JIEKIIUS Ne 19

O0MeH U PpyHKI U
BUTaAaMMHOB B, B_,

B,,B.,C.



Burtamun B9
(bomueBasi KHCJI0TA)

* MDoyieBast KUCJI0TA COCTOMT U3 TpexX
CTPYKTYPHBIX ¢TUHMIL: OCTATKA 2-aMUHO0-4-
okcH-6-MeTranTepuauna (I),
napaamMuHoOen3oHou (IT) u L-rimyramMmuHoBoM
(IIT) kACcJI0T U MMeeT CJAeAYIINYI0 CTPYKTYPY:
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dbonueasa (NnTtepounrayraMmHoOBas) KUCoTa



OCHOBHBIE IPOAYKTHI, COAEPKALIME
(hoIMEeBYIO KHCJIOTY

CBE)KHE OBOIM U 3ejieHb (0COOCHHO MOPKOBbD,
IMOMMIAOPHI, JYK, CAJIAThI, KAIyCTA);

MSICHbIE IPOAYKTHbI (0COOCHHO NeYeHb U MOYKH);
SIMYHBINA JKEJITOK;
ChIP;

MUKPOQJIOPON  KHINEYHHUKA  YeJIOBEKA  MOKET
CHHTE3MPOBATHCHA HEKOTOPOE KOJUYECTBO CYTOYHOM
MOTPEOHOCTH.




Yyactue poMeBOU KUCJIO0THI B
MeTadoIu3Me

TI'®K (H,-¢oaaT) odpasyercs B neueHu u3 GpoineBol KUCIOTHI
(dbouara) ¢ yuacTueM pepMeHTOB (PoJIaTPEeAYKTA3bI U
auruapogonarpeaykrasbl . KogpepMeHTOM 3THX peayKTas
aBiasiercsi NADPH. MerunenoBasi rpynna -CH,- B

MoJieKyJie MeTuieH-H -¢o1aTa MoKeT npeBpamiaThesl B Apyrue
OJHOYIJIEPOAHbIE IPYIIIbI.
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HexocrarouHocTh (h0IMEBON KHUCJIOTHI
(rMMOBMTAMMHO3)

B pa3BuThIX cTpaHax Bcerpedaercsi peako. (OcCHOBHbIE
NPUYMHbI PA3BUTHSA: TOJI0AAHHUE, AJTKOT0JU3M, 0epeEMEHHOCTD,
JJIMTEJbHBIA PUEM NPOTUBOCYIOPKHBIX NPenaparos.

Apkas KJINHUYECKasA KapTHHA rMIOBUTAMMHO3A:
MeraJjo0JacTuyeckKas, NePHULMO3HASA aHeMMU s
Anaucona-bupmepa.

B KPOBHU: CHH’KCHHUC IPUTPOIIUTOB — I'NIICPXPOMHAA aHCMUA,
MeraJjo0Jacros3 (HOHBJIQHI/IE HCIO03PECJIbIX 3pI/ITpOlII/ITOB),

MAKpPOUUTO3, AHU30UUTO3. JleHKOomeHHUsl, MHOTOsICPHbIEC
JICUKOLUMUThI, TPOMOOIUTOIICHUS.

B xocTtHOM MoO3re: meraJjo0acro3 (yBeJndeHHe Hea03pesibIX
IPUTPOLUTOB), MAKPOUMTO3, (parMeHTbl PaX3PYUICHHBIX
IPUTPOLIUTOB.

Bo3Mo0:xHO 000CcTpeHue mu30ppeHun, SMUJIeNCuu.



BpoxaeHHbIe HAPYIIEHUSA 00MeHa (G o1MeBOd KUCJI0ThI
?

Ha3zBanue Ipuznaku
IIpuyuHa HApYyLICeHUS Jleuenme
00J1e3HU HAPYyLICHUS
doJ1ar3aBu- BpoxaeHnbie HapyIeHUA Anemusi | MeraBurammu-
cuMast CHUHTE3a pelenTopoB HOTEepanus;
MeraoJacTm- (BcacbiBaHHE) MJIH Cumnromaru-
yeckasi anHeMusi | posiaTcBA3BIBAKOLIEIO OejIKa YyeckKoe
(TpancmopT) JIeYeHue
Meraomaacru- HedexT odOpazoBanus AHemusi | MeraBuramm-
yeckas aHeMusi | KoepMeHTOB HOTEpaIus;
Cumnromaru-
YyeckKoe
JIieyeHue
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(i




buoxumuyeckune pynkuun suramunaB9 (Pounesan Kuc1ora)

Kodepmenr - TIT'ODK
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Burtamuun B12
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OcCHOBHBIE IPOAYKTHI,
copep:xamue BuramMmuH B12

CHuHTE3: HCKJIIOYUTEJIbHO
MHUKPOOPIraHN3MaMM KUBOTHBIX U PbIO:

*MSICHBIE IPOAYKTHI (OCOOEHHO NEYEHB, ITOYKH);

*pBIOA;

*CEID;
*MUKPOQPJIOPOH KHIICYHHMKA YEJI0BEKA MOKET

CUHTE3UPOBATHCA B HEOOJIBIIUX KOJIHYECTBAX,
UCXOAS U3 CYTOYHOM MOTPEOHOCTH.



YyacTue BUTAMHMHA B12 B MeTa00JIM3Me

KodepmenTnr: 5-nezokcnanenosnnkodanamut (JIA ), metrikobanamus (B -CH,)
1. AkTuBauus (poueBol KUCJIOThI (TT®K-CH, + B;—> TI'®K + B ,-CH,)
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YyacTue BUTAMHMHA B12 B MeTa00JIM3Me

2. Oomen nponuoHmI - CoA
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I'unoBuTaMmnHO3 KO0AJIAMHUHA

KobdastamMmuH HeoOXomuM [JIS HOPMAJbLHOIO
(PYHKIUOHUPOBAHUSA (POTUECBOU KUCJIOTHI (AKTUBAIMA) U €CJIHN
Oyner He XxBararb KoO0aJaMHUHA, TO MOXKET Pa3BUBATHCH
BTOPUYHBIM TIUNOBUTAMHMHO3  (oIMeBON  KHCJIOTBI W
HPOBJATHLCH 3TO OyIeT PpasBUTHEM MerajaodjacTudecKkou
aHemuen Anaucona-bupmepa.

Eciu opranuzm xopouio odecnedyeH (poaueBor KUCJI0TOM,

TO pa3BUBaECTCHA (PYHUKYJIAPHBIN MHEJI03,

XapaKTepPU3yOIUUACH JHereHepaTuBHbIM MOpaKEeHUuEeM
HEPBHOM TKaHM (NOJMHEBPHUTHI, NapecTe3uH, HapPYILIEeHHe
YyBCTBUTEJIbHOCTH, MbIILIEYHbIE 0011, ¢J1a00CTh,

NCUXUYECKUE PACCTPOMUCTBA). IJTO CBA3AHO € HAKOILJICHUEM
METHJI-MAJJOHWI-KOA, BK/IIOUEeHHEM €r0 B JKUPHbIE KHCJIOTHI ¢
oO0pa3oBaHMe KHMCJIOT ¢ Pa3BeTBJECHHON YIJIEPOAHOM LENbIO U
BKJIIOYEHHEM IOCJeAHUX B COUMHIOMHEJNHBI C AHOMAJILHBIMH

(PpU3UKO-XMMUYECKUMH CBOMCTBAMMU. o,




I MnmepBUTAMMHO3 KOOAJIAMHHA

IIpakTHYecku He ObIBaeT, XOPOIO NMEPEHOCUTCH,
HO CJIeIYeT ¢ OCTOPOKHOCTH NPUMEHSThH:

*IIPU OHKOJIOTHYECKHUX 3200 IeBAHUAX;

*IPU CKJIOHHOCTH K INOBBIIIEHHON CBEPTHIBAEMOCTH
KPOBHU;

*MOIYT OBITH AJIJIEPrUYeCcKUe MPOsIBJICHMS.




BpoxieHHbie HapynieHusi oOmMeHa B,

é

Ha3Banmue 00s1e3H1 IMpuunHa HApyIEHUS IIpu3Haku HApyIIeHUS Jleyenue
B , 3aBucumas Hapyuienue BcacbIBaHUS AHemus MeraButaMMHOTE-
aHeMus (cuHTE3 MyKONoOJIUCAXapHUIA — panus

BHYTpPeHHero ¢axkropa),
Tpancnopra (TK-1, TK-2)

MeTuniamasioHar- Hedexr ¢epmenta MeTui- | PazBurne keroaunaosa, | Orpannyenue
auuaeMus MaJa0HUI-CoA-MyTa3bl: 3a/iepKKa pocra, Oesika;
1. KojgepmenTHass ¢opMa — | mncuXu4eckoro paspurus. | Cumnromaruyec-
HapylieHo npeBpamieHue B , | buoxumusi: HaKoIIeHHE | KOe JieYeHHe;
B JI1A-B , B KPOBH IPONUOHOBOM MeraButaMHuHO-
2. AnodepmenTHass popmMa — | KHCJIOThI, METHJI- Tepanus.
HapyUIeHHe cuHTe3a | MAIOHWI-COA,
anogepMeHTa TPOMOOLUTOIICHUS,

JeHKOLMTONEeHUS




buoxumuyeckne pynkuun Buramuna Bi: (kodasniamun)

KodepmenT — MeTHIIKODAIAMHH, 5-1€30KCHA/ICHO3HIK00AIAMUH

1)Odmen AHPHBIX KHCIOT € HEMETHBIM “THCIOM YIUIEPOAHBIX
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Ha3bIBAIOT BUTAMUHOM C.
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; @\‘% OcCHOBHBIE IPOAYKTHI,

& copepskamue BuramuH C

HawuboJ1ee pacnpocrpaHeHHbId U TPeOyeMbId 1O
CYTOYHOU 03¢ BUTAMMH:

- oBomM (0COOEHHO JIYK, Iepel, Kamycra, YKpPOIl, XpeH,
ropox);

-ppyKTHI (0CO0EHHO CMOpPOAMHA, MAJHMHA, IINIOBHHUK,
KJIIOKBA, KJIYyOHHUKA);

-[IPOAYKTHI KUBOTHOIO0 NPOMCXO0KIACHUA (0COOCHHO IeYeHb,
IMOYKH).

Conep:kanne BUTAMHHA B NPOAYKTAX PACTUTEJIbHOIO
MPOMUCXO0KIEHUSA 32aBUCHUT OT MHOTHX YCJIOBHI (arpOTeXHnRa,
ya100peHus, mo4YBa, KJIMMar). o




Yyacrue aCKOPpOMHOBOW KUCJIOTHI B META00JIM3MeE

1. IIpouecchl TMAPOKCUIUPOBAHUA:

e MPOJUH @» OKCUIIPOJIUH

(IpOKOJIJTAareH —— KOJJIarcH)

©

e TPU—— OKCUTPUNTO(HAH —— CEPOTOHUH

©

o (heH—= TUP —» TOPMOHBI (KaTE€XOJaAMHUHBI, IITUTOBUIHOM KeJI€3bl)

2. OHTI/IMI/I3aIII/Iﬂ TKAHEBOI'O AbIXaHUHA, OKUCIUTCIBbHO-BOCCTAHOBUTEC/IbHBIX
IPOoIeccCoB;

©

+ +
3. Fe’" —=FEe&&" (o6e3BpexuBanne merHb, BcacbiBanne Fe B kuireunnke);

4. bakTepuocraruyeckoe JeucTBue.




I'mnoBuramuuo3 BurtamMmuHa C

ilepBble mnposiBjeHusi: €Ja00CTh, amnaTvs, I[OBbIIIEHHAS
BOCIIPMMMYHMBOCTL K MNPOCTYAHBIM 3200/1€eBAHMAM, CHUKEHUE
"KU3HEHHOI'0 TOHYCA, KpOBOTO‘lI/IBOCTb zleceH IPH YMCTKe 3y0OB.

3a0osieBaHMe — UHTA (CKOPOYT)

I'emopparnyeckue siBJICHUA:

*KPOBOTOYUBOCTD J€CCH, CHHAKHN IIPH yumﬁax, HIMIIKAaX, yiapax
HE3HAYUTC/IbHDbIX,

*KPOBOTECYCHHUS BHEIIHUE (HOCOBbIE, YIIIHbIE, U3 PaH);
‘reMOpparu4ecKuu quares;
*KPOBOTECYCHUS BHYTPECHHHUE.

I'NMIIEPBUTAMUMUHO3

XOpoI1Io IEPEeHOCUTCH, HO OCTOPOKHOE IPHUMEHEHHE IIPH
MOBbINIEHHON CBEPTHIBAEMOCTH KPOBH U TPpoMOodJiedOuTax.



buoxumuyeckne pynkuun Buramuna C (AckopOHHOBasi KHCJIOTA)

1. Peakums rujipokcuanposanus rpunropana

CH, == CH = COOH
CH, = CH e COOH oo - HO I

NH, AMOKOHreNIEI NH,

NH NH

Tpunrodan S-oxcunpodan

2. Peakumsi rHIpOKCHIHPOBAHMKS NPOIHHA NPH CHHTE3E
KOJLJ1areHa

NPONMATKG -
n
PORCHNALA
COOH

NH

HO,

.

NH

NPoJaHH THAPOKCHIIPOJIHH

3. Peakumus F'HJAPOKCHIHPOBAHMS JIH3HHA HIPH CHHTEC3C
KRoOJL1aresa

MNae CH = COOH . H N ?N—COOH
| PONCHARIA (CH.)
> P

oM, CH — OM

N, M,

(CH,),

NM,

JIH3HH IHAPOKCH/IH3HH

4. Peakuust ruIpoKCHIMPOBAHKS Napa-
rupokcHpennanupyBara

i OH
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CH,—C—CO0H 0. ;CLC”:—COOH

Dovorenmiomxonan

B raapeRcHp eI HpYBaT xMcaeTd

ll-l'll;lpOKCll(‘IeHliJI nupysar TOMOI€HTHIHHOBAY KHC0]

5. Peakuus PACHICILICHHH APOMATHYECKOI0 KOJIbLA

FOMOICHTH3IHHOBOH KHCI0TBI
HO CH CH, = COOM
(pymapuaaneroaunerar

TOMOI€HTHIHHOBAY KHCJI0Ta

APOCCHIe= kA
FOMOTHTIINmO RO
INMM’U

, = COOM

6. Peakuust ruipokcuanposanus 10pamMmuna

CH, == CH, =

<y

nopamun

CH O, = N,

<)

HOPAAPEHAIHH

DOBAVN -
aposcena



7. Yuacrue ackopOHMHOBOI KHCIOTHE B 0OMCHE ®enes3a

Monocte
TOHKOIMo
KULWeYHMKa

Fos

AckopbrHosan
Kucnora

Fo






