus

* HacnepncTteeHHble HapyLLEeHWA pasnnyaoTca ae-
(PEKTHbIM HPepMeHTOM

o OT Hero 3aBUCUT, YTO HaKanIMBaAETCA M HACKOIMb-
KO Taxena 6onesHb

[ HenepeHocuMOCTb PpPYKTO3bI j

* OpykTO30-1-DOoCdhaT HakanIMBaeTCH U CBA3bIBAET
docoar
o @®ocoaTan ATO B neyeH CTaHOBUTCA Maro

° TOpMO3FITCF| rMNKOreHonnm3 n rntokoHeoreHes
= rmnornnkemMnd

* AT® pacnapaetca o AMO 1 MOYEBOW KUCIOTbI —
runepypuKkemMus, naktataumaeMms

 [posABnaeTcs, Koraa pebeHky HaunHaloT daBaTb
DpPYKTbl, COKU, Caxap

* JleueHwne - UCKIOUNTb GPYKTO3Y, Caxaposy u
copbuTon

[ ManakrozeMus j

° ﬂpOﬂBﬂﬂeTCﬂ C Ha4Yanom KopM/ieHnAa MOJTOKOM
¢ JleyeHune — UCKNOUYMTb MOSTOKO 1 MOMOYHbIE npo-
OYKTbl MOXN3HEHHO

o CKPWHWHI HOBOPOXAEHHBIX MO3BONAET HaYaTb
LVETY 10 NOPaXeHWs OpraHoB

e [laxe npw COBMIOAEHNN ANETbl YAaCTO OCTATCH
HapyLLeHWs peun n MHTeNNeKTa, y AeBoYeK - Heflo-
CTaTOYHOCTb ANYHWNKOB

Ta6bnuua 9.1. HacneactBeHHble HapylleHN o6MeHa GpYKTO3bl M FranakTo3bl

BonesHb [NedeKTHbIN pepMeHT

OcceHumnanbHas GpyKTosypus OpyKTOKMHA3a

HacnencrseHHas HenepeHocu- AnbgonasaB

MOCTb PPYKTO3bl

lanakTo30-1-
dochaTypuamnTpaHchepasa

Knaccuueckas ranaktosemuns

[JedvumT ranakToknHasbl [anakToknHa3a

ABEPHO

YTo HakannueaeTcAa MposiBneHus

®pyKTO3a B KPOBU U HerT, 6e306vaHOe cocTosAHME

Mo4e

®pykTO30-1-pocdaT B
neveHu

Mocne ¢pyKTOB 1 Caxapa: pBOTA,
TUMOTIKEMUSA, XXENTyXa, Nopaxe-
HWe neyeHu

[anakTo30-1-docoar,
ranakTuTon

C nepB.bIX [iHEN Ha MOJIOKe: PBOTA,
XenTyxa, renaTtoMeranus, katapaxk-
Ta, OTCTaBaHWe B Pa3BUTUM, CEMNCUC

[anakTo3a, ranakTuTon KaTapakTa; neueHb He nopaxaeTcs
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CaxdapHbi anocbeT

OCHOBHbIe NOHATUSA

[ OnpepeneHusa j

* MneprnMkeMus - NOBbILLEHME MKOKO3bl KPOBK
BbILLE HOPMBI

e TMNOrnMKeMUs — CHKEHWNE MHOKO3bl KPOBW HUXE
3,9 MMOnb/n

+ CaxapHblii AUabeT - XpoHUYecKas rmnepriamkemMms
“3-3a HeoCTaTKa UHCYNMHA, HapyLLEeHWs ero few-
CTBUS U 0B6ENX MPUUNH

[ AnarHocTuka j

e [T1OKO3a BEHO3HOM Nnia3Mbl HaTowak = 7,0 MMonb/n

 Yepes 2yacanocne 75 r raokosbl (OFTT) = 11,1
MMOnb/N

* CnyyarHoe onpepenenue = 11,1 MMonb/n c

CYMNTOMaMU

HbAlc = 6,5 %

Ecnv HeT aBHOM rynepravkeMmm ¢ CUMNTOMamy,

OWarHo3 NoATBepPXaatoT MOBTOPHBLIM aHaNMM30M B

Opyrov AeHb

HapyLlueHHasa rnkemMmns HaTolak: 6,1-6,9 MMonb/n B
BeHO3HoW nnasme (5,6-6,0 B KanunnspHOM KPOBK)

MepopanbHbIX rNOKO30TONEPaHTHbLIN TECT
* Haroulak, 3aTemM 75 I roKo3bl, MI0KO03a Yepes 2
yaca

* 2yaca: < 7,8 MMonb/n - HopMma, 7,8-11,0 - HapyLleH-
Had TONMepaHTHOCTb, = 111 - anabeTt

FMuknpoBaHHbIN FreMorno6uH

* [TIIOKO3a NPUCOEedMHAETCS K reMornobuHy 6e3
depMeHTOoB

* YeM BblLLe rNtoko3a, TeM 6orbLie HbAlc

o OpUTpOoLMUT XMBET okono 120 gHewn
o HbAIC oTpaxaeT CpeHIOI0 IMoKo3Y 3a 3 MecsLLa

o CunbHee BCEro Ha 3HavYeHne BAMaT nocnegHme
4-8 Hepenb

JloByuika Ha aK3aMeHe

HbAlc noka3biBaeT ypOBEHb MMIOKO3bl B MO-
MEHT aHanus3a

MpaeunbHo: HOATC OTpaxaeT CpenHto M-
KEMUIO NPUMEPHO 3a 3 MECSLLA — CPOK XM3HM
apuTPOLMTOB. OOHOKPATHbIV MOABEM IHOKO3bI
€ro NnoYTun He MeHAET. [N rMioKo3bl «34eCb U
cenyac» U3MepPAIOT Camy rMoKO3y

Tunbl gnabeTta

* OcHoBHble TUMbl = 11 2; pexe BcTpedatoTca MODY,
recTalMOoHHbIN OnabeT 1 AnabeT npu 601e3HAX
noaKenyaoyYHOM Xenesbl

Ta6nuua 11.1. CpaBHeHue guabetalu 2 Tuna

Mpu3Hak Ounabet 1 TMNa

MpuunHa AyTOMMMYHHOE pa3spyLLeHne B-KneTok

Ona6eT 2 Tna

MHCYNMHOPE3UCTEHTHOCTb U HEAOCTaTOK CEKPELLMM
MHCYnuHa
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