TBEPCKOM 'OCYJAPCTBEHHBIA MEJUIIUHCKUA
YHUBEPCUTET

Kadenpa 6moxumun ¢ KypcoM KIMHHUYECKOHN J1a00paTOpHOM
JTMarHOCTUKHU

OBMEH U ®YHKIINUU JIUIINTOB,

AMHWHOKHUCJIOT, IPOCTBIX U CJIO’KHbBIX
BEJIKOB

Memaboauueckue Kapmeol

Yueonoe nocooue 011
KOHCHEeKMupoeaHus JIeKuuil u
CAMOCMOAMENbHOI  NO020MOBKU K
3AHAMUAM RO ODUOXUMUU

TBepsb, 2018 1.



OBMEH 1 ®YHKIIUU JIUIINT0OB
XUMMs JIMITN 0B

1. [aiite ompeneneHue: 4YTO TAaKOE JMUMIMABI (XMMHUYECKas IpPUPOJA, PACTBOPUMOCTH B
HOJISIPHBIX U HEMOJISIPHBIX Cpelax).

2. Knaccudukanus TUnmIoB:
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A. pochaTuasr ™ 1. cpuHrOMHUeTUH
- pocdaruauncepun 2. MIIMKOJUIIHIBI
- hochaTuauIITAHOIAMUH A. 1epe6po3ubl
- hocaTuaunxonun B. TaHTIIHO3UIEL
B. mna3manorens

C. pochaTHauIMHOZUTOIBI
D. KkapaHOJIHIHHBI

|. IIpocThie AUNMABI

1. Beicmme :xupuble kucaoTel (BXKK). CuHonumsbl: cBoGomuble skupHble KHcHoThl (CXKK),
HeacTepedurpoBanHbie xupHbie kuciaoTsl (HXKK).
— paiire onpenenenne: yto takoe BXXK (xonmmuectBo aromoB yrieposaa (pamukan R) m Hammuwme
(yHKIIMOHAIBHOW KapOOKCHIBHOW TPYIIIBI):

R - COOH

— pactBOpuUMOCTH B Boze ¢pparmenTo BXKK;

— HaCBIIIEHHBIC ¥ HEHACHIIIIEHHbIE (MOHO- 1 nonnHeHackIneHHble) BXXK; B TkaHAX y )KMBOTHBIX
npeo0ialaloT HEHACHICHHBIE;

— KoH(OpMaIMs HeHaChIIeHHBbIX (1Kc-, TpaHc-hopma) BXKK;

— mnambonee pacnpoctpaneHHble B)XKK B TkaHsX )KUBOTHBIX (COepKaT B OCHOBHOM YETHOE YUCIIO
aTOMOB YIJIEpO/Ia):



C16, Clg, Czo, C24, C16;1, C13;1 (Clg;z, C13;3 u C20;4 - CeMeHCTBO M-3 ¥ -6 MOJIHEHOBBIX
JKHPHBIX KHCJIOT )
1) mansMUTHHOBAS, 2) CTeapHHOBAs, 3) apaxuHOBas, 4) TUTHOIEPUHOBAs, 5) MaJbMHUTOOIIEHHOBAs, 6) OJIEHHOBAs,
7) nuHOMNEBast, 8) MMHOJCHOBAS, 9) apaxHIOHOBAS;
— 3amenumble U He3ameHuMbIe BXKK (accennmansabie, Butamus F);
=  Ouonorudeckas posb HezameHUMBbIX BXKK (nmpeamecTBeHHuKN 31K03aHOUAOB) ,
— ¢ynxunu BXKK (o0bscHuTE)
- HCTOYHHKHM DHEPIHH,
- JIeNo DHepruy,
- IUIaCTHUYeCKasl.

2. l'iimuepuabl

A. Tpuenuyepuowt (TT'). CHHOHIMBI: HEHTpaIBHBIC )KUPHI, TPAALFIITIIHIICD OJIHL.
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Xummnueckuii cocran: (rimmnepor + BXXK)
—  CIIOKHO-3(HpHAs CBA3b (IOKAKHUTE);
— MPOCTHIE, CMEIIAHHBIC;
— KOHCHCTEHUHS (KUIKHE, TBEPIbIe, MATKUE), OT YT 3aBUCHUT;
— BHUJOBAas CIECHUPUYHOCTD (YEM ONPEAEIACTC);
— OCHOBHBIE (QYHKIHH:
- HCTOYHHK DHEPTHH,
- JIeTIo DHEPIHy,
- Jpyrue QyHKIMU (MeXaHWUYecKasl, TEIUION30JISIIIMOHHAS).

b. Juenuyepuowr (1AI).
B. Monoenuyepuowvr (MI').

3. Bocka
—  XHMHYECKHH COCTaB (CJIIOXKHBII Apup BBICIICH )KUPHOH KUCIOTHI M BHICLIETO CIIUPTA);
— (yHKIHH (CMATYAIOT MOBEPXHOCTH KOXH).

II CaoxHble TUNUALI.

1. ®ochoaunuasl (DJI).

1. I'muuepodochomumuasbt - mpousBonsle hochatuanon kucnotsl (ruueput + 2 BXK + HaPO,)
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A. docharuast

- XUMHUUYECKHH cocTaB [(ocdarnaHas KUCIoTa + a30TcoAeprKaliast MojieKyia (CepHH, STaHOJIAMUH, XOJIHH)]
= ¢pocharunmixonus, pocharunuinceput, GochaTHIUIITAHOTIAMUH)

- cxeMa MOJIEIH (bOC(bonI/IHVHILOB: m

- (bu3HKO-XMMHUYECKHe cBoiicTBa (aMpupUILHEIE)

- ¢ynkimu (GopmupoBanne MeMOpaH KIETOYHBIX CTPYKTYp, JIIT u ap.)

B. mazmanorensl (hocharnmans 1, 2, 3...)

- OTIIMYHE IITa3MaJIoreHOB OT (pocdaTtnnos (3amena BXXK B mosuiiu 1 Ha 0JHOATOMHEI CITHUPT)
- ¢yHKIMH (KOMIOHEHTBI MEMOPaH MUCIHHOBBIX BOJIOKH, CTUMYJIHPYET CBEPTHIBAHIE KPOBH).
C.  docharnmAhoehamui) +

- XUMHUYEeCKHU cocTaB ((pochaTumHas KUCTIOTA + MECTHATOMHBIN MUKITNYECKUH CITUPT HHO3UTOI)
- (¢yHKIMU (BXOIAT B COCTaB MEMOpaH, MPEIIIeCTBEHHUKN MECCEHIKEPOB).

D. KapJAHOIUIUIbI

- XUMHUYECKHUIA COCTaB (KOMIIOHEHTHI (hocaThIHa KUCIIOTA - TIHMIEPHUH - (hochaThIHAas KHUCIIOTA)

- Gbyuknun (KOMIOHEHTBI MEMOPaH MHTOXOHAPHH, CYp(haKTaHT).

2. ChuHTOIMIHABI

- xuMuueckuii cocrtaB (coupt chunrosun + BXKK) = umepamun + (H3PO, m asorcomepxkaruas
MoJIeKyJia) = cOUHroMUeTHH WK (YIrieBOIbl, CHAIOBbIE KUCIOTHI)= TJIMKOJIUIIH/IBI

NH; + BIKK

|
CHs - (CH,)1,-CH=CH-CH-CH-CH,~OH |+ | ?

|
cUHTO3MH OH

LICpaMuz
1. cunromuenun (uepamun (HzPO4+ X0MH), PYHKINH — KOMIIOHEHTHI MeMOpaH
KJIETOK MO3ra M HEPBHBIX TKaHei);
2.  TJIHKOJHIIHIBI
A.  uepebposuasl (uepamuy (+ MoHOCaxapa), GyHKIUH — KOMIIOHEHTBl MEMOpaH
HepBHbIX KieTok [JTHC),
B. raurmmosnzasl (iepamun (+ cHanoBble KUCIOTH), QYHKIUH — KOMIIOHEHTBI
MeMOpaH raHIHO3HBIX KJIETOK HEPBHOI TKaHM).

3. Ctepouanbt

LinknoneHTaHnepruapoferanTpen
(06LWAA CTPYKTYPHER OCHOBA CTEPOWA0B)

1. cTepuHBI



—  XOJIECTEpHH (XO0JIeCTEePO)

HO

- XUMHYECKOe CTpoeHHe (IIMKINIeCKHil, HEHACHIIIEHHBIN OJHOATOMHEIA CITHPT),
- yHKIMHA (TIPEIIIECTBEHHUK):
a) BUTAMHHOB,
b) cTeporaHBIX TOPMOHOB,
C) XKETYHBIX KHCIIOT,
d) Bxomut B coctaB MeMOpaH.
2. crepuabl (3GUpBl XOJNECTEpHHA)
- xuMuyeckoe ctpoeHue (xonectepus + BXK),
- ¢yHKUMHM (IETTOHUPOBaHNE CBOOOIHOTO XOJIECTEPOJIa);

KeruHble KHCJIOTHI: (IIPOM3BOJHBIE OT XOJIECTEPHUHA, Y KOTOPOro OOKOBas eIl OKHUCIICHA C 8 10
5 atomoB C + THAPOKCHIBHBIE TPYIIBI + BOCCTAHOBIECHHE IBOMHON CBS3M; B TCUCHHE CYTOK
cunresupyetcs 400-600 mr; myn 2-4 1)

= xouesas (3,7, 12) } IIEPBUYHBIE JKEITYHBIE KUCIOTHI

= XeHoje3okcuxojenasd (3, 7 00pa3yroTCs B IEYEHU

=  ne3oxcuxosesas (3, 12) BTOPUYHBIE JKEITYHBIE KUCIOTHI 00Pa3yIOTCs B TOHKOM
=  juTtoxoiyieBas (3) KHUIIEYHUKE U3 TIEPBUYHBIX JKETIHBIX KHCIOT

"  [apHbIC XKETYHBIC KUCIOTHI (COJTH HKETUHBIX KHCIIOT) — TIIaBHBIE SMYIIbraTOPHI
[xem4Has KUCIOTAa + TIUKOKOM (TJIMIMH) WM TayPHH)]
H,N - CH, - COOH
HyN - CH; - CH; - SO3H
e  (YHKIMHM JKEITYHBIX KHCIIOT (CHIIKAIOT TIOBEPXHOCTHOE HATSDKEHHE M CTUMYJIHPYIOT
SMYJIBIHPOBaHUE JHITUJIOB, a Takke TpaHcropT BXKK)
— [PUYMHBI MEJICHHOTO NIEPEBAPUBAHMS JIMIUI0B B HEAMYJIBIUPOBAHHOM BUJE U
MEXaHN3MBbl YBEJIIMUCHNSI CKOPOCTH MepEeBapUBaHUSI JIMIH/IOB O/ BINSHUEM dMYIBIaTOPOB (pe3Koe
YBEJIMYEHUE TIOBEPXHOCTH COMPUKOCHOBEHHS YH3UMOB U JTUITHIOB.

HEPBAPUBAHUE (I'MAPOJIN3) JIMIIUAOB B KEJIY IOYHO-
KNIIEYHOM TPAKTE

=  3HaYeHHE MepPEeBAPUBAHUS (THAPOIIH3A) JIHUITHIOB,;
— TIOTeps BUJIOBOH CHEUU(PUIHOCTH JIUITH/IOB;
— MECTO NepeBapuBaHus (TOHKHH KUIIEYHHK);
e  ['OpMOHBI, CTUMYIUPYIOLIHE TIEpEBAPUBAHNE JIUITNIOB (XOJEIUCTOKMHUH — CTUMYJIHPYET CHHTE3 U
CEKPELHUIO 3H3UMOB U3 MOJKEITYJOUHOH JKeNle3bl; CEKPETUH — CTUMYJIUPYET CEKPELUI0
OukapOOHATOB);



— yCJOBHS ITepeBapruBaHus (IPOUCXOANT Ha TpaHUIlE paszena (a3 Bojga/>Kup):

pH (poxns 6uxapbonaros) — 8,0;

SMYJIBTUPOBaHKE (POJb KEITIHBIX KUCIOT, ONKapOOHATOB 1 OENKOB);
(bepMeHTBI THAPONK3a TUIHAOB (KoNunasa u npoaumnasa; Goconumnasa A, B - (Ay), C, D;
XOJIECTEpOJIdICTEPa3a: MECTO CHHTE3a ITUX (PEPMEHTOB U CIIOCOOBI X aKTHBALMN)

MEXaHU3M M HPOJYKTHI THIPOJIN3a TPUTTHLEPUI0B U pochonunumos:

39
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— BCACbIBAHUE NIPOAYKTOB I'MIPOJIN3a JIUIHUI0B CIIM3UCTOM TOHKOT'O KHIIICUHHKA.

THAPO(UIIBHBIX;

FI/IHqu)O6HLIX (06pa30BaHI/Ie CMCIIAHHBIX MULECJUI C YHaCTUEM COJIeH JKETYHBIX KI/ICJ'IOT)

— cyapba 2-4 T KeIYHBIX KHCIOT (JHTEpO-TrenaTnyecKkas HUPKYISIUs — 5-8 LUKIIOB/CYTKH):

1. BcachiBatotcst coBmectHO ¢ BXKK u xonectepunom
snuTeareM Kuineunnka - (90-95 %);

2. BBIBOJATCS ¢ KasoBbiMU Maccamu (500-600 mr. 1.e. 5-10 %).

PECHUHTE3 JIMIIN1OB

BUJY )KUBOTHBIX);

— OHOJIOrHYECKOE 3HAUCHUE (06paSOBaHI/I€ 1 JCTIOHMPOBAHUE JIUITUI0B CBOMCTBEHHBIX OIPEACIICHHOMY

— MECTO peaxunﬁ (CJ'II/I?;I/ICT&H TOHKOI'O KI/IIHC‘{HI/IKa);



—  MOJIEKYJIbI, IPEAIIECTBEHHUKH IS PECHHTE3a U UX NCTOYHHKH;
— CcXeMa pecHHTe3a TPUTIHIEPHUIOB U POCHOTUITHIOB.
OOBsICHUTE TIO CXEME:
1. mexanHu3mbl aktuBanuy rauuepuna, BXXK, azorcomepxamux mosekys u oOpa3zoBaHue:
- rmuuepoi-3-docedara (E-rmuneponkunasa)
- aiin-KoA (E-amun-KoA-cunrerasa)
- xonuHpocdara
- IdD-xonuHa
2. MexaHM3MBbI 00pa3oBaHus anuirauueposios (E-ammnrpancdepassr):
- (pocdaTnaHOI KHCTOTHL;
- IUALMITIALEpPOTIa,
- TPHAIMITIINIEPOIa,
- nerutuHA (pochaTHINIXOIHH) U Ap. POCHOTHITHAOB.
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OO6pa3oBanue 23pUPOB X0JIeCTePUHA.

xonectepon + BXKK (E-neunrnnxonecrepunanuiarpancdepasa)
JIUMUBL, PECUHTE3 KOTOPBIX MPOU3O0IIEN B CIM3UCTON TOHKOTO KUIIEYHUKA, HEPACTBOPUMEI B
BOJHOM cpexne MUM(BI U 1a3Mbl KPOBH;
BO3HHKAIOT JIMIIOTIPOTENHOBBIC KOMIUIEKCHI, B CIIM3UCTOM TOHKOTO KumegHuka (XM, JITTOHIT):
— IEPeHOCHMBIC UMH JUMUABI (IK30TCHHBIC TPUIIULEPHIBL, HOCOIUIUIBI U XOJIECTEPOIT),
— MapupyThl TPAHCIIOPTA JUIIONPOTEHHOBBIX KOMIUIEKCOB (JIMM(a — KpOBb — TKaHH);
JIMITONIPOTEUHBI ChIBOpOTKH Kposu (JITTOHIT, JITIIIIL, JITTHIT, JITIBII), 6unonorudeckas poib
Ka)JIOTO JIMMOTPOTEHHA (TIOAPOOHOCTH CM. B TeMe "clioxKHbIe Oenku");
TPaHCIIOPT JIMIHUJIOB U3 CBIBOPOTKH KPOBH Yepe3 LUTOIIa3MaTHUeCKHe MEMOPaHBbI B KJIETKH
Pa3MYHBIX OPTaHOB M TKaHe# (peuenTops JITTHID);
— pOIb JHUMONPOTEHHINIIA3B! SHAOTENNS KaWIIIPOB Pa3INIHBIX TKaHEH (THAPOIIH3
TPUTIIAIIEPUAOB KpoBH Ha TiurepuH u BXXK);
— POJb PELENTOPOB K JIUIOMPOTEMHAM U MEXaHU3M 3HIOLUTO3A.

KATABOJIM3M JIMIIN1OB

Buonorudeckuii cMbIC KaTaboIu3Ma JIMITHI0B (HpOI/ISBOILCTBO 3HepFI/II/I).

JIMTION3 (MoGuM3aLMs THITHIOB U3 KUPOBO TKAHHK)

— yCIIOBHS MOOWJIM3AaLUK JIMIHIOB W3 JKUPOBOM TKaHM (HMOTPEOHOCTh B IHEPTHH, CTpecc,
TOJIOTaHNUE);

— TOPMOHBI, CTHMYJHPYIOIIHE WIA HWHTHOMPYIOIINE JUMOMN3 (aIpeHANNH, TJIIOKaroH,
UHCYJINH)

— peryisitopHblie ¢pepMmenTs! (E-Tpuannnriuneposn-numnasa),

— MEXaHU3M aKTHUBAalLUU (EepPMEHTOB (FOPMOHBI — PELENTOp — aJeHWIaTIrKIa3a — TAM® —
MPOTEHHKNHA3a — TPHAIMITIULEPOII-IHIIAa3a),

— MPOAYKTHI JINMIOJIHM3a TPUALMITIHLEPOJIOB B )KHPOBOH TkaHu (ruiepuH u BXKK).
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Peaxmu oxucienns BXKK (B-okucnenue)
\ FenaTounTbl M KNeTKM ApYrux TKaHeit  (KPOME KIETOK Mosra —
remarodHIedannaeckuii 0ape

st BXKK)

3. OkuciIeHHe JKUPHBIX KUCJIOT (B-oKuc/enne):

— JIoKanu3auus npoiecca (MUTOXOHIPHH),



— aKTuBanus cBOOOIHBIX KUPHBIX KUCIOT (E-ammi-KoA-cunreraza, ATO—AMD),
— MEXaHW3M TPaHCIopTa KUPHBIX KUCIOT (C1p.24) UEpe3 MEMOPaHY MUTOXOHIPHIA
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/

E;-xapuutnHanmiarpancdepasa | (mHrudupyercs sH3uMM MagoHUI-KoA)
E,-kapuutuHanmuntpanchepasa Il

kotepmentst (KoA, kapHUTHH),

ATaIbl OKUCIICHUSI BBICIINX )KUPHBIX KUCIIOT:

. B-oxucnenue,
Il. oxucnenue anernn - KoA B I[TK,

ucropus paciiugpoBku Mexanusma B-okucienus ©. Knoomnom,

1)
HC“C{
o ,
HC/ \CL H,C -CH,— CH z—CHr< —» Oenzoiinas KMCJIOTA
i oH
HC——CH
| |
2)
HC—7CH
7\ A
HC\ C—HG-Fp C—CHy— CH2*HQ CiC\OH — deHnIyKCcycHas KHCJI0TA
: b«

| HC—=CH

HOYeMy HPOLECC HOIYYHII Ha3BaHUE [3-OKHCICHUS (OKUCIIAETCS YIIIepO B B-TI0JI0KEHUH)
Mexaam3M f-okucnenwus ( - 2 H, + H,0, - 2 H, - 2C-dpparmenr)
9Heprus onHOH peakuun B-okucnenus Ha | stane (DAJIH, + HA/TH,) =5 ATO

KOJIM4eCTBO LMKIOB B-okucienus (C/2 — 1), HanpuMmep, MalbMUTHHOBON KUCIOTHI

Ci6= 16/2 -1=7,

— DHEprus OKUCIEeHUs 0AHON MoJekybl aeTuin-KoA B HTK = 12 AT®

— DJHeprus OKucieHus § Moiyekyn aueTuia-KoA, o0pa3oBaHHBIX U3 MaIbMUTHHOBOW KUCIIOTHI, B
OTK 8- 12=96 AT®

10



7 6 5 4 3 2 1 0]

{ \2 \’ 2 \’ \’ \2 "l
HsC - CH, - CH, - CH, - CH, - CH, - CH - CH, - CH, - CH, - CH, - CH, - CH, - CH, - CH, - C - Attt KoA (Cyg)
\
S - KoA

E - ®AJl H; — uems Z?ATG)'

E-©0AL 6HoIOrNIecKoro
OKHUCJICHUA
@)
1
Enonn - KoA R-CH=CH- C\
S KoA
l +H,0
@)
1
B-Tuapoxcuammi - KoA R-CH-CH,-C
oTarl
| | \
OH S KoA
E-HAJl E-HAJH, > =? AT®
1enb OMOJIOTMUECKOTO OKUCIICHUS
@)
1
B-Keroawmn - KoA CH,-C
l \
O S KoA
Oxucnenue
KETOHOBBIX TeI
MBIIIIAX U APYTUX + HS - KoA
opranax
KpoBb
Bo3moxen e
GuochnTes ~ €— 8X Auerni - KoA B-Auna - KoA (Cy6-2)
KETOHOBBIX TEJ
- E-®AOH, > ?ATD x7
E-HAJH, > ? AT®
_________________________________________________________  RRRRReeE e R E
3 HAJI H,
\> C02 —
Il 5Tam 2 AT® - 1 ®AJ1 H, x8
H _/ ¥ O, I1TT®
i
H,O
_ JIpIx. memnp )
— (EepMEeHTHI [3-OKUCIICHHUS: Bcero AT® - 131
- auun-KoA-geruaporenasa
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- B-rugpoxcuarmi-KoA-neruaporenasa
- PB-xeroammn-KoA-tnomnaza
BXKK ne moryT B-okucisiercs B kietkax LIHC (rematosnnedammueckuii 6aprep amst BXKK).

— 0 — OKHCJICHUS KUPHBIX KUCIIOT JIMIUI0B MO3Ta, T.€. OKUCJIAETCS YTIePO B O-[IOJIOKEHUN C
BeigenenueM CO, 6e3 oopazoBanust AT® (E-tnonasa).

4. MeTta0onn3M KETOHOBBIX TeJl (alleTOHOBBIX TEJT)
A. buocuHTEe3 KETOHOBBIX TEJ
— OHOJIOrHYECKO€E 3HAUeHUE OMOCHHTE3a KETOHOBEIX TEII (CI/IHTC?)I/IpyIOTCS[ TOJIBKO B

MUTOXOHAPUAX NIEYCHU, UCIIOJB3YIOTCA TKaHIMH MO3Ta, CKEJICTHBIX MBIIIL, CEpALa 1 noqu),
— /JIBa MyTH OMOCHHTE3a KETOHOBBIX TEJT (HepBLII‘/‘I IMyTh ABJIACTCA OCHOBHLIM),

o}
CH;-C - N
- HxC - C
\s Kon ¥ 7
- 7/
(0 . S - KoA
~o - -
E:
HS - KoA
o} o}
Il 4 -
H,C-C-CH,-C T~
\ ~
~N
o S - KoA N
I AN
CH;-C \\
- \
™ Hs-KoA \
\
. \\ - HS - KoA
\ 4
\
@) O\H (0] Es \|
W |\ I I 2 OYTh
C-CH,-C-CH,-C |
/ I\ /
HO CHgj; S - KoA /
/
/
1 0yTh )/
OCHOBHOI1 /
/
e} e S/-KOA
I I o
CH;-C-CH,<C-OH* ~
ameroaner \_> co
HAJTH, 2
HAJl D
4 o}
I
O\\ |OH CH;-C-CH; alEeToH
C-CH,-CH - CH, .
/ 0o0pa3yeTcsd NP BLICOKUX KOHICHTPAIUAX
HO KETOHOBBIX T€J U YIAJAECTCH U3 OpraHnmimMa ¢
B—rnnpoxcnﬁyTnpaT - OCHOBHOE MOY0¥i U BbIAbBIXa€MbIM B0O31YX0OM.

KETOHOBOE€ TEJ10 12



— MeETa0O0JHTHI:

- anerun KoA,

- aneroanetua KoA,

- B-rumpokcu-f-metmn rirytapmit KoA,

- ameroareTar (aleTOyKCyCHas KHCJIOTa),

- P-rumpoxcubytupar (B-ruapokcuMacisHas KHCIO0Ta),

- aleToH

— (epMeHTHI:

- E; - anetun-KoA-anetun-rpascgepasa (Tuonasa);

- E, - runpokcumerunrnyrapun-KoA-cuHTeTasa (peryasaTopHbli 3H3uM (+) aneTun-KoA,
BXK
(-) KoA

- E3 - rugpoxcumerunrimyrapui-KoA-nmuasa,

- E4 - runpoxcuOyTupaTaernaporeHasa,

- Es - neanmnasa,

B. Oxuciaenue (yTHIH3aIHUA) KETOHOBBIX TeJl

A
' O  HAJ HAJIH, —> ? AT® 0 o}
" B I I
HsC-C-CH,-C 1 » HiC-C-CH,-C
1717 \ \
: Hi OH OH
L
-ATO Cykruani S ~KoA
1 - HS - KoA E,
1 IIVTh e 2 IYTh
4
CykuuHat
@] @) @)
2 CH;-C 4 3 HsC-C-CH,-C
\ \
S - KoA S - KoA
r,cggm) - - bepMeHTHIL:
’ - E;-B-runpokcubyrupataeruaporetasa,
H M’ - E,-KoA-tpancdepaza
JpIx. mems H0 - Es-THonasa
- Ej-anmnKoA—cuHTerasa
—  MeTabOoJUTHI:
- B-ruppokcubyrHpar,
- ameroarerar,
- anerun KoA,

— 0anaHc YHEPrHy OKUCICHHUS] KETOHOBBIX Tell
= (26 AT®) B TKaHSAX MO3Ta, CEP/Ia U CKEIETHBIX
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5.

MBIIII] ¥ TTOYEK.
— CozepXaHHe KeTOHOBBIX TEI B IUIa3Me
- 0,2-0,6MM/x - B HOpMeE,
- 10 20 MM/x1 - nmpu naTonorusix (caxapHoM Juadere, TOJI0JJaH|H, KOria yCHiInBaeTcs f-
okucnenue BXKK u cHinkaeTcs ckopocts okucnenust anetii-KoA B I[TK).
- (dopMHPYIOTCSl KETOHEMHUS, KETOHYPHSI, KETO3.

Oxucienue HCHACBIIICHHBI JKUPHBIX KHUCJIIOT

(mpoucXoANT M3MEHEHH e LIC-KOH(GOpMAIMH B TpaHC-PopMy: IEPEHOC JBOMHHOM cBsi3H, a manee + H,O, - 2 H,
- 2 C-pparmeHnr)

6.

Oxucnenue JKUPHBIX KHUCJIOT ¢ HCYCTHBIM YHMCJIOM aTOMOB YIJICPO/1a
(mpoucxomut B-okucnenue ¢ odpasosanue Mojeky anetwt KoA, nponmonui KoA [3 ¢)),

+ CO, (6uotuH, B1,)
nponuaui KoA (3 C) » cykiHn KoA (4 C) —» LTK
ATO

Perynsus B-oxkucnenus BXK (3aBucut ot ckopoctu noctyrienus BXKK B
MUTOXOHJPUH).

— BIUsHUE - ManoHWT KoA Ha akTHBHOCTbH ()epMEHTA KapHUTHH-aMATpaHcdepassl — | 1 CKopocTh
tpancnopta BXKK B MuToxoHapuu.

Oxkucnenue riumiepuHa

— MeTa0oJMThI:
- [JIHLEPHH,
- Tmunepon-gocdar,
- nuokcuaneToHgpocdar,
- rmunepansaeruapocdar,
- nudocdoriauuepruHoBas KUciora,
- ¢ochorauepuHOBast KUCIOTA,
- 3-hochornuiepuHoBast KHCIOTA,
- 2-docdornuueprHoBas KUCIOTA,
- (ochoeHONMUPOBUHOTpaIHAS KUCIIOTA,
- MUPOBHHOTPAJHAS KUCIIOTA,
- anernia KoA,
— (epMeHTHI:
- E; - muueponkunasa
- E, - rmunepondocdarnerugporenasa
— OamaHc sHepruu okucieHus raunepuHa (20 AT® — o0bsicHuTE).

— BapHaHT UCIIOJIB30BAHMUS IIIMIIEPUHA TSI OMOCHHTE3a TIFOKO3BI (CM. TIIIOKOHEOTEHE3)

14



HO—CH
|
E - AT®
1
H,C—OH
HO—CH
| OH
H,C—0——P=0
\
OH
HAX
E,
HAJIH, — 2AT®
H,C—OH
|
—0
| OH
Hchoil‘?:o
OH
- E l
™
o
s
2 E l — HAJTH, - 2AT®
w —> ATOD
=
3 E |
=
S - ATO
3 E l
3 CH
2 [
>§ lC:O
5 cfo
%") AN
z OH
=
o
=
o
>
5 HAL
=
> HAJIH, —> 3AT®
o ) v.. »CO,
3
= (0]
I » HTK Co,
? CH;-C 12AT®
\
: nhb=<2 v,
S - KoA 2 H,0
Jb1x. nens
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KATABOJIM3M I'NNIMIEPO®OCOOJIUIIN OB B TKAHAX

— TKaHeBble hochonumnassl (A, Ay, C, D);

— JM30JICUETHH, OOHOBJICHUE MEMOpaH;

— HCIOJIb30BaHUC apaxUIOHOBOW KUCIOTHI (9HKO3aHOUIBI);
— [-oKHCIEHHUE BBICIIUX KUPHBIX KUCIIOT;

— OKHCJICHHE TTTUIICPHHA.

Kara6oim3m chuHrommesnmHa. B  smsocomMax  EHCTBYIOT — KHCIBIE — THAPONA3bl  —
cUHroMHeNnyHA3a W LepaMu/a3a, IPU HeJO0CTATOYHOH aKTUBHOCTH BO3HMKAIOT JIM30COMHBIE GOJIE3HH
Humanna — [Tuka u ®apbepa (HakoIIeHNE B TU30COMaX C(UHTOMUENNHA, TIOPAKEHHE TIeYeHH, CYCTaBOB,
YMCTBEHHAS OTCTAJIOCTh U PAHHSA CMEPTh.

Kara6oim3M rinKoC(pPUHIOJUNUIOB (TaHIHO3MIOB U 1epebpo3umoB). B nmmsocomax
JEUCTBYIOT HeHWpaMHMHHUIA3bl (CHAIMAA3bl) M Lepamuiasbl. lIpm HEZOCTaTOYHOW WX AaKTUBHOCTH
BO3HHKArOT Oose3rn ['ome n Tes-Cakca (mopaxeHne KIETOK HEPBHOH TKaHH).

ITYTHU TPAHCIIOPTA, NCITIOJIB3OBAHUA U Y IAJTEHUA
XOJIECTEPUHA

— TpaHcnopT XoylecTeprHa U U 3HIOTEHHOTO X0JeCTeprHa K TKaHAM
- pous JITIOHII u JIITHII (3Ha4eHne TUIIONPOTEHHINIA3H], PEIETITOPOB U SHAOINTO3a B
nporeccax MOCTYMIICHHUS XOJIECTEPUHA B KIICTKH)

— OOpaTHBII TPAaHCTIOPT XOJECTEPUHA U3 TKaHEH K MECTY €ro JaJlbHEeHIIero HCIoIb30BaHus (IIeUeHb -
JKEITYHBIC KUCIIOTBI) M YAAICHHS U3 OpraHu3Ma
- poms JIIIBIT u ¢pepmenta JIXAT (JenuTHH-X0IECTEPOI-aliI-TpaHCPEepasbl)

IToBepxHOCTH

PN KIJIICTOYHBIX MeM6paH
\@nx
< X—0H

KieTrku neuyeHu.
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3

HUcnoas3oBaHue n Yaajl€eHHuE X0J1€CTEPUHA U3 OpraHu3smMa

[locTynnenue ¢ nuien okoso

VY nanenue ¢
KO>KHBIM CaJIOM

HO

cytouHas norpedHocts ~ 1,0 — 1,5 r/cyTku

Cunres u3 anetnii-KoA okoito

0,5- 1 r/cytkun 1 r/cytkn
H,C
CHs cH: HsC
~100 Mr OCHOBHOH IyTh 3
I XOJ‘IGCTGE)I/IH ) cH CH,~ 500 mr
TKaHEH 3 > HO
[5] [1]
[2] COOH
HO
Oxuciaenne OOKOBOM LIenH [4] o 3]
m02"C" faow VP HO OH
U3ITyuYeHue
(‘) JKEITYHBI§ KUCITOTHI
~ 18 mr
CH
CH,4 3 H,C
CHj CH,
ch, cH, Ny Yranenme c
KaJjoM
ITperueHosoH HO X \
Kansuntpuon

Buramunsl rpynmsr D
CTERON/IHbI PMOHBI

I'opMOHBI KOpBI

HAaAIIOYCYHHUKOB My)KCKI/Ie

I10JIOBBIC
TOPMOHBI

Kenckue
Kenckue MOJIOBBIC
IIOJIOBBIE TOPMOHBI
FOPMOHBI (3cTpOreHst)
(TIporecTHHBI)

Oxkuciienne 10 17-
KETOCTEDOUIIOB

N

H_J

Dupsr ¢
CepHOH WiIn
[IIIOKYPOHOBOM
KHUCJIOTOM

B meuenn

v

(2

VY nanenue ¢ MO4on
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AHABOJIM3M JIMIIN OB

— Owmonornueckoe 3HaUeHHE OnocuHTe3a TUIHI0B (nernonnpoBanne TT u oOHOBNIeHHE DJI B
MeMOpaHax)

— BXK, KoTOpBIC MOTYT CHHTE3HPOBATHCS B TKaHIX denoBeka (Cgo4).

— Kakue KUPHBIC KUCIIOTHI HE MOTYT CHHTEe3UpoBaThes B TKausx denoBeka? (C 1g:2, Cig:3, Cop:4).

BuocuHTe3 BbICLUUX XUPHbIX KNCIOT.

— DT0 00paTHBIN MyTh [3-OKUCICHHUSA?
— Ommuns 6uocunTesa u -oxucienus BXKK.

Oriinyus B-oxucaenne Buocunres
MECTO JeHCTBHA MHTOXOHJAPUHU IIMTOIIA3Ma
KO(EpMEHTHI HAJI, KoA, ®A/] AIlb, HAJ1®-H,
9H3UMBI B-oxucnenus cunre3a BXXK
-2 u 3 C pparmeHTsI ormemnenue 2C, anerunt KoA npupoctT Ha 2 C 3a cuet ManoHun KoA

—  IIponunaemocts MeMOpaH MUTOXOHIIPHM ISt anteTUiI-KoA (HempoHuiiaema)
—  Mexanu3m TparcmopTa aneTui-KoA w3 METOXOHAPHIT B MUTOIUIA3MY KIIETOK. (OOBSCHHUTE TI0 CXEME)

Marpune MemGpana LikTozons
MUTOXOHAPHM MHUTOXOHAPHH

HS5-HoA Uutpar UwuTpat ATd+HS-HoA
Benku
YTNEBOAEI E,
Ey AQ®+ P;
G MN  ——— Te -yttt sl BuocuHTES
T jAueTna:HoA| + |Oncanoauerar | ki Oxcancauerar 1AuaTwa-HoA) EDHK
T H+ HAJI®H HAOH + H+

NMunae!

MWLM Es E,4

HAI®" HAL "

E; — nurparcunrerasa

E, - uurpatinaza

E; - mamuk-pepment (HAJIDH)
E, — manataeruaporenaza (HAJTH)

18



Buocunre3 BXKK naunHaercs ¢ o6pa3zoBanust MaaoHuI — KoA

= DH3uM - anetwi-KoA—kapOokcuiasza (peryasaTOpHBIA YH3UM (+) OuTpart, (-) anmi-KoA,
accoranus/ucconuanys; Gochopruposanue/nedhochopurpoBanne CyobeIUHUIL,
WHIYKIMS CHHTE3a YH3UMa O] BIUSTHUEM TJIFOKO3bI U HHCYJIHHA).

=  Kodgepmenr - 6uotun (Butamus H)

L o !

1 P h

CH3 +CO, : C<OH |

(’;40 - AT® * ------- ;
™~ » CH,
S KoA . \ \ s
[ i—o——. Z

il S KoA

— Coopka BbICIINX KUPHBIX KHCAOT Ha AIlIB.

" CXeMa CTPOCHHUA MYJbTUIH3MMHOI'0 KOMILICKCA CUHTA3bI ;KUPHBIX KHCJIOT.

Majsnonui-
TpaHcaluiaasa

Anerui-
TpaHcaluiaaza

nucrenu-SH

3-KEeToauI-
ATllb-
CHUHTAa3a

3-keroanui-
Allb-penykraza

E,

Enoun-Allb-
penykrasa

-TU/IPOKCH- ¢dochonanrerenn-SH
armir-Allb-

eruaparasa E
6

E,

19



— PpeaKuuu ﬁnoanTesa KUPHBIX KHCJIOT
@)

----------- Al
i KoA S 4G - CH;

___________ S -

SH KoAS (C - CH, COOH

\ co,

>S C CH-- C CH-

[4] l + HAJI® H,

[5] O

> L
I
S- c CH,- CH - CH;

S- C CH,=CH, - CH;

[6] + HAJI® H,

|
-C-CH,-CH,-CH;

7] l

‘0

5 E,

” . Bce noBropsiercs 7 pa3 npu
" ........... o
SH KoAS-C-CH,%CO OH — OMOCHHTE3e MATbMUTHHOBON

l
>s C- CH,- CH,- CHs

........ (C16) KHCITOTBI, UCTIOTB3YETCSI
\’ o/1Ha MoJiekyna anetui-KoA u
CO,

7 monexyn manoHuI-KoA.

20



- MeTaboJHUTHI:
aneTmii-KoA (AIIB)
ManonniI-KoA (AIIB)
aneroanetui-Allb
3-ruppokcubytupmia-Allb
kpotoHui-Allb
e Oytupuin-Allb
DHepro3arpatsl U ocHOBHOM ucTouHuK HAJIOH, s 6uocuntesa BXKK. (7 AT, 14 HAJIOH —
obpasyembie uepe3 neHTo30docharHsiii myts, [ITK)
BrocrHTe3 HeHACHIIIEHHBIX JKAPHBIX KACIOT (ecaTypasa skUpHBIX KACTOT Cigq 1 Cyg).
Perymsmus cxkopoctu 6mocunareza BXKK (ametmn KoA-kapbokcmnasa [(+): nutpat, AT®; (-): CXKK],
TOPMOHBI (MHCYJIVH, a{peHaJIHH, TIIOKAaroH).

buocunres Tpuriauuepuaos u ¢gpocdonunuaos.

buocunres TPUTJIHLIEPUIAOB

Hz(l;_oH AT All® Hgti‘,—~0H Haat HAQH+H* HZCII—OH R E] T ]
Ho_cl;_H A_(L' HD—?—H % (I:=o ——3 |71
H,C-OH E, H,C-04F) E, H,C-0-P) [0
JKUPOBAs TKAHb, K I I
MBIILIIBL, IEYE€HD o
KUILICYHUK, AN KoA S ATETHT-KoAs——— |3
IOYKH, ) a
TICUCHR BXK + HS-KoA
ATD
KoA
0]
il
H.C-0-C-R,
HO—(IJ—H
H,C-0~B)

HaC-OH

{ Auun-Kod
Ry—-O-C~H
O /
O H,C-0H

KUIIIEYHUK \
/ Aunn -KoA Ko
H:C=0=C—R,

\ Ry=(-0-C—+
ked O H.C-0B)

\E

H-JC—D C—R, Au.un Ko KpA HECE—O-C-Rl
Rz—c—&(‘:—H —— R=G-0-C-H ©
Q H,C—CH O HG-0-C-R;

— axTuBanus riumnepuHa, (E — rimneponakruHasza)
— aKTHUBaIys XUPHBIX KUCIOT, (E — armmn-KoA-cunaTeTasa)
— MeTa0OJIUTHI:

- TJIMLEPHH,

- nmuokcuarietoHpochat (JOAD),

- rmmnepoi-3-gocdar,

- MOHOALMITIULEPOI,
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- (docdaTumHas KUCIOTA,
- IHAIFITINIEPO,
- ammia KoA,
- TPHALITIHIEPOI,
— 0COOCHHOCTH OMOCHHTE3a TPUIIIUALICPUIOB B IICYCHHU, )KUPOBOI TKAHH, B CTCHKE KUIIICYHHUKA.

Buocunres pocdunumaoB (3KCTPeHHBbI 1 BapuaHT de NOVO)

e  buonoruueckas poss pochonununos (06pasoBaHKe CTPYKTypbl MeMOpaH, GOpMHPOBaHUE JIUIIONPOTEHHOB,
cypdaxTaHTa JIETKHX).

cepuH

o /

(CH3)sN™ - CH, - CH, - OH [l | H;N - CH, - CH, - OH

& 1T
PP
HN-CHZ-CHZ-

oMo

(CH3);N" - CH, - CH, - O - ILI®

oMo

o
I
o) CH,—O0—C—R;
o [l |
I'te xakom R,—C—0O—CH o}
2 | [
BapuanT - CH,— O — P — 0~ CHy~ CHy — NH,

|
OH

o S’ AJIGHOBHI
Il St
o CH,—O0—C—R, |
Il I
R;—C—O—CH o ?"2
| I
CH,— O -P—0-CH, - CH,—N = (CHg)s (|3Hz
(le (|:H — NH,
COOH

— HCTOYHUKH JHALMITIHIEPOJIOB U a30THCTHIX OCHOBAHHMH,
— aKTHBAlMs a30TUCTHIX OCHOBAHUIA,
— MeTaboNuTHI:
- XOJIUH, CEPHH, TAHOJIAMHUH U METHOHUH
- dochoxomuH u GocdosrTaHoIAMUH
- HA®-xonun u UAD-3TaHOonaMuH
- docharnamsTaHONaMUH U GochaTHIUIXOIMH (JICLUTHH),
- JIOHOPBI METWJIBHBIX TPYIII (S — aZIeHO3MIMETHOHUH U JIP.)
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— JIUIOTPONHBIE (PaKTOPBI (XOJINH, ITAHOJIAMHH, HHO3UTOJI, METHOHUH, TTAHI'aMOBas KHCJIOTa
(ButamuH Bis), S-metmnMeTrnonuH (ButaMuH U), IPOAYKTHI TIHTAHKSA):

Du3nogaoruueckoe aecTeue u nociaeacTeus aepunura ¢gocdoannuaios.

@K

KUAPOBas TUCTPOPHUS, HAPYIICHHUSI
(byHKIMM MEMOpaH KIETKH U
CYOKJIETOUHBIX CTPYKTYP

omonornueckne MmeMopans! 1 o—JII1,
cyp(hakTaHThI

OCHOBHOW KOMITOHEHT cyp(aKTaHTa JETKUX - TUHATbMHUTOMI(POCHOTHINIKONHH (JUIETHH). BRICTHIIACT
MTOBEPXHOCTH alIbBEOJ U MPEAOTBPAIIACT X CIUIIaHUE BO BPEMs BBIIOXA.

[Toxa3zaTenem mpaBUIBHOTO (POPMHUPOBAHUS CyphaKTaHTa CITy>)KUT COOTHOIICHUE
dhochoTraMIXOMHUH/CHUHOTOMHUETHH B aMHHOTHUYCSCKON KUIKOCTH, KOTOPBIH K 35 Hemenn 0epeMeHHOCTH
Jocturaet > 4.

buocunTe3s xoJiecTeprHa

— Opra#nsl, B KOTOPBIX HanboJiee aKTUBHO MPOTEKaeT OMOCHHTE3 XoecTepuHa (medeHsb - 50%, TOHKMA
KuIIedHuK - 20% U Apyrue TKaH!)
— MeTtaboauTHhL:
- anerun KoA,
- aneroanetua KoA,
- B-ruppokcu-B-mermi-riayrapui KoA,
- MEBaJOHOBas KHCJIOTa,
- n3oneHTeHHInupodocdar.
- CKBaJIEH,
- JaHOCTEpHH,
- XOJECTEepHH
—  ®epMeHThI:
- THoOna3za
- rugpoxkcuMmetrunrayrapui-KoA-cunrasa,
- ruppoxcuMeTmiaraytapmi-KoA-penykrasa (I'MI'-KoA-penykraza),
— Perymanus OnocuHTe3a X0N€CTEpUHA:
- I'MI'-KoA-penykraza (pochopunupoBanue/ gehochoprinpoBaHne: HHCYINH/TIIIOKATOH,
xonectrepuH u JITTHIT).

Peaxkuuu OuocunTe3a xosecrepuna (oxouao 100 peakumii):
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0] 0]
I 1
CHS -C + CH3 -C

\ \
S - KoA S - KoA
E:

Orarnbl: o} 0 HS - KoA

l I
HsC-C-CH,-C
\

S-ESA

~—, HS-KoA

o)
1

CII 'C
3 \ /—\
S'KOA

A 4
0 OH 0
\ s I C(6)
C-CH,-C-CH,-C
/ | \
HO CH- S-KnA

2 HAJI®H,

Es
2 HAJIH®

HS-KoA

o) OH
\ |
C-CH,-C- CH,- CH,-OH
/ |

HO CH,

ATOD

NS

AJD

CO,

AKTHBaIW, 1eKapOOKCHUINPOBAHNE

I v

< C(5)-P-P
'

Konnencanus

CKBAaJICH ¢

C@30)
K ¢ H,C
4 11 3a
HKJIN3alust
¢ CH, CH,
I I I < aaHocrepudn C(30) % CH, CH,
C@27)
\_ HO
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HAPYIIEHUSA OBMEHA JIMIIU10B

1. Hapymenus oOMeHa Ha 3Tarne epeBapuBaHUs M BCACHIBAHUS IMPOAYKTOB THIPONIH3A.
—  JeUIAT KeTIHBIX KUCIOT (TIOCTIEACTBUS - HApyIICHHE SIMYIbIHPOBAHNS M BCACHIBAHUS JIHITHIOR).
— JC(UIUT U HEIOCTATOYHASI aKTUBHOCTH (DEPMEHTOB MIepEBAPUBAHUS TUMHUIO0B (TIOCICICTBHS -
HapyIIeHHe THAPOJIN3A JIUIHIOB).
— crearopes, €€ MPUYMHBI (HapyLIECHUs epeBapUBaHUsI U BCACHIBAHUS JIUMTUIOB) U MOCIEACTBUS
(me¢urur Hesamenumbix BXKK u Butamunos A, [, E, K, Q).

2. CoaepmaHne PA3JINYHBIX KJIACCOB JIMITUAOB B CHIBOPOTKE KPOBU Y 3IOPOBLIX JIIOJICH.

0JI T XC DJI CXKK JIIOHII | JIITHII JIBII
r/n 4,5-10,0 0,5-1,5 1,4-2,2 2,2-46 | 0,06-0,16 | 1,2-2,8 3,9-7,9 0,3-4,7
po 20 net 3,1-5,8
20-29 net 3,4-5,8
WM/n 3 3 30-39 nert 3,7-6,2 3 0.2-06 3 3 3

40-49 net 3,7-6,8
50-59 net 4,1-7,3
60-69 net 4,2-7,4

—OO0BsACHUTE 3HAUCHHE BO3pacTa, IoJja, peruoHa MpOXXMUBaHUA U Ap. IPUIUH TSI 9TUX IOKa3aTeCcH.
—OObBsACHHUTE 3HAYECHHUE U pa3aniInue TCpMUHOB!

eunepaunemus. (yBeIMIeHUE copepskaHus o0mux munuaos - OJI)

eunepxonecmeponemus, (YBeIMUCHHE colepRkaHus xonectepuna - XC)

eunepmpuenuyeponemus, (YBeINUCHUE COepKaHus TpHanmiraunepuaos - TI)
eunepaunonpomeutemus (TAIEPXUIOMUKPOHOMHUS, THIIEP-P-THIONIPOTEHHEMHUS),
oucrunonpomeutemusi. (A3MEHEHNE COOTHOLICHUSI COEPKaHMS OTICIbHBIX (PPaKIHi JIUITONPOTENHOB)

O0oo0oO0D

3. Tunuposanue auciunonporenHeMuii mo @peapukcony (pekomenaanuun BO3).

| TN lla Tun 116 Tun 1 Tan IV tun V tun
XM T — _ _ 1
JIITOHII (npe-B-JIIT) N N 0 — ™M 0
JITHII (B-JIIT) N ™ ) — N N
®aorupyromue -JII1 — — 1T - -

e  [IpuHIOUOBI THITMPOBAHMA AUCIUIIONPOTENHEMHUH (TTpeobananne kakoro-mmbo kiacca JIIT).

e 3HaueHwe (JUII JUATHOCTHKH, JICUCHNUS, MTPODUITAKTUKN).

e Hepoctarkn TtunmpoBaHus muciaunonporenHemuid mo Ppenpuxcony (He yumrteiBaeT pois JIIIBII,
BIIMSIHUE IUTAaHWA U JIp. IPUYHH Ha COJIEpKaHNE TUTIONPOTEHHOB)

4. HpI/I‘H/IHLI BO3HUKHOBCHHSA U PA3BUTHUA TUIICP- U JUCIUNOINPOTCUHEMUU.
Ilo MCXaHU3MY HApYLICHUA B oOmeHe u COACPKaAHUU JIMTIUAOB pa3jIn4aroT:
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A. mepBUYHBIE (HACIEICTBEHHBIC)

e  ceMeiiHas TUIEpXOoJecTepuHEeMus (FOMO— U T€TePO3HIOTHBIE HOCHUTEIN aHOMAJIbHOT'O
reHa, KOTOPBIH KOIMpYeT peuentop K [-IumonpoenaaMm, M IOCIEICTBUS ITOH
MATOJIOTHH )

e rnedpunuT axkTHBHOCTH Junonporurimmasbl, JIXAT u npyrux OemkoB oOMeHa
JIMIIONIPOTEHHOB

B. BropuuHble (IpHOOPETECHHBIE):

®  ajnMMeEHTapHbIC

e  HMOIMOHAIBHBIE (CTPECC)

® TOpPMOHAJbHBIE
- OXHUpCHHe
- caxapHbIif tnaber
- JKelrueKkaMeHHas O00le3Hb
- aTepocKiiepo3
- napyrue (MIIeMus, THIOKCHUS, THIIOAWHAMIS).

O:KUpeHHe - COCTOsIHKE, KOT/la Macca Tejia (3a CUeT HAKOIUICHHE JKUPa B aIUIOIMTaX ) IPEBBIIIAETCS Ha
20%. B s5KOHOMHYECKHM pa3BHUTBIX CTpaHax okoJio 50% HaceneHus CTpagaeT OT OXKUPEHUS U ero OCI0KHEHUI
(arepockiepos, UbC, uHCYNbT, caxapHblil AuadeT, THPETPeH3Us U Ap.)

—  IlepBuuHoe oxkupeHue (reHeTHIecKre, TOPMOHaJIbHBIE, METa0OIMYECKIE HAPYIICHS, H30BITOK KaJlOpUii B
MUTaHWH, THIOAUHAMus). ['eH "oxupenns” B aqumnonuTax (OeNoK JENTHH — THIIOTAIaMyC - TaHWKECHUE
CEKpeLMH HeHpoIenTHaa - MOTeps anneTHTa, CHIKCHIE ITOTPEOICHHS MUK U COXPAHEHUE MacChl Tea).

— CHuXeHHe ypOBEHs JICTITHHA, HAPYIICHUE €0 CTPYKTYPhI UM CHIDKEHHE KOJIMYECTBA PEIIEITOPOB K HEMY
CIIy>KaT CUT'HAJIOM HEJJOCTATOYHOT'O KOJIMYECTBA KUPOB B OpPraHW3Me, YTO IPUBOIUT K BO3PACTAHUIO alIIeTUTa U
YBEJIMYEHHUIO MacChl Tela.

—_— BTODI/I‘IHOQ OKUPECHMUE - pe3yabTaT SHIOKPHUHHOTO (FI/IHOTI/IPGOB, THITIOTOHATU3M, CHHIPOM HNuenxko-
Kymmara) u gpyrux 3aboeBaHuii.

KeruHokaMeHHas1 00J1€3Hb (B OCHOBE KaMHEH JISKHT - XOJIECTEPUH, KOTOPBIN HPOIUTHIBAETCS
OmMpyOrHOM, OeTKaMH U COJISIMU KaJbITHsl).
—  T'uapodoOHBIE MOJICKYITBI XOJIECTEPUHA YICPIKUBAIOTCS B PACTBOPE JKEIUH OJIaroapsi HAIMYMIO B Hel
JKEITIHBIX KUCIOT U PochOoTumuIoB (00pa3yroTCsS MUIICIUTB);
— Y OOJIBHBIX KETYHOKAMEHHOI! OOJIC3HBIO MOBBIILIECH CHHTE3 U COJCPIKAHIE XOICCTEPHHA, CHIKEH CHHTE3 U
KOJIMYECTBO JKEITYHBIX KHCIIOT (T.€. HAPYIIEHO B )KEIYH COOTHOIICHHE XOJIECTEPOII/KETUHbIE KUCIOTHI).

ATepockiiepo3 H HiemMuyeckas 6oje3nb cepaua (MbC)
— [ToBbIlIeHNE B MHTHME U MEJMU COCYIOB COJICPKaHMUS JIMMUAOB (JIMION103) ¥ (OPMUPOBAHUE U3 HUX
aTePOCKICPOTUICCKHX OJIAIICK (aTepOMAaTO3).
—_— ITHOJIOTHS U ITIATOr€HE3 ‘IpeSBLI‘IaI;'IHO MHOFOO6p33HbI 1 MHOT'OYHCJICHHBI (aJ'II/IMeHTapHBIe,
SMOIMOHANIEHBIE TIPUYMHBI, THIIOJMHAMUS, KypeHHe, THIIEPTOHNS M MHOTHE Jpyrue (pakTophl prcKa,
CTUMYJIMPYIOIHE Pa3BUTHE ITHX 3a00JIEBAHUN).
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OBMEH AMUHOKHUCJIOT, ITPOCTBIX U CJIOXHBIX KUCJIOT

OcHoBHbIE QPYHKIIUU 0€JIKOB:

CTPYKTypHas (3JIaCTHH, KOJIJIAreH U Jp.);

COKpaTHUTeNIbHAs (aKTUH, MHO3HUH);

TpaHCHOPTHAs (TeMOrI0O0UH, aTbOyMUH);

ropMOHaJbHas (TOPMOHBI IEpeHeH 101K TUnodu3a, HHCYJINH);
KartanuTraeckas ((epMEeHTHI TIIMKOIN3a U JIp.);

MMMYHHast (MMMYHOTJIOOYJIMHBI U JP.);

remMocTaTiudeckas (OelKu CBepThIBaHUS KPOBH U JIp.);
perentopHas (penenTopsl MeEMOpaH | Jip.);

sHepreruueckas (uctouHuku ATD u np.);
ANEKTPOOCMOTHYECKAs (TOTEHIIUAIBI BO30YXKICHHUS );

MHorue apyrue Gynkun (B opranusme 6onee 50.000 6emKoB ¢ pa3nuvHoOi QyHKIHEH).

e HekoTropbie 0co0eHHOCTH 00MeHA 0eJIKOB:

©KEIHEBHO B OpraHM3Me B3pOCIIOr0 YelioBeKa pacrhajaroTcs 10 amMuHokuciaor 200—
400 r. (hyHKIIMOHALHO PA3HBIX BBIMIETIEPEUNCICHHBIX OCIIKOB;
Mepuoj nmojaypacnajga O0ejaKoB JUIMTCS: OJHUX - HECKOJBKO CEKYH]] U MHUHYT, IPYI'HX -
9achl, JHU, HEJIENU WU J1a)Ke MECSIIIBI;
B OpraHu3Me YejOBeKa He MOryT CHHTe3upoBaTbcs 8 u3 20 NpOTEMHOTr€HHBIX
aAMHHOKHCIIOT;
€IMHCTBEHHBIM MCTOYHMKOM 8 He3aMeHHMMbIX AMHHOKHMCJIOT M a30Ta SBISIOTCS
OCJIKH MHIIIH;
B OpPraHM3ME€ >XHMBOTHBIX HeT JAeN0 AMMHOKHMCJIOT M 0eJKOB, OHM MOTYT JIHMIIb
nepepacpeeNsaThCs MKy OTIEITbHBIMHA TKaHSIMH,
¢uznonornueckuii MuHUMyM OenkoB B nuie 30—40 r/cyT., HopMa Oejlka B MUTAHUHU
B3pocioro uenoBeka ~ 0,75 r/kr maccel Tena (50-80-100 r/cyT);
Oenku 00J1a1at0T BEIpa)KEHHON BUI0BOU U JIaXkKe UHIMBUAYAIbHON clenM(PHMYHOCTHIO;
KOHEYHbIMH TPOAYKTAMH pacnaja 0eJIKOB B OpPraHU3ME J>XHUBOTHBIX SIBIISFOTCS
BBICOKOTOKCHUYHBIE:

= ammuax (0,03 — 0,06 MM/n),

= MoueBuHa (2,5 — 8,3 MM/n).
JUIL COXpAaHEHHs B OpraHU3Me a30TUCTOro OanaHca O€JIKM B COCTaBE MUIIM JOJDKHBI
MOCTYTIaTh PeryJsipHo;

[ToueMy 006 oOMeHE OSIIKOB CY/IST IO a30THCTOMY PaBHOBECHIO?

a30T COJEPIKUTCS MPEUMYIIECTBEHHO B Oellkax B KOMHUYECTBE = 16 % OT MONEKyISIpHOMA
Macchl OeJIKa;

MOHATHE OO0 a30TUCTOM paBHOBecuu (0amaHC a30Ta KaTaDOMU3UPYEMBIX H
aHA0OJM3UPYEMBIX OEITKOB U APYTHX a30TCOACPIKAITUX MOJIEKYI);

MOJIOKUTEIBHBINA a30THCTHIN OanaHc (1eTu, OepeMeHHbIE),

OTPHUIIATEILHBIN a30TUCTBIA OanaHC (MOXKUIIbIE, TIPU OOJIE3HSIX, TOJIOIAHUH U . ).

e Kodpdpuuuent msnammpanus (3,5r N + 6,25 = 23 r Oesika)

WCCIIeTOBaHMsI, BRITIONHEHHBIE PyOHEepOoM Ha 100pOBOIBIIAX;
MOSICHUTE BEJTMYUHBI 3,5 T a30Ta ¥ KodhumueHT 6,25.

[Touemy HOpMa OeKa B MUTAaHUHM KaK MUHUMYM B 2—3 pasa Bblle KO3 UIIMeHTa H3HAITUBAHHSA?
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(mosicHUTE, WCIOJB3Ysl 3HAUCHHE OHOJIOTMYECKOH I[IEHHOCTH OEJKOB, BO3pPAacTa, YCJIOBHH OKpYI)KAloUlel Ccpepl,
(u3uUecKkoil aKTUBHOCTH, HAJIWYIUS OEpEeMEHHOCTH, JIAKTallud, OOJIe3HW W APYrux (aKTOpoOB, BIMAIOMIAX Ha
MOTPeOHOCTH OpTraHU3Ma B OEJIKe).

¢ TlosicHUTE MOYEeMy OTPHUIATEIBHBIN a30TUCTBIN OATaHC TPO3UT PA3BUTUEM MHOTOUYUCICHHBIX

Oone3Hen u JaXX€ JIC€TaJIbHBIM HUCXOA0M.

L4 HepeBapnBaHne 0eJIKOB B KCJIYAOUYHO—KUIICIHOM TPAKTE (I[OﬂCHI/ITe mo cxeMe)

Mecto
Copmonsr, AKTHUBaNNS MPOTEHHA3
BLIDAGATLIB CHHTe3aM Mecto
;)eM])Ie poreo- AeiicTBUs pH aKTHB- CnenuuuHOCTH
HBIH .
. | JauTHuec- epMeH- eiicTBUSA
CM3HCTOI dep npod)epMeHT | AKTHBATOP dbep- !
KKT KHX (ep- TOB
MEHTOB MEHT
ITnma — HC MHENCUH !
ACTDH CIIN3UCTAs I10JIOCTH 15— S (MemIeHHO) - — X— TUP—
mCTTfMH;I JKeIyIKa KETyIKa 2,0 MENICUH eHII)/I o |
(6B1CTPO) p — X —®EH—
SHTEPOKUHA3 o] l
o
a < | —AP[—X—
TPUIICUHOTCH Tpuncun | X
KHILIEYHUKa, E l
TPUIICHH 5| —JIM3—X—
=
e !
= | —TPU—X—
XUMOTPHIICUHO XUMOTPH l
TPUIICUH
HClu IreH IICUH —®OEH—X—
MOJIOCTh
XHMYC — | TIOJUKeIy— I
TOHKOT'O 7,0— TUP—X
CEKpETHH U JTOYHas — —XA—
KUIIEYHHN- 8,0
XOJIEIUC- JKelresa a l
TOKMHHH mpoj3JacTasa TPHUIICUH JJ1acTasa I AJTA—
MPOKOJUIAreHAa- KoJutare
TPUIICHH KOJIJIareH
3a Haza
«
KapO- 9
NpoKapOOKCH- OKCH- —COiNH-CH- H
pokap TpHICHH CO ,'. CH-COO K
MenThuaa3a MENTH- '-..4 | 3
nasa R 0
\ 5 n
npucre- | e
HOYHBIH n
TOHKHI CJION M NH,~CH-CQ-NH-CH-CO- | t
7,0— aMMHOIIENITH Ia3a
CEPOTOHHH KHUILIEYHH KJIETKH 8.0 ¥ W TDH — TeNTHAA3E! | | "
K KHILIEYHO- ’ p R » R a
ro a
SIIATEIINS 3
b

CBOBOJHBIE AMUHOKUWCIJIOTBI

— OuoJoru4ecKkuii CMbICI NepeBapuBaHus OeNKOB (OTepst BUA0BOI crieneuyHOCTH);

— MEXaHM3M INepeBapuBaHus (THAPOIN3a) OEIKOB;

— pOIIb JKeNlyIKka B TiepeBapWBaHUM OEIKOB (TaCTPHH — COJISTHAs KHCJIOTa — TIETICHHOTeH —
TIETICUH);

— ponb HCI: (cunTe3upyeTcs cydacTieM KapOOaHTHIpa3bl, YrOJbHONH KUCOTHI M aHUOHA XJIOpa

H,CO; —_E , HCO® +H +Cl' —>HCI

o perymsus cekpennn cekperura (HCI u xumyc);
QO aKTUBAIM MENCHHATCHA;
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Q JeHaTyparws OSIKOB IHIIH;

o oOakrepuruanoe aericteue HCI;

0O BcachIBaHHE JKeJIe3a;

Q apyrue QyHKIuM.

TUIBIl CBSI3€H, THAPOIM3YEMbBIX ICIICHHOM, MPOAYKThI MEPEeBApUBAHUS — MEHTUIBI |
OJIMTOIIENTH/IBI;

POJIb TOPMOHOB XOJICIIMCTOKWHWHA M CEKPETHHA B MEPEBApUBAHUM OCJIKOB MHINU (aKTUBAIUS
(GYHKIHMH TTOJHKEITYA0YHOM JKele3bl);

POITb TIOKETYI0YHON KeJle3bl B IEPEBAPUBAHUN OSJIKOB MUIIHU (CEKPETUH CTUMYIUPYET B HEM
CeKperuio — OMKapOOHATOB, XOJICIMCTOKUHHH — OOpa3oBaHHE MPOIH3UMHOB, YHTEPOKHHA3A
KHIIICYHUKA aKTUBUPYIOT — TPUIICUHOTCH — TPUTICHH —XUMOTPHUIICHHOT€H — XUMOTPHUIICHH );
THUIIBI CBsI3EH B O€JIKe, THIPOJIN3YEMbIX TPUIICHHOM H XHMOTPHUIICHHOM,;

POJIb B THIIPOIN3E OJUTONENTHIOB KapOOKCH—, AMUHO—, TPU— U TUTICNITH/IA3,

9HJIO— ¥ IK30IEITH/IA3BI.

IIpeBpamieHusi HeruJpoJHM30BAHHBIX OJIMIONENTHIOB M HEBCOCABIIMXCH OTAEJbHBIX
AMUHOKHCJIOT B KHIICYHUKE (KTHHEHHE»)
— WCTOYHHUKH (pepMeHTOB (OakTepuu) W MEXaHH3MBl «THHUEHHS» OCIKOB W aMHHOKHCIOT B

KUIIEYHUKE;

OpoAyKTHl '"THHEHUs" OEJIKOB M aMUHOKUCIOT (CIHPTHI, AMHHBI, JXUPHBIE KHCIIOTHI,
aJIbJICTU/IBI, CEPOBOJOPOI, METHIIMEPKAIITaH, MTyTPECLWH, KaJJaBEpUH, Kpe3oJl, eHOII, CKaToJI,
WHJIOJT);

o R-CH;-OH

o R-CH;—NH2

a R-CH,-COOH H cH,
H;
1 T —co. -nm
o R-CH;-C-H IIHC, MET: Z e CH, - S —H. H.S, CH,

OK-&, BOCCT-€
MEPKAllTAH CEePOBOAOPGS METAH

—CO, ™
OPHHATAH — CH; — (CHa)z ~CH-
NH: NH,
nyTpecuud Tpynume
> LB
-CO;
JIH3 wu—=— CH., - (CH3): ~CH:
I I
NH: NH-»
KaJlaBCpHH -
OH OH OH
CH» CHa,
JHNH2 KPE30J BEHOJ
QCOH
THPOIH
- CH; - CH - COOH CH;
| | — jy — I
NH,
H H H
Tpuntodan CKaTol Huzon
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— MeXaHHU3Mbl 00e3BpeKUBAHUS (JC3UHTOKCUKAINN) STOBUTHIX MPOAYKTOB «THHUEHHUS» OEIIKOB

Y AMUHOKHCJIOT B TIEUCHHU:
0O OKHUCJIEHHE IPOAYKTOB THUEHHUS (TUAPOKCUIMPOBAHUE): CKATOJ — CKAaTOKCWJI, MHJOJI —

WHJIOKCHIT;

MPUCOEAMHEHNE CEPHOI KUCIIOTHI (CYIh(UPOBaHNUE)

- OADC — apuncynbdorpanchepasa;

- HMHJIOKCWICEpHass Kuciaora (KUBOTHBIM WHAWKAH ¥ JHATHOCTUYECKOE 3HAYCHHE
OTIpeZIeNIEHUs €T0 B MOYeE);

0 -SO:K
HHJOJT HHIOKCHI )KMBOTHHPI HHMKAH
0_ HC-0-P40-S- om
O\ ‘O_H’//
DAPC
PUCOCTUHEHUE [JIFOKYPOHOBOM KHCJIOTEI (TIIOKYpOHUPOBAHUE: Y10 -
TIIIOKOYPOHMIITpaHC(epasa, CKaTOKCHIITITIOKYPOHOBAs KUCIIOTA);
//’COOH““‘\\
/ O \
{ 1
\\
~— 9«-31,[[@

YD - l"moxypoaoaan K-Ta

aHTUTOKCcHYecKas pyHKIus nedeHu (nmpoba Ksuka: OeH30iHas KUCIIOTa — TUIIITYpPOBasi KUCIIOTA).

(0 )-COOH + H;N-CH,~COOH— (©)-CO-HN-CH,~COOH

MexaHu3M BcachbIBaHHSI aMHHOKHCJIOT M3 TOHKOI0 KHIIEYHHKA B KPOBb (IPOTHB rpajneHTa
KOHIIEHTPALHH).

— ¢unbTpanus, 1updy3us, ocMOC M TPAaHCMEMOpPAHHBIH MEPEHOC C MOMOIIBIO CIEHUATBHBIX
6emkxoB (Na* - 3aBHCHMBIH MEXaHU3M CHMIIOPTA);

— KOHIEHTpalus aMUHOKHUCIOT B Tuiazme kpou (0.350-0.600 r/m) u BpemMsi MaKCUMaIbHOTO HX
nosbiieHus (30-50 MuH) mocie npreMa MHIy.

TpancnopT aMHHOKHCJIOT Yepe3 MeMOPaHbI KJIETOK PAa3JIMYHBIX OPIaHOB M TKaHel (U3 KpOBH
B TKAHU 10 I'PAIMEHTY KOHIEHTPAI[UH)

— T'unoreza Maiictepa TpaHCHOpTa aMHUHOKHCIOT 4Yepe3 KJIETOYHble MeMOpaHbl (peuenuus,
TPAaHCIOPTHBIE OEJIKH — MTUKOMPOTEU Ibl, TIIYTaTHOH, SH3UM Y-TIIyTaMUITpaHchepasa, SHeprus
ATD).

IK30reHHble HCTOYHHKH AMHHOKHCJIOT
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1. benku U aMHHOKHUCIIOTEI T (XI/IMI/I‘-IGCKEISI n 6I/IOJIOI‘I/I‘-IGCKa$I IIEHHOCTH JKXUBOTHBIX U
pPacTUTENBHBIX OCIIKOB);

2. IlapenrtepanbHoe MUTaHUE (MPUYMHBI IEPEBO/A MAIMEHTA C MUTaHUA PEr 0S Ha BapuUaHT
HUTAHUS, MUHYS KeITyJOYHO—KUIIEYHbIH TPAKT);

— CMCCH aMUHOKHCJIOT, UCIIOJIB3YCMBIC IS MTAPCHTCPAJIbHOI'O ITUTAHUA

L4 3HI{OI‘CHHLIC HCTOYHHUKHA aMHUHOKHCIIOT

3. I'maponu3 cOOCTBEHHBIX OEJIKOB PAa3MUYHBIX OPraHOB M TKaHEW MO BIUSHHEM TKAaHEBBIX
[IPOTEHUHA3;

— OMOJIOTUYECKUN CMBICI TUPOJIN3a OETIKOB B OpraHax U TKaHSX;
4. buocuHTe3 3aMEHUMBIX AMUHOKHCIIOT.

e MHcTOYHMKM MOCTYIUIEHUS] M BAPUAHTHI HMCHOJIb30BAHUSI CBOOOAHBLIX aAMHUHOKHCJIOT (ona

=~35r.) pa3iMYHbIMUA OPTraHAMHU M TKAHAMHU (CXeMa)

1 OMOCHHTE3 MPOCTHIX U CIOXKHBIX OENKOB (00IIIee comepKaHme
0CJIKOB B OPTaHU3Me B3pPOCIIOro YejoBeKa ~ 15 Kr.)

5 | — AK — ounocuntes rema, JIHK, PHK, rmyratnona u ap.

» (— COy) 6uocunTes GUOTOrNYECKH AKTUBHBIX AMHHOB

4 OMOCHHTE3 YIIIEBOIOB (TIIFOKOHEOTEHE3)

—(NH3) onocuntes BXKK u munmoos

aneTii—-KoA

Makpospru (ATD) u
JIpyrue BAIbI DQHEPTUH
e OOmme nyTu KaTad0JaM3Ma AMUHOKHUCJIOT B TKAHSX:

l.  myrs gekapOokcunupoBanus (—CO2) u o6pazoBanust BAA (610I0OTHUECKH aKTUBHBIX AMUHOB).
Il.  nyru nesamunupoBanus (—NH3) u TpaHcaMuHHUpOBaHUS

1. oxucnenue yrineBomopoanoro ckenera 10 CO, u HoO u npyrue mpeBpartieHus

e |. lekapOoKkcHIHPOBAHHE AMMHOKHCJIOT:

(] sH3UMBI U KOPEepMeHTHI (AekapOokcunassl, Bg - mupunokcaibpocdar) u cxema peakiuu:

R
| E
H,N — CH — COOH » R—CH,— NH,
~CO,

MPOYKTHI IEKapOOKCHIIMPOBAHUS, OMOJIOTHYEeCKU-aKTUBHBIE aMUHBI (BAA) 1 ux
OuooruYecKas poib:
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{COOH -

I {CO0OH R
CHyCH-NH;  HO-CHyCH-NH,
i l
H
| l )
i)
' ?
OH .
{$QQH
N CHy CH-NH, cood
_- | (|:H2
{CO0OH
o H CH,
CHyCH-NH, 2
l $H_@gg&{->?
l ? NH 4
9 >72>72

TpUNTO(AH — TPUNTAMUH — MOBBIIIAET TOHYC COCY/IOB;

S5—OKCUTpUIITO(PAaH — CEPOTOHUH (HEHpOMEIuaTop) — ydyacTBYeT B PEryJSLHUH apTepHaIbHOIO
JIaBJICHUsI, TEMIIEpaTyphl TeNa, JbIXaHHs, MOYEUHOW (DUIbTpALMU, NMEPUCTAIBTUKU KUIIEYHHUKA U
7p.

THUPO3UH — KaT€XO0JIAMUHBI — YYaCTBYIOT B PEAKIMAX MOOMIN3ALMU U3 J€TI0 TJIMKOI'€Ha U JIUINIOB,
MOBBIIIAIOT TOHYC MNEPUPEPUUECKUX COCYJIOB, SIBIISIIOTCS MEIWAaTOpaMU IPOBEIECHHS HEPBHBIX
UMIIYJIbCOB C IIPE — HAa OCTCUHANTHYECKYI0 MEMOpaHy.

TMCTUAMH — TUCTaMUH — HEHPOMEINATOP CTUMYJIUPYET CEKPELHIO JKETYJ0YHOTO COKa, MOBBIIIAET
IPOHUIIAEMOCTh KaNWIIAPOB (0TeKu), cHuxkaeT A/l, cokpalaer IagKyr0 MYCKYJIaTypy JErkux
(yayuibe), yyacTBYET B pa3BUTHM PEAKLUU BOCHaleHUs! (IOKpacHEHUe, 00JIH), BBI3bIBATE PEAKIIUIO
aJlIepIuu.

IJIyTAMUHOBasi KUCJIOTa — Y—aMUHOMAcIsiHas KuciaoTa — noHmwkaeT aktuBHocTh [THC, moatomy
UCIIOJIb3YETCS IIPH JICYEHUH DITUJIETICHH.

CepUH — KOJAMHUH — XOJIMH — y4acTBYIOT B OmocuHTe3e (HoconunuaoB (CepuH — KOJAMHH -
XOJIMH) U alleTUIXOJINHA.

HHAKTUBAllMHU 0HMO0JI0rMYeCKH—AKTHBHBIX AMUHOB
POJib (DAZ[—SEIBI/ICI/IMHX MOHOAMHWHOKCHAAa3, TPOAYKTHI peaKuHﬁ (aJ'ILI[eI‘I/II[BI, CIINPTHI,

Kap6OHOBBIC KHCJIOTBI, aMMMHAK, HNCPEKHUCh BOJOPOJd);, HHAKTUBAILIUA IYTEM MCTHIIMPOBAHUSA
(MCTI/IJIaI[peHaHI/IH, MeTI/IJIFI/ICTaMI/IH).

R-CH;CH; OH

E 7
R-CH;CH;NH, — 5 R- CHz-Cf\/H + NH; + H,0,

R-CH;— COOH

MEXaHU3MBbI O6€3Bpe)KI/IBaHI/I$[ MNEPEKUCHU BOJOPOJa U aMMHaKa (pOJ'IB KaTaJia3bl U IICPOKCHUAA3EI,
MEXaHU3M OMOCHHTE3a MOYEBUHBI U ,Z[p)

Je3aMMHMpPOBaAHME AMHUHOKMCJIOT (BapUaHTHI):

— BOCCTAaHOBUTCIIbHOC AC3aMHUHUPOBAHUC:

H»
R-CH,-CH-COOH » R - CH, - CH, - COOH + NH;

|
NH
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— THUAPOJIUTHUYCCKOC NJC3aMHUHUPOBAHUC:

H.0
R -CH;-CH-COOH »R - CH; - CH - COOH + NH3

| |
NH, OH

—— JI€3aMHHHMPOBAHHE 32 CYET BHYTPUMOJICKYJISIPHON EPECTPONKH CBSI3U:

R-CH,;-CH-COOH » R—CH=CH-COOH + NH3

|
NH,

—  OKHUCIHUTCIIBHOC AC3aMUHUPOBAHUC!

72 Oy
R-CH; - CH-COOH » R—CH; - C—-COOH + NH3

| |
NH, 0

— HCOKHCIUTCIbHOC NJC3aMHHUPOBAHUC!

CEP CepuHnernnparasa
(tpe)
CH;OH CH; CH; CH;

i —-H,0 “ | +H,O |
H-C-NH, —3|C-NH, «» C=NH| =% C=0+({NH)
|

|
COOH COOH COOH COOH

T'mcrunasa

C -CH-COOH H=CH-COOH

N L] N
NH

NH

Cxema HYTei/'I OKHUCJIUTEJIbHOI0o [1€3aMUHUPOBAHUA aMUHOKHUC/IOT B TKAHAX Y€JI0BECKA:

. HPSIMOE E: ®MH oxcunassl T

AC3aMHUHUPOBAHUC OTITHMYM pHNIO 0 » T LR C (|'|_': COOH
|

NH2 \E
Il. HEIPSIMOE : Bs aMuHOTpaH pg R-CHoC-COOH (s

Ttpanc(1)—, xe3(2)— |(|) + NH;3; 6uocunTesa

aMHHUPOBAaHUeE: OCHOBHOM HA -TJIYTAMAT- MOYCBHHbI)
croco0 Je3aMUHHPOBAHUS HOETUIPOT'EHA3A

OOJIBIIMHCTBA AMHUHOKHCIOT
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1) — tpancamunupoBanue T.¢ (0e3 oOpaszoBanus NHs3) nmepeHoc— NH, ¢ aMuHOKHCIOTHI Ha O—
KETOKUCIIOTHI (0—KETOINIyTapOBYI0, OKCajloleTaTaT U MUPYyBaT ¢ 0Opa3oBaHUEM TIJIyTaMHUHOBOM,
acraparMHOBOM KUCIJIOT U aJlaHUHA).

2) — Ie3aMUHHMPOBaHKE IIyTAMHHOBOM KHCIOTHI ¢ 00pa30BaHMEM MOYCBHMHBI U PEreHEpaIuen o—
KETOTJIyTapOBOH KUCIIOTHI.

NPUYUHBI TIpeolIasaHusl B OpraHax M TKaHSAX HENPsMOro JI€3aMHUHHMPOBAHUS aMUHOKUCIOT (HE
MOBBIIIACTCS COAEP)KAaHME aMMHAaKa) W MEXaHH3M peryisiuu 3Toro mpouecca (ontumym pH
JEeWCTBUS OKCUA3 U TITyTaMaTIeruporeHassl);

Ouonoruyeckass pojib TPAHCAMUHUPOBAHUS — KOJUIGKTOpHAs QYHKIHS 0—KETOTIYTapOBOH
KUCHOTHI 17151 Tpyni —NH3 0T pa3HBIX aMHHOKHUCIIOT U TIepeiaya uX B UK OMOCHHTE3a MOYCBHHBI.
NOCPEeAHUK B peakmusax mnepeHoca —NH; OT aMHMHOKHMCIOTBI Ha KETO—KUCIOTY (IH3HMBI
amuHOTpaHcdepasbl U KopepMeHTHI - BUTaMHH Bg).

Peaknun HempsMoro  e3aMHHUpPOBAHUS OOpAaTUMBI, YTO TIIO3BOJSIET KJIETKE OCYIIECTBISTH
OMOCHHTE3 3aMEHUMbIX aMHHOKHUCIIOT.

CxeMa HeNpPsIMOT0 J1e3aAMHUHUPOBAHUS AMUHOKMCJIOT: (TPaHCAe3aMUHUPOBAHMS)

(l) IPpAMO€ OKHUCJIUTEJIbHOC
TpaHCAMHHHP OB AHHE (2) nezammmmMponanme OMOCHHTE: MOYEBHHBI

| R-CH-COOI amMuHoTpaHcdepa3a I I |

| H O-EETOTIYTapoEad KHCTIOT

NH _f COOH (MEK , LIVI) §
Bee aMIEHORHC.]'IOTH Q=C-Bs'E | z g
> O
MHpHMAoKCaNE B =
posaar TE & NATPYILILIUH
<5 2
T = )
o LMK
L & OuocHHTE3A
NH; 5 — MOYEBHHEI
OHOCHHT 3 =
= ApPrHiHHH
FAMEHHMBIX A.K. | H  opRHTHH P
\ E-Bs CHyNH3 (lj NI, 2
KeTOKHCITOTEI PMPMAOKEEMUH COOH
pocar MY TaMHHCEAA FICTIOTa. NH 1
R—(f—COOH C=0 80-85%
-|C) \NHz

aneTHI-KoA

OTK = COy+ HyO + ATD

Opranocnenuguyeckue (me4eHb, MUOKap1) aMuHoTpancdepasbl (neueHb — AJIT=GPT; muoxaps -
ACT-GOT).

AT
e AJaHuH + o-KeTonryTapar > UpyBar + riryramar
e
e AcnapraT + a-KeToriayrapar OKcajoaleTar + rioyraMmar
GOT

— B mumoxkapae ACT > AJIT

— B neuenn AJIT > ACT

— Koadduuuent ne Purca y 3nopossix aun ACT/AJIT B mna3zme kposu = 1,33 + 0,42; npu
nH(papKTEe pe3KO BO3paACTAET, MPU renaTuTax moHmwkaercs 1o 0,6;
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Cxema npeBpalieHus yrjepoaHoro ckeaera (0€3a30THCTOr0 0CTaTKa) aMMHOKHUCIOT (AK)

buocunnrTes
JIMIIUJI0B U
KeTOHOBBIX TeJl

I

|

Kerorennsie AK

I'nmuxorennbie AK Buocunres
TJIHOKO3bI
Ana, ['nn, l
Cep, Tpe, new
Liuc 1
Acn, Acu LLYH
Apr, Iuc, r—-— e-HIr
Mpo, aH,
Tny
Bau, Mer, o
|| CyrunHua-
Tpe HoA

L

Jlen
» Auetun-HoA JInuz
Ausfoauarun-HofI
UTH — B

I'muxo-ketorennsle AK

®eH, Tup,
Wne

CO;  HLO + Oueprun

OxkwciieHne yriepoiHoro ckenera aMuHOKuCIIOT 10 CO; u H>O ¢ oO6pazoBanuem ATD
['muxorennpie aMUHOKUCTOTHI (Bee 3a uckitroueHueM Jleit, Jiuz, Tpn, Tup, @en), rimrokoHeoreHes3

— TIIFOKO3a
Ketorennbie aMMHOKUCIOTHI — J€HIUH, Ju3uH, Tpm, Tup, @en — OGMOCHHTE3 KETOHOBBIX TEIN:

0

|
CH;—C—CH;,

0]

CH; - C—-CH,-COOH

OH

|
CH; — CH — CH, - COOH

— All€TOH

— AlE€TOYKCYCHad KHCJI0Ta

— B—ruapokcuMacisiHasi KHCJI0Ta

OcHoBHble aHamiepornyeckue peakuuu (HTK nonmonHsercss KeToOKMCJI0TaMHu):

1) AK — nupyBat — okcaioanerat — L{TK
2) AK — rayramat — a-kerorayrapat — LHTK
3) AK — ¢ymapar — ITK

TokcHYHOCTL aMMHAaKAa

O0MeH aMMuaKa

0 B kpoBu koHueHTpausa ammuaka He npesbimaet 0,02-0,04 mmounb/n
Pazppaxenne [THC npu xonuentpauuu > 0,06 MMOnb: pBOTa, CyAOPOTH, MOTEPS. CO3HAHUS,

a

JIETAJILHEIA UCXOJI.

HO ©

Crioco6eTByer ankanosy (pH > 7), ceassiBasgs H: ——
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0 CnocoOCTBYeT BOCCTAaHOBUTEILHOMY aMUHUPOBAHUIO O-KETOKUCIOT; W3-3a CHUXKCHHS Ol-
KETOKHCJIOT TOpPMO3ATCS peakuuu TpaHncamuHupoBanusa, LTK, mnomaBnsercs ngwixaHue,
obpaszoBanne AT®, 4TO NMPUBOJIUT K YCHIICHUIO CHHTE3a KETOHOBBIX Tell u3 auetui-KoA B
MEYECHHU.

o Crumynupyercs cuHTe3 riyramuHa B HepBHOUM TKaHu (oTek [[HC) u cHmxkaercs oOpa3oBaHue
Y-aMUHOMACJISTHHON KHUCIIOTBHI.

e MexaHH3MBbI 0663Bpe)KI/IBaHI/Iﬂ aMMHuaKa:

| — o6pazoBanne ammonuiiaeix coneit NH4Cl, (NH4)2SO4 (0,5 r/cyT), KOTOpBIE BRIBOAITCS ¢ MOYOM: IIPU
anua03e X 00pa3oBaHKe YCUIIMBAETCA, uTo cOeperaet ans opranusma katuonsl Na*, K';
Il — BoccTaHOBUTENILHOEC aMHHUPOBaHUE (PEaMUHUPOBAHNE) U TPAHCPEAMHUHUPOBAHUE O—
KETOKHCJIOT — SIBJISICTCSI MEXaHU3MOM 00C3BPSIKUBAHUS aMMHAKa M OJJHOBPEMEHHO BapUAHTOM
OMOCHHTE3a 3aMEHUMBIX AMHUHOKHCIIOT U3 O—KETOKHUCIIOT, KOTOPhIE MOTYT OBITH 00pa30BaHbI MpU
OKHCJICHHUH TIIFOKO3BI:

R
IEQ NH; |
C=0, ———vLiI-NH;
cooH HAMI®H:  cooH
11l — oOpa3oBanne amMUI0B JUKApPOOHOBBIX AMHHOKHCIOT — BAKHBIM MyTh oOe3BpekuBaHus NHs B

TKaHAX MO3ra, CKCJICTHBIX MBIHIIAX WU II€YCHU, OTKYAd OH (B COCTaBC riiyraMuHa " acnaparHHa)
IMMOCTYIAacT B KPOBb, a 3aTEM B IICYCHb U IIOYKH, I'IC MIPCBPAITACTCA B MOUYCBUHY W COJIM AMMOHUS,

KOTOPBIC yAATAOTCA C MOYOH. I 110K030-2aJaHMHOBBIHA MUKJI.
= COOH
e O | Me4YeHb KPOBb CK. MBIILIBI
(',.()(_)H E, (}L’*N H, E, (CHIn [IIFOKO3a KUIICYHUKA
[CH] T
I; n %— NHS—' {(]-‘“]n ‘? | —_
(T” NH C*H-NH CH - NH, NMpyBaT nUpyBaT
12563 i - NH;
COOH COOH |
COOH “«— NH
B mouxkax 3
B boucunres
+ Cl unu SO3” — sKckpenus
N . . MOYEBUHBI ATAHUH
aMMOHMUHBIX COJIEH C MOYOH

E1 u E; (rmyramuHCcHHTETa3a U TIyTaMUHAa3a)
e Poub ri1yraMuHa — OCHOBHOM JIOHOP a30Ta B OpraHU3Me, HETOKCUYHAs TPaHCIIOpTHAs opMa
aMMHaKa, KOTOpOW MCIOJIb3YETCSA B pEaKIIMUAX:
O cuHTE3a ITYPHUHOBBIX U MMAPUMHUINHOBBIX OCHOBaHI/II\/’I, a TaK)K€ aMHWHOCaxapoB (FJ'[IOKO3aMI/IHa, raJJaKTO3aMHUHa
Y MaHHO3aMHHA)
O perymsinuu B MOYKax KUCIOTHO-IIETOYHOTO Gamanca (aHnOHBI KHCIOT + NH,)

IV — ocHoBHO yTh 00e3BpexkuBanus ammuaka (80 — 85 %) — GMOCHHTE3 MOUYCBHHBI TOJIBKO B
nevyeHu (= 25 r/cyT) B IeUEHHU.

e buocunres moueBunbl ( NH,; — CO — NH)):

— IUKIXYECKH Mpoliecc, B KOTOPOM BaXHYIO KaTaTUTUYECKYIO POJIb BBIIOJIHSIOT OPHUTHH —
UTPYJUTAH ¥ apTHHUH;

— wMexaHmu3M OnocuHTe3a kapobamomndocdara (Koena, Paruep);E-kapbamonodocdarcunrera -

3a-1.
. : - O OH
NH,+ HCC)3 +2 AT ——H,N-C~O-P=0
OMoTHH OH
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— OpuutuaoBbii 1uki (Kpedce u ['enzenair):

E2-opHuTHHKapOAMOMI—
Tparcdepaza

OPHUTHH

COOH *,
HC—NH;

.........

Eg'aprI/IHI/IHOCYKI_IPIHaT—

CUHTETa3a —>
Es-aprunaza U
e AM® + PP
COOH:,
—NH,} / COOH
NH;-C-NH; HGNH;. {0
[ CHy —HC—NH3
O (Isz E4-apruHuHOCYK— CHs
0 |
UHATINA3a ;
(I:I_12 : (I:I-12 71
H,0O
OKcajoarerar
MetaboauThI: !
OPHUTUH APrUHUHOCYKIIMHAT Mmajar
kapOamounsdocdar dbymapar OKcaJloaleTar
UTPYJUTAH apTUHUH AMHHOKHCIIOTHI
acnaprar MOYEBHHA (AK)
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Jlokanuzamus OuuKia OMOCHHTE3a MOYEBUHBI —I1€YEHD.

BCE AMMUHOKUCJIOTBI (NH,)

l TpaHCAaMUHUPOBAHUE

a—KE'IOF JYTAPOBASA KUCJIOTA

T TPaHCAMHUHHUPOBAaHUE

BCE AMHUHOKHCJIOTHBI

YIAJEHUE
YEPE3 IOYKH o—-KETOI'JIYTAPOBAS
TJ ¥AMA
jmmmmmmmm e b o
: MOYEBUHA
[ f o
| K
i /\ "ThHAL ‘
i OPHIA-TiH =
I APTMHMH :
: i o
: ®YMAPAT =
I £ Ne
|
: LIUTOIUIAZMA
: o
|
I APTUHUHOCYKIIUHAT
T S S P P PP P Py PR
I s
| ACIIAPTAT :
I ST
| rayTAMAT UTP yﬂﬂ“ op
I .
|
I
|
|
|
|

— Ouonoruyeckoe 3HaYeHue Ounukia MoueBuHbI (opHUTHHOBOTO + LITK) - 06e3BpexuBanne NHs.
— IlpuunHBI yBeTUUEHUS] CKOPOCTH CUHTE3a MOUYEBHHBI (M30BITOK OEJIKOB B MHUILE, TOJIOaHUE,
¢u3nyeckas paboTa, HHTEHCUBHBIN pacnaja OenKoB U Jp.)

e [Ipu4uHBI U NOCICACTBUS HAPYLICHUI MEXaHU3MOB 00e3BpPeKUBAHUA AMMHAKa, KOTOpPbIe
BeIYT K Pa3BUTHIO THIIEPAMMOHHEMHH:
O mnepBUYHbBIE: (HACIIEACTBEHHbIE) HapylleHus akTUBHOCTU (epmeHTOB (Ei.5) opHUTHHOBOIO
IUKJIA;
BTOpUYHBIE (MIATOJIOTHSI TEYEHH - IUPPO3, TENATUTHI)
OcHoOBHbBIC IPUYMHDBI YBEJMYCHUS B KPOBH COiePKAHUSI MOYCBHHBI (YPEeMHH):
NIATOJIOTUH TIOYEK;
YCUJIEHHE pacnazia OeJIKOB OpraHu3Ma;

0OOD °®° 0O

e buocuHTe3 3aMEeHUMBIX AMHHOKHCJIOT:
— Kakhe TMPOTEMHOTECHHbIE AMHHOKHUCIOTHI MOTYT CHHTE3UpPOBAThCA B TKaHAX 4YeJIOBEKa
(3amenumslie, Ana, Act, AcH, Apr, ['nmu, I'nmy, I'na, Cep, I1po);
— TMOYeMY B TKaHAX y )KUBOTHBIX HE CHHTE3UPYIOTCSI HE3aMEHUMbIe aMUHOKHCIIOTHI (HET
COOTBETCTBYIOIIMX KETOKUCIIOT U YH3UMOB);
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CxeMa CHHTEe3a KETOKHCJIOT W 3aMeHHMBIX AMHUHOKUCJI0T, XHMHU3M pealcunﬁ (TpaHCﬁMl/lHl/lpOBaHl/le, u
BOCCTAHOBHUTEJIbHOC aMUHHUPOBAHUE (X.-KCTOKI/ICJ'IOT):

T'moko3a
v
Docdorauuepar - |
» Cenun > Tavoun
A 4
IMunvear > AnaHuH
A 4
Anernii-KoA
Acnantat [ Okcagnoane
Tavramun
v
Acnanarun erorayrapatr —p| Iiyramar > TInoaux
ADIUHUH
CH-
& i E
=0 —_— )
el HoN Bg [MupyBat — Ananux
COOH
COOH
|
(’]_T =0 E : VK, a-kerornyrapat — [nyramar (riiyTamMuH)
[CH,], H;N-Bg Acmnaprar (acriaparun)
Frap
COOH
[ H i Oennnananun — Tupo3un
o~ NHbH (OH)

i 7 I
CH; CH COOH

(:_‘_Hz——C)H
(%TH —NH, ——E—» I'moko3a— Cepun —I munun
COOH TI'®K. B>
(_T'.H_x
.‘ISH
“FH?)_% E(TI ®K. B2)
~TT__ e
CH—NHz  _ cq,
COOH
CHo—SH] CHy—OH! CHQ—S——C,:HQ CHo—OH c‘3H2_ SH
| e HaO | H20
CH CH—NH2 CHo2 CH—NH»o CHo CH-—NH»
| 2 + ‘ —L_ | | _&_,_ | - |
CH—NH»2 COOH CH—NHs COOH (I:H—NHQ COOH
I
COOH COOH COOH
MTomoumcrenH CepuH LivcrarmoHny NomocepwunH Lincrenus

39



40
— Perynﬂupm CKOpPOCTH OMOCHHTE3a 3aMEHUMBIX AMUHOKHCIIOT:

0O MOCTYIUIEHHEM OEJIKOB C MUILEH: (TUAPOIU30M OENKOB, BCAaChIBAHMEM aMUHOKHUCIIOT U
TPAHCIIOPTOM X Yepe3 KIETOUHbIE MEMOPaHBI).

O aioctepuueckas: (1o MPUHIIUITY OTPUIATEILHOM 00paTHOW CBSI3H)

O ropMOHalbHas (PETyISAIUs SKCIPECCUU TEHOB YH3UMOB, KaTabonusupyromux cuate3 AK).

e Oco0eHHOCTH 00MEHA OT/AeJbHBIX AMUHOKHUCJIOT (cnienuduieckue myTu
MeTa00JIM3Ma):

Oco0eHHoCTH 00MEeHAa APTMHUHA ¥ OPHUTHHA:
— VY4acTBYIOT B peakIHsIX OMOCHHTE3a MOYEBUHBI (OPHUTUHOBBIN ITUKI), KpEaTHHA.

— Cnyxut ucrounukom okcuza azora (NO), BaxkHON CUTHATIBHONW MOJIEKYIIBI, KOTOPAs
akTuBHpyeT oopazoBanue Ul M®D u CHIKEHUE CHITBI CepICYHBIX COKpAIeHHH, paccaadiseT
[IAJIKYI0 MYCKYJIaTypy, IPEAOTBpAIIaeT arperaiuo TpoMOOB, y4acTBYET B PETYIISIIUN
CKOPOCTH arionTo3a u Ap.

o Oco0eHHOCTH 00MeEHA 3aMEHUMBbIX JIMKApPOOHOBbIX AMUHOKHCJIOT (acnaprar,
riyramar).
— o0pazoBaHue AMKApOOHOBBIX aMHHOKHCIIOT MPOUCXOIUT W3 OKCaJoaleTara M 0—KeTOorIIy-
Tapara(BOCCTAaHOBUTEIbHOE AMUHUPOBAHHUE, TPAHCAMUHHUPOBAHUE)

*  buosnoruueckas pojb IMKapOOHOBBIX AMUHOKHCIIOT Y4aCTBYIOT B HHTErPalliy a30THCTOI0
o0MeHa:

— HENpSMOM JIe3aMHUHHUPOBAaHUH (TPAaHCIE€3aMUHUPOBAHNUN) U TPAHCPEAMUHUPOBAHUHT
AMUHOKUCIIOT;

— BOCCTaHOBHUTEILHOM aMUHHUPOBaHUU (OMOCUHTE3€ 3aMEHUMBIX AMUHOKHCIIOT);

— obe3BpexxuBanuu ammuaka B [{HC (oOpa3oBannu aMu10B AMKapOOHOBBIX aMHUHOKHUCIIOT);

— OMOCHHTE3€ MOUYCBHUHBI;

— OMOCHHTE3€ MyPHUHOBBIX M MUPUMUAMHOBBIX a30THCTHIX OCHOBaHUH (OMOCHHTE3€e
Makpospros, kopepmenrtos, IHK, PHK).

— OnocuHTE3e OEIIKOB, YIIIEBOJIOB;

— OMOCHHTE3€ U3 IITyTaMUHOBOM KUCJIOTHI TIyTaTHOHA, Y—aMUHOMACISIHOW KUCIIOTHI,
¢donmeBoil KUCIOTHI (pa3zen “BUTaMUHBI”), aMUHOCAXapOB U JIp.

— KaTabonm3M JuKapOoHOBbIX aMUHOKUCIOT 10 CO2 1 H2O BeneT k 0CBOOOXKIEHUIO
sHepruu u oopazosanuio ATO.

=  Oco0eHHOCTH 00MEHA 3aMEeHUMbIX AMMHOKHMCJIOT — CEPUHA U IVIMIMHA:

— buocunres CCpHUHA U IMIMIHUHA U3 TJIFOKO3bI:

rokasA CH+O P/og CH+O P/—OC})I CH OEP/—OC})I
xE (2o SOH L 27 ol p o Lo von LWGHEOR) o
GOCHOTPHOZE = (|:®O® S NE-B. GHNHy — B, CHNH, =27 2 2
COOH HAJI COOH 176 COOH ('30011 TI ®K-OOH
3—¢ocho- docho—
ruiepar nupyBar bochocepun CepuH TJIMIIUH
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+ bBuonorunyeckas poJsib MIULKWHA U CEpUHA!

-  TIUMOMH — OWOCHHTE3 remMa, yPUHOBBIX MOHOHYKJICOTHIO0B (AM®D, 'M®), mapHbIX
JKEJTYHBIX KUCJIOT, IIIyTaTUOHA, KpeaTuHa u JIp.

- cepuH — OMOCHHTE3 dTaHOJAMHUHA, XOJIHHA, (POCOIUINIO0B, AIETUIXOINHA, SBISIETCS
UCTOYHHUKOM OAHOYTNepoaHbIX ¢pparmentoB —CHs-, -CHy- 1 1p.

- yyacTue B OnocuHTe3e OeNKOB, JINIUI0B, YTIEBOIOB;

- IIpU KaTaboJIM3Me CTaHOBSTCS UCTOYHUKOM 3HEPTHH.

Ocob0ennocTu o0MeHa YCJI0BHO 3AaMEHUMbIX 1 HE3AMECHUMBIX CEPyCOoACpP KAIIUX AMHHOKHUCIOT

CH;—SH CHy—S—S —CH, CHj
(TH~NH2 ( "H-NH; H,N- (I H i1
COOH COOH COOH (GHy)y
(FH_N H,
COOH
HUCTCHH IHUMCTHUH METHOHHUH

BuoJsiornyeckasi posib cepycoaepKammx AMAHOKHCIIOT:

- CTa0WIM3HPYIOT TPETHUHYIO CTPYKTYPY OCJIKOB 3a cueT popMUpoBaHusi S—S cBs3eil;

- IIMCTEMH BXOJUT B COCTaB TJyTaTHOHA, KOTOpPBIA BoccTaHaBiauBaeT —SH rpymnmsl
koepmentoB (KoA—SH), yqacTByeT B TpaHCIIOPTE aMUHOKHCIIOT Yepe3 KJIETOUYHbIE MEMOPaHBI,
WCIIONB3YETCS B CHHTE3€ TaypruHa U 00pa30BaHUM MMAPHBIX KETYHBIX KUCIIOT.

g

¢ —fNH-CH-SH

| CHI | C=0 ['myratrnon — Tpunentua

| CH; | NH 1 (rryraMMHOBas K —Ta, TIIMLMH U
| CH NHy, !(:ZHZ : cTenH)

'¢o0H | (COoOH

- wMetuoHuH B coctaBe MET-1-PHK yuacTByer B nHuIManuu cunresa Oenka;
- METHOHMH B akTUBHOW Qopme B Buue S—anenoswiamernonuHa (SAM) ydgactByer B
MHOTOYHMCIICHHBIX PEAKLUAX TPAHCMETUIIMPOBAHUS U, B YACTHOCTH, 00pa30BaHUs:

NH; OH O
e HO Copm HN Gy
N } B DTaHoIaMUH
\.\ l’ RN !
\ /N CH-OH |
CH, NH ' CHZ—N HrCHy oo -
Pl e T HO-CHyCH, N3(CH;)5,
% : i XOJIMH
(CHy)y } | KaTeXOJIAMUHOB; l
é H-NH, I | KpeaTuHa; —
z OH OH KapHUTHHA! CH; -C-O-CH,-CH,-N—=(CH3);
COOH THMUHA; || =7
XOJIMHA. 0
HO CHZ_CHZ (CH3)3 JIE[IATUHA AllCTUIIXOJIMH
ERAREESELERRELEE, MHAKTHBALIHS
CH METabO0JIUTOB U
| KCCHOOMOTHKOB
COOH
KapHUTUH
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f Mouku \( MeyeHb \
! Il\le i r“in NH

L

\ r
\_ ] [ HON )

FEE=E—— 1 METUOHUH | r-—--
NH __HINH — > NH > NECH |«
ECHZ)B Cin OPHWTWH ?HZ $H2

CuHre3 kpeaTnHa u KpeaTuHdocdara

CWHTE3 KPEATUHA
( Apr, Com, Met )

2

i
C=NH | C=NH |S-AgeHo3nn C=NH

(IIH-NHz COOH COOH COOH
COOH

i 1
! i
ATo  Age HN=C-N~p=0i HN=C - NH
HzC-N | GO HsC IL l
3w | — =
KpeaTWH- t!:H C‘,éo_'j_wi : (}H} 9
¢ocdokuHasa L 2
KK Yo HiPOs
Nfﬁ)gi'rﬂvjmcgocd)m eraTwHyH
98% Rt (c movoi)
MbILLLLbI

Kpeatundochar + Ald <«——» Kpeatvn + ATO !
KK J

TIOKOH pabora

OcobenHocT 00MEHA He3aMEHHUMOM M YCJIOBHO 3aMEHUMOM AMHHOKHCJIOT —

(pennnanannHa ¥ THPO3UHA:

+ buomornueckas poJib: OMOCHHTE3 KaTEXO0JIAMUHOB, THPEOUTHBIX TOPMOHOB (T3,T4),

MEJIAaHWUHOB U OEJIKOB.

-OMOCHHTE3 KaTeX0JIaMUHOB:

—_ -

0+QFOL0 19 £

—\OH _. CH-OH

CH NH, -:|:H NH, CH NH, CH;—NH; CHy-NH, CH;—NH
COOH COOH .;coo,H rCH3
CO, -

®enunnananus, Tupos3ut, JJODA, nopamuH, HOpagpeHaInH, aJpeHaINH.

— OMOCHHTE3 TOPMOHOB IUTOBUAHOM kee3bl (T3, Ty)
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CH—NH2
COOH

OH

— ?,?7,?,7

G
CH-NH,

I
COOH

Tupo3uH, TUPOHUH, MOHO—, TU—, TPU—, TETPa— HOATUPOHUH (TUPOKCHH).

+ HacaeacTBeHHbIE HapyumeHust o0MeHa OTACJIBbHBIX AMUHOKHCJIOT U 3360J’leBaHHﬂ,

KOTOPbI€ BOBHUKAIOT BCJICJACTBHE 3TOT0

43

— IIPUYHUHBI HApYUICHUA oOMeHa aMHHOKHCJIOT (MYTaI_II/IH I€HOB, KOAUPYIOIINUX CHUHTE3
SH3MMOB 00OMeHa OTACJIIBHBIX aMI/IHOKI/ICJ'IOT);

— HapymeHus oOmeHa  ¢QeHwnamannHa ©W  TUpo3uHa  (AedekTHbIE
dbenmnananuaTruapokcunasa (Ej),

romMoreHTH3uHoOBO# kuciotel (E3), Tuposzunasa (Eg)).

HQ

CHZ—(lll‘—COOH
O

CHy- CHOH-COOH

CH,~COOH

<y

SEHHIKETOHYPHA

(300-600 mr/m)

B HOpME - HET

ey

OH3UMBI:

CH CH COOH CH,-CH-COOH Iﬂ_, HO
r E r _
{ SIS @ ",

HO

S—aMI/IHOHeBy.HI/IHOBaH OH
KHCJI0Ta
H(*(bI/IPI/IHBI HO CHI_COOH
(TIpeAnIeCTBEHHUKH TeMa)
HOp(l)eﬁl/IJII/IHOFeH J -
Ez E4
| THPOIMHEMMA ‘ | ANMKANITOHYPHA | | AJTBEHHHH3M

tupo3uHaMuHoTpaHcepasa (Ej), nuoxcurenasa

COOH
CH
NH,

- (peHMITalIaHUH, (PEeHUIMUPOBUHOTpaIHAs, (PEHHIMOTIOYHAS, (PEHMITYKCYCHAsI KUCIIOTHI,
Ttupo3uH, JJODA, 6—aMUHOJIEBYINHOBAS KUCIOTA, TOPGUPHUHBL, TOMOT€HTU3NHOBASI

KHCJI0Ta,

- DeHNIKEeTOHYpHUS (TIPUYMHBL,

JIeYCHHE):

43
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— KJIMHUYECKHE TposBieHUs 3a0osneBanus: nopaxenue [{HC, BcneacTBue HapymeHus
CUHTe3a OelKOB W HEeMpoMeIuaTopoB H3-3a HEJOCTAaTKa THPO3WHA, YMCTBEHHOE
OTCTaBaHUE B Pa3BUTHH.

—1aboparopHas IMAarHOCTHKA: TECT C XJIOPHBIM JKele30M Ha OOHapyKeHHEe B MoOue
(eHUIMMPOBUHOTPATHOW KHUCIIOTHI, MOBHIIICHHE B CHIBOPOTKE KPOBH (DeHUIIAIAHWHA
(yBenmuuenue B 20-30 pa3) W cHWKEHUE THpPO3MHA. Moya M MOT pedeHKa MaxHYT
IJIECEHBIO.

—Je4yeHue: JAMeTa C OrpaHuueHueM (¢eHWIaJaHuHa, HO HE CIeAyeT IMOHUXKATb
coJiep>KaHue ATOW aMHUHOKUCIOTHI B KpoBu Huxke 30 mr/ % (Bo uzbexanue eé
HEJIOCTaTOYHOCTH).

- Tupo3unemusi (IPUYUHBL, CUMIOTOMBI 3a00JeBaHMs, JabOpaTOpHAs JUArHOCTHUKA,

JICYCHHE):

— KJIMHUYECKUE TPOSBICHUS 3a00JIeBaHUs: TUMOTPOGUS, TemaToMeraius, XKeluTyxa,
pBOTA, MIOHOCHI, BBICOKAs TEMIIEPATYpa, IbIXaTelIbHasi HEAOCTATOYHOCTh M MTPH TSHKEIIOM
TeUeHUHU 3a00JI€BaHUS — JIETAILHBIN HCXOJ B IICPBBIC MECALIBI JKU3HU

— J1abopaTopHas IMarHOCTHKA: B CBIBOPOTKE KPOBH IMOBBIIIACTCS COACPKAHUE TUPO3HHA,
3—aMHHOJIEBYTMHOBOM KHCIIOTHI, NOP(GHUPUHOB (IIPEIIIECTBEHHUKOB rema). B moue
OOHapYKUBAIOTCSI HEOOKUCIICHHBIC MPOAYKTHI pacliaja THPO3MHA U, MPEXKIE BCETO,
THIIPOKCU(ESHIIITMPOBUHOTPAIHAS KKCTI0Ta. Moua MMeeT 3armax KarycThl.

— JICUEHHE: TUeTa C OTPAHUYCHHUEM COJICP)KaHus U (DeHWIIaTlaHuHA, U THPO3HHA

- Tpan3uTopHasi THPO3MHEMUSI HOBOPOKIEHHBIX (Yalle y HEIOHOIICHHBIX IETEH): Kak
IIPABUJIO, C BO3PACTOM IPOXOIUT;

- AikanToHnypus (IPUYKHBL, Ja00paTOpHas JUArHOCTHUKA);

— CHMITOMBI 3a00JIeBaHUs: B KPOBU U MOYE MOBBILIIEHO COAEpPXKaHHE TOMOT€HTU3MHOBOM
KHCIOThl. Moua peOeHKa OKpallliBaeT NEeJIEHKHU B YEPHBI 1IBET.

— KJIMHUYECKUE MPOsBICHUS 3a00JIeBaHUs: Y B3POCIBIX OXPOHO3: HAKOIJICHUE MOIUMeEpa
B XPAILLEBBIX TKAHAX U UX OKpaIlIMBaHUE:

— nabopaTopHas AMArHOCTHKA: MPH JOOABJIEHUH LIEIOYU MOYa TEMHEET.

— JIe4YeHHe: AMETOTepalns, HayuHas C pPaHHEro BO3pacTa, C OrPaHUYEHHEM B HeEH
MIPOJYKTOB, OOraThIX THPO3HHOM.

- AIbOMHU3M (IPUYUHBI, CAMIITOMBI 3200JI€BaHNS).

— CHMIOTOMEI 3a00JICBAHUS: ACIIUTMCHTALUA KOXHW U BOJIOC HM3-3a HAPYHICHUA IIPOUCCCOB
CHUHTC3a IHUIMCHTOB B KOXK€, BOJOCaX H CCTUYATKC TIJIa3, CBETOOS3Hb. CHIDKCHHAS
OCTpOTa 3pCHUA.

OO0MEH CJI0KHBIX 0€JIKOB

O06meH xpoMonpoTena0B (reMorJ100MH, MUOTJIOOUH, HUTOXPOMBI U JP.)

—  TIpeBpaIIeHHs XPOMOIPOTEHIOB MHUIIU B KEIyT0YHO—KUIIIEUHOM TpakTe (TII0OOHH, TeMm,
COJISTHOKHUCJIBIY TeMaTHH )
— HWCTOYHUKHU T'eéMa B OpraHU3Me )KHBOTHBIX (peakiuu OMOCHHTE3a);
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Cxema peaknuii 0MOCHHTE3a remMa:

| cranus:
COOH COOH
|
CHy 5 CHy
g
CO™SKoA *  ¢=0
+ L)
CH, - COOH NHy
|
NH, /
(IZCIDH
Il cragus: ('I_."DDH {:JHI
CH, . CH,
| :
i
_~CHy
NH, NH
T'emornooun

-«

[Cmmpm 4+ Cyxwmmw-S-Koa

N/

~AMHHONeBYIHAT- |, 3
( . P>J_\’ CO,,KoA-SH

5 —AmuHosneByunoBas kuciora (5-AJIK)

[ToppobGmwmmoren- L>\ IHAO
CHHTA3a [* ¢

v
4 Moppobuwmmmoren (I1BT)

VIIT-cimrasa "5 [ 4NH;
v

@—’ Vponopupusorex |

VI F-Kocmirmaj[i)

Vponopdupmmoren [11 (VIIT7)

Yhr -nexap6oxcxm33:§i>\+ 4C0O1

v
Konponopduprmmoren [11 (KIII)

KIIT -pexapboxcmiasa k} N 2C0O9

KI1 F-oxcxmamj;} N 4H

v
[Tporonopdupumoren IX (I111I)

M6 H

=
[Tporonophupun [X

|+ Fe?t <— (depputHH)

deppoxen aTa3aJ’1>

v
FEM

["nobun J

— JIOKaJIW3anus B TKAHIX: IEYeHb, KOCTHBIA MO3T;

— HWCTOYHUKH XKeJe3a JUisi OMOCHHTe3a rema (Kele30 MUIIH, TpancheppuH, GeppuTHH);
— ponb BUTaMUHOB: By, B1» u C B peakiusx OnocuHTe3a rema;

— coaepkanue reMoriioonHa B kpoBu MykuuH (130—160 r/n) u sxxenmun (120—-140r/m1);
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Peryasinusi cuHTE3a reMOrJI00MHA 10 MPUHLIMILY NOJI0KUTEJIbHON U

OTPHLATEJIbHONH 00PaTHOM CBA3H.

e Cyrunnnn—HoA
~ ©

Ty
5 »AMuHONeByNMHaY ’
MCH

_ \ |
Nopdobunuporen |

|

' /

oM 2= :::f,i

|

|
x~ Llonm, =
p- Lenu |
AMUHOKUCNOThI
. HapyuieHusi cHHTe3a reMorj100una

Keneszonedunurnasi anemusi: ( B opranusme conepxurcs 3-4 r. xenesa: 68% - B

remoriobune, 27%- B pupputune; 4%- B muornodusne, 0,1%- B Tpancheppune;

HpI/I‘II/IHbI AaHEMUM:

a aaa daadaq

JUTUTEIIbHBIC TTOBTOPSIOIINECS KPOBOTIOTEPH (s13Ba JKETyIKa U T.I1.);

YCUJICHHBIM PacxXo/1 xeJe3a Ipu 0epeMEHHOCTH U JIaKTall1H;

HapyIlIeHUe BcachiBaHUs Kkene3a (mocie onepaiuu Ha JKKT, uz-3a orcyrcrust HCI, mpu
racTpuTax u T.IL.);

BCJIEJICTBHE TMIIOBUTAMUHO3a BUTamuHa C;

13-3a HEJJOCTATKa eJie3a B MUIIE Y BEreTapuaHIIeB;

y JeTell paHHEro Bo3pacTa M3-3a HEAOCTaTKa MSCHOM mumu (a, cClieoBaTelbHO, U
TEMUHOBOTO KeJie3a);

roJoJJaHue, CcaxapHbld Juaber, W3HYpUTENbHBIA Tpyd (mepuuut cydbcTpatoB st

CUHTE3a reMa U TJI00MHa).

— HacJuaeacrBeHHbIC aHEMHUU
(J ceproBHUIHO-KJIETOYHAS aHEMHUS: TCHETUIECKHI 1e(DEKT CTPYKTYpPhI FeMOTTIO0HHa,

HDbS (BasiH BMECTO TITyTaMUHOBOW KHCIIOTHI)

KJIMHUYECKHE MOSIBIICHUS: ¢1a00CTh, OTCTaBaHUE Pa3BUTHSL, KENTyXa.

nopoupuu: nepexTsl GepMEeHTOB, YIACTBYIOIIMX B CHHTE3€ I'eMa;

00pa3yroTcst U30BITOYHBIE KOJUYECTBA OKpAIIEHHBIX MOPPHUPUHOB (IpPEAIIECTBEH-
HUKOB T€Ma)

MIPH HAKOIIJICHHE YPOIIOP(UPUHOTEHOB:

¢ Mo4Ya GOJBHBIX UMEET KPACHBIN IIBET;

¢ 3yObl pu YP-00:1y4eHUH CUIBHO (QIIyOpECIUPYIOT;

¢ KO MMEET MOBBIIICHHYIO YyBCTBUTEIBHOCTD K COJTHEYHOMY CBETY.
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PCTI/IKyHOC)HHOTCJII/IaHBHHe KIJICTKH

ITeuens

47
"  HakoIUICHWE MOP(POOMIMHOTEHA:  COMPOBOXKIACTCS  HEPBHO-TICUXHYCCKUMU
paccTpocTBaMH, TOBPEIKIACHHEM KOXKH.
(O TanmacceMusi: TEHETHYCCKH OOYCIIOBIIEHHOE HapyIICHHE CHHTE3a OJHOM M3 Iemei
remMoryioonHa ([3-ramaccemMusi v o.-TalacCceMusl)
"  KIWHUYECKHE TOSBICHUS: TUIIEPILIa3Us U pa3pylIeHHe KOCTHOTO MO3ra, MOpaKEeHUE
MEYCHHU,  CeJe3eHKH, Jaedopmamus  4epena;  COMPOBOXKIACTCS  TSDKEIOU
reMOJUTHYECKON aHEMHEH;

Pacnaja remorjio0uMHa B TKaHsIX U 00pa30BaHMe KeJTYHbIX IMTMEHTOB
O 1poaoIKUTEIBHOCTD KU3HH SPUTPOIIMTOB M TJIaBHBIC OPraHbl, II€ IPOMUCXOIUT Pacial
remoriobuna (= 120 nHeil; cene3eHka, KOCTHBIM MO3T, IEYEHb U SPUTPOLIUTHI);

Cxema pacnajaa reMori06MHa U 00pa3oBaHus TOKCMYHBIX /1JIs1 TKAHEl BepI0rJ001Ha,
OmyimBepaMHA U OWIMpPyOUHAa:

- i = O
//, N=0l 1—\//”\.1 g \’/ N Fe *3
M</ / \ >B CO M ! >B e
.;__’.N r\l 2 /,/ \\ /—-N L //
T_,' .. ,»"/ \]/ N1 N N <,
 aer s Hag 1.~ 2
H /’Fe\\ n IemoxcHIeHASS CL Fe ICH
2 < (/\"N/ ‘N.-f'j\\ (remonaTHIyIONas) iy N r106UH
r;TOOUH B AW g m o>m M ' p M
vo P —\\//// \\\\\‘//):C = ~(!\//
_ - m n r n s
I'emorioGun Bepnoriobun
M B M L nm M - =53
I B P TR e
- /‘\\ - - ) = —CH ~
HO NH N 8] OH
Esn WA F
b s i iy »*-,’_'.[O H v = >
BunwesepauwupeavkTaia
R Hano*
f‘;’l____ B8 M i 38 M M B
/‘f\\ ,CH\E || cr-,\& ” CH§‘ I
-~ o 3 - T /
HO N NH NH N~ OH

Buauvpybusn (250-300 mr/cyT)

COOH

M — meTun
B — BuHMI
I1 - nponnnonun

CHp
CH; CH CH
oy S, i GBS g T
- = 4 r’ 3 ~
~ =N NG OH

HO
Jurmokoponu OunnpyoruHa

— KOMIUICKC "abOyMUH - OMITUPYOrH" TOCTaBISETCS C TOKOM KPOBHU B ICUEHb.
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— MexaHu3M 00e3BpekuBaHUA OuiaupyOmHa (0Opa3oBaHHWE KOHBIOTMPOBAHHOTO C
TJIIOKYPOHOBOW KHCJIOTOH HETOKCHYHOTO MOHO— M JHMIJIIOKYPOHHUJIOB OWJIMPYOWHA B
nedeHu; PepMEeHTHI U KOPEPMEHTHI ATOTO TIpoliecca — MIIOKYpoHMITpaHcdepasa, Y 1D
— I'moxypoHoBas kuciaora)

— PpacTBOPHMOCTb B BOJHOI Cpefie CHIBOPOTKH KPOBU CBOOOJHOTO (HE pacTBOpsETCS) U
KOHBIOTHPOBAHHOTO (PacTBOPSETCS) OMIMPYOHMHA U BO3MOXKHOCTH MX Peakiuu in Vitro
C TUa30peaKTHBOM (CBOOOJIHBIN HE pearupyer), npeaioxennoi Ban-nep-beprom;

— TOHATHE O  HenpsMOM  (HEKOHBIOTMPOBAaHHOM,  CBOOOJAHOM) U TNPSMOM
(KOHBIOTHPOBAHHOM) OUITUPYOHHE CHIBOPOTKU KPOBH;

— cojep)KaHUE B CBIBOPOTKE KPOBU

- obmero ounupyouna — — 3,4 —22,2 mxM/i; (0,2-1,3 mr%)
- Hemnpsmoro ounupyouna — 75 %;
- mpsMoro ommupyomHa — 25 %;

¢ JIOCTYIUIEHUE KOHBIOTMPOBAHHOIO OWJIMPYOMHA KHUCIOTBI B JKEIYHbIE IIPOTOKM IPOTHB
I'pPaJUeHTa KOHLEHTPALUY,;

¢ D9KcKpeuusi OunMpyOMHA C JKEMTYbl0 B KHMILIEYHUK M CXEMa €ro IMpeBpallleHud 10 KOHEYHbIX
MIPOAYKTOB TOJT ICHCTBHEM OAKTEPHAIBHBIX (DEPMEHTOB:

[ me300uanpyOonH
(] me300uIrHOTeH (YPOOUIHHOTEH)

CTEPKOOMJINHOTeH (DecBeTHDIN)
1 W/Ie Ha m\gg%
CTepKOOWIHH (YpOOUIHH)MOYH CTEpKOOMJIMH KaJla
~ 4 mr/cyT (>KenTHIH 1IBET) ~ 300 mr/cyT (KOPUYHEBBIN IBET)

4acTh YPOOMJIMHOTEHA U3 TOHKOTO KUIIIEYHUKA BCACHIBACTCS B KPOBbB, 110 MOPTAIIHLHOM BEHE

IOCTYNAET B MIEYEHB, I/I€ U PA3pPYyLIAETCSA 10 MOHO- , TU- U TPUIIUPPOJIBI:

¢y 3/I0POBBIX JIOJIEH YPOOUIMHOTEH OTCYTCTBYET B KPOBU U HE BBIJENSETCS C MOYOIA;

¢ yacTb crepkoomnuHoreHa (1%) BcacsiBaeTcs M3 KUIIEYHUKA Yepe3 CUCTEMY TeMOpPPOUIATbHBIX
BEH, T.€., MIOMAaIaeT cpa3y B OOJNBIION KPYTr KpOBOOOpAIIEHUS, MUHYS ME€YEHb, IIOATOMY YacTh
€ro BBIBOJUTCSI C MOUOHM M HA3BIBAIOT €T0 B MOUYE YPOOHMIIHH.

CxemMa HOPMAJIBHOTO 00MeHa YPOOHJIMHOTCHOBBIX TeJl

- - - MORO~,” IM- W TpUIUPPOABl =~~~ "~~~ "~ ~|7~~==--=-----r e ————

NEYEHE,

S - -AOY -|- (poduHum)

irva

\ /

| 1 1%
OuTMpyonH Il_ﬂMe306I/IJ'II/Ipy6I/IH [—H>] M6306‘I/IJ'II/IHOFGH [—li]CTepKO6I/IJII:IHOFCH [_OJ CTepKOOWINH
(ypoOmiinHOTEeH)

KHNIIEY-
HHUK

KAJIOBBIE MACCBI

¢ B KIMHMYECKOW NpakTHKE METa0OJIUTHl OMIMpPYOMHA, KOTOphIE OOHApY)KHUBAIOTCS B MOYE,
Ha3bIBAIOT “ypOOMIMHOT€HOBBIE TeMa .

¢+ Hapymenne o0pa3oBanusi, NpeBpalieHus U BbLIeJeHUs] OMIUPYyONHOB
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1. Kearyxu: (runepOommmpyOunemus > 50 MKMOJIb/I1)
OTJIOXKCHUC 6I/IHI/Ip}/6HHa B TKaHAX, B TOM YHCJIC CIIM3UCTLIX, U OKpAILIMBAHUC UX B JKEJITBIN IOBCT.

CocmosHue MedeHu U HAaNPaemeHUs YUP Ky nayuu
GunupybuHa Ipu pasnUudYHbi X sUdax xemmyx
1 2 3

Q Omypafonnes

1 — KpoBeHOCHbIW Kanunnap
2 —lenatounThbl
3 — Xen4yHeln Kanunnap

0

i

Femoasmutaecnan

9|

n
-
|
|
1
|
i

J—

Hapenxunantosnan

——pp Henpamoii buaupyoun
(cEAZaHHEBIH ¢ ans6yMHHOM)
™ Tlpamoi bpaapydun
(EOHBHTIHpOBAH C
TANKYPOHOBON KHCI0TOIH)

e /luddepeHunanbHas IUATHOCTHKA Pa3JIUYHbIX THIIOB JKeJTYX

IMapenxumaTo3Has
1. HapymieHue MpoHATIAEMOCTH OO0Typanuonuas
Femosmruueckas FGHaTI())?_IlI/ITOB, T.e}j.) 3axBatr OMIMpyOHUHA MexaHquZII:oe HapyIIeHHe
z;if;:zzzor;azfgz;izibl U BBIJACJIICHUSA €TI0 C XKCIYbIO. OTTOKAa KCJIYH B
S — > | 2. HapyuieHue KOHBIOTHUPOBaHUs JIBEHAJLATUIIEPCTHYIO KUILKY:
HeCOBMECTHMOI KpoBH) OounpyOuHa. 1. JKem4HbIif KaMeHb.
3. Hapymenwne pacmana 2.  OmyxoJb
Me300HIIMHOreHa J0 JU- U TpUIHpOJIOB
Henpsamoii ++ + + +
OnupyouH (103-171 mMxmosb/1)
IIpsimoint Gn.lmpyﬁlziﬂ + + + F 4+
KOHBIOTUPOBAHHBIH
Buimpyoun Mo4u N + +++
YpoomiiuHOreH Mo4u
(CTEepKOOMIMHOTEH U ++ + + + —
Me300MJIMHOTEeH)
CrepkoOninH Kajia N wm (+) N nau (_) -
Dephenrst N +++ sttt
rort N ++ + + > +++

— OObsicHUTE U3MEHEHHE NoKa3aTeeil OumupyorHa 1 MPOAYKTOB €ro 0OMeHa B KPOBH, MOYE
Y KaJjie NP pa3IN4HbIX TUIAX KEJITYX.
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2. Kearyxa HOBOPOKIEHHBIX: (Pa3HOBUIHOCTb TEMOJIUTHUECKON KEATYXU B PE3yJIbTaTe

YCKOPEHHOTO reMoJin3a SpuUTpouuToB U 'y 80% HOBOPOKICHHDIX )

® HH3Kasg CIOCOOHOCTh TII€YEHH K OOpa30BaHHMIO TIJIIOKOPOHWIOMIMPYOMHA H3-3a

3ama3/ibIBaHus BKIIOUYEHHS TeHOB (3—12 CyTOK), KOAMPYIOLIHUX TIIIOKYPOHMUITpaHChepasy.

® B KPOBH ITOBBIIIEHO CO/ICPKAHNE HENPSAMOTo OMIMpyOHHa;

® TIpuU COAEp)KaHUU B KpoBH OmimpyOuHa Bbitie 300 MKMOJIB/T — MOBpEXACHHE (YHKIUN

MO3Ta;

® B TSDKEJIBIX CHUTYalUsX HEOOXOAMMO MaCCHPOBAHHOE MEPEIMBAHNE KPOBH;

+ (OQO0OMEH HYKJICONPOTEHI0B

o [lepeBapuBanue (TUAPOJIN3) HYKICONPOTECHUIOB IHUIIHU B JKEIYTOYHO—KHUIICUHOM TPAKTE
— neicreue HCI, nerncuna, JIHK-a3, PHK-a3 dbochoauscrepas, pocdoras
— TMPOIYKTHI IEPEBAPUBAHUS HYKICOMPOTEHIOB (MOHOHYKIICOTH/IbI U HYKJICO3H/IbI) U
MEXaHU3MBbI UX TPAHCIIOPTa B KPOBB (U dy3Hst, 0cMOC);.
e OCHOBHOH UCTOYHHUK MOHOHYKJICOTH/IOB ITyPUHOBOTO W MUPUMHUANHOBOTO psifa — UX
OHOCHHTE3.

BuocuHTe3 MypHHOBBIX MOHOHYKJI€0THI0B (AM®, 'M®) (de novo = 90%)

buocunte3 ¢pocopudozniamuna (McToUHUK pudo3sbl - [IPII okucaeHns riawKo3bl)

(THK )y nqm /O
a —0- P OH
g ; OH
OH
AT
nupndochopuasa <
AN D
5 29

OH OH
OH OH <rnH— —
CIY - o>
P-~P H
5 ~°
CH,-0O-PZ0H
o ~SoH
SOCEOPUBOSHMILANM MH
OH OH

— HpOI/ICXO)K,Z[CHI/IC Pa3JINYHBIX ATOMOB B ITYPUHOBOM APEC:
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CepHH,
rJIALIAH,
rIIIOKO34a

o Fanynk
e A [TdK
({: 7N
CepHH, /' \:\ //;\ 2 W e
IJITALIAH, AcnapTaT ~e= N 15C ‘
e ! r \\ ‘
rJII0KO3a : I S CH
\\ 5 | { /
}A ' 3 /CC\' 7
S N'P—CHO-TraK \N
[T DK —f NH; (13
aMHHOKHMCIOT)
Auwwuu 2307
fl'yYUMNNJ l _J]\/

— TMOCJIEA0BATEIbHOCTh XUMUYECKUX peakiuil onocunteza AM® u MO, a 3arem
AJ1® u ATO, a taxke I'/1® u I'TO:

A

\Fu6-®
+
(DHAZL, ryraman MAcnapTaT
0
§ N/...
HN N\
TM®...gq- | >
TN IS S pus-® K”

—  rmoko3a—pubo3o—S—docdat, S—pochopudozunnupodocdar, S—pochopudoznnamus,
- UHO3UHOBAg KuciaoTa, AM® u 'M®D

? ?
AM® —— AJl® ——> ATOD
? ?

MO —Td —ITO
(MaKkpo3pru, OKUCIUTENIBbHOE WK cyOcTpaTHOE (hoCHOpHUIUPOBAHHE)
— Perynsmus cuHTe3a MypUHOBBIX HYKJICOTHIOB 10 MEXaHU3MY OTPHIIATEILHON
o0paTHO#1 CBsI3H.

tochopudosnamupodochar

A e ™
} 5- dochopuboana~-1- ammuu ;
! S
| l |
| | |

[

O o 1€

} /ﬂ >\ ' i
f Aaenunoﬂmapnaﬁ : ‘HcaHTunosar I
, HMCNOTA * | = HMcnoTa |
| I} ]
e AMO——— M ——
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— DKCTpPeHHbIH BApUAHT (3amacHou nyTh) OnocuHTE3a MMyPUHOBBIX
MOHOHYKJICOTHJIOB AM® n 'M® (myTh peyTrim3anuyd MPOMEKYTOUYHBIX MPOTYKTOB
pacnazia MOHOHYKJIEOTH/IOB)

(AM® — TM®)
DRIID
M < | I'yanun
! E:
| MoueBas KHCI0Ta
UMD < v 'mnokcantTun — %
l OPIID
E, A
< CHUH
AM® DPIID a

E1: I'yanun — ['unokcantun dochopudozunrpancdepasza
E,: Anenun gochopudosmnrpanchepasa
®PI®: pochopudosmmmmupodocdar

* BuocHHTe3 MUPUMUINHOBBIX MOHOHYKJIEOTHI0B (YM®, TM® u [IM®) de novo

® TI0CJIEIOBATEILHOCTh XUMUUYECKHUX peakuuii Onocunteza YM® — V]I u VTO:

COOH
2AT®H 2A0M + P, NH < Pi
002 i 24 ! 2 CH2
\ Ha Ga\%ﬁqx cthar- ~ L-—O * I Acnaﬁ 6auom|-‘_
I'nn pom:“reraa: 1] rny '_\_ _@ /CH_COOH -rp?aucq:egasa
o HoN
Hap6amoundocgar AcnapTar

i_“! ot (n) I

I QOOH HoO _GC HAR* HARH+H' _C._

N—H “CH, HT SCH, HT Ho_,
0=C__ _CH-GOOH  #mwewems oG _CH-COOH Jie?iy 0=C_ C-COOH

NH N NH

N- kapGamonnacnapray ﬂ"r“ﬂ-ﬁg,?g_?;o““ o Oporosan unenara

®PNd PP,

‘ PN CO2
_L_J. AN CH / ‘ HN — VYidu YTO
Gpotar-rocdo- l H ,

putosuntpane- O=C C _@'66}!.' OMtb-panapbomcunasa 0O
tepasa ~un” se=F

\PM6-® ' N-—PHG—@

) Ypuauu-5'-thocpar (YMp)
Oporwann-5'-pocgar (OMd) .

— cuHTe3 KapOamowmidocdara U OpOTOBOM KHUCIOTHI B LIUTO30JI€ KIETOK (TIyTaMuH,
o6uotuH, AT®, xapOamoundocdarcunreraza — |l); MyIbTHIH3UMHBIA KOMILIEKC

(KAI-pepment) = (acmapTarTpaHckapOaMonIa3sl + IUTHIPOOPOTA3HI) U
— oOpa3oBaHue opoTuaAuH-5-pochara, YMD u YTO

e OobpazoBanue L[T® (ucrounuk NH,- rimyramun - riyramar, I[T®-cuHTeTasa)
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YT® +T'nn + ATD > [TD +TI'my + AAD + H3PO,

bruocunTe3 1€30KCHPUOOHYKIICOTHIOB

3 5
H CH:OH H CH:OH
0
—— H H
Fabes HO Hesorcrpubosa
H OH
d-AZl®
£ S d-T 10
I sy P JD Pubonykneotnnnudocdatpe JIyKTa3a_ d-1o
Iq 7 * d-yio
Y :
- ~
THOp ENOKH THopenoxai ‘
s h:
THOpeOoKCHH —
penyeTasa
HAID M2 HAI® [H, |

BUOCHUHTE3 TUMHNANJIOBBIX (u3 d-YM®— d-TM®,

MTRFROKCUPUROHVE TFOTUTOR d-TAD n d-TTD)
cep I~ T

i 1P 17 i
[ SR @

o T e HOITELTIATE HECTARA > H- _
LY o me© 71 T oo
i T

3 2
d— VIIE | H OH d- TId$ H OH

d-ThE + 4T h—pd - TO & + & F
d-TOd +ATd— wd -TTd +4T¢F
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® peryJsilus CKOPOCTH OMOCHHTE3a MMPUMHINHOBBIX HYKJIe0THA0B (YM®, TM® n

IM®) no npuHIUNY 00pPaTHOI CBA3M:

CO, + Tnyramun + 2ATO

- - +l—> [nyramat + 2A0® + H;PO,
MyJ'ILTI/IBH3I/IMHLI_I7I H 1'N--—C--_—'()[’031-[2
koMmrutekc - KA/ .
o
e: kapBamonng ocdar
: {
I : (7 peaxwuh}
1 |
"\
- VT®

e Pacnan HYRJICOINMPOTEUI0OB U HYKJICHUHOBBIX KHCJIOT B TKaAHAX

54

— genonumepusanua JIHK uw PHK nox Bnusauem trkaneBbix JIHK—a3 u PHK-a3 u

o0pa3oBaHKe OJIUTO— U MOHOHYKJICOTH/IOB;
— pacmaj MOHOHYKJIEOTHI0B TypruHOBOro psina (AM® u 'M®):

Cxema pacnaja HyKJIE€HHOBBIX KHCJIOT

HYKJTEMHOBAS KMCOTA
( NOJIMHYKAEOTUA )

9HI0-, 9k30HYyKIea3sl (JIHK-a3e1 1 PHK-a351)

MOHOHYKNEOTW/bI

HYKJIEOTHIa3bl
HYKJIEO3MAbI HsPO4

¢ HyKkIeo3unpochopmrazpl

v v

A3OTUCTbIE OCHOBAHUA MEHTO3bI

Cxema pacrnaga NypuHOBBIX HYKJICOTHA0B

AM®D — afeH03UH — WHO3UH — THIIOKCAHTUH — KCAaHTHUH — MOYEBas KHUCIOTa

NH: H H

Nan;I DAJH, N q)AL[ DAJTH,

L iﬁ’k k J

- NH; OKCcHjasa OKcHa3a b
H H

MOYECBas KHCJIOTa

2 vt
peus

AneHuH I'mnoxcanTun KcaHTHH
NHi HHOM/H{
AJIeHO3UH prbosa (V NH;
pubo3a J
I'yaHO3HH —VZV —> HZN H,O
H
I'yanun
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— pacmaj MOHOHYKJICOTHJOB MUPUMUINHOBOTO psfa (YMD, [IM® u TM®) 1o KOHEYHBIX
MPOJIYKTOB: MOYEeBHHBI, B-astannHa u COy;

Cl 8]

COOH
fo‘ Hall$ Hz \ CHi Hao |

—%b—%b L +> / CH} —» CO:+NH3+C‘|’°H1
I

Prboza 1‘|I HaADE CEHz
H H |
MH;

PHE

IM®d— YM®d—  Vpauuin— Juruapoypanui B-ANaHMH

¥

LH—SKoa
O 2. KapHo3un

COOH (an3epun)

—CH: |
—————p COz+ NH; +CH — CHs
// |

| ZH3
H |
MHz

TirH
B-AMMHOM=0M A0, K-Ta

= Kapuno3un (+ CH;3 - aH3epuH): ntunenTuabl U3 TUCTHANMHA U 3 -aJaHUHA.

N CH, - CH- COOH

A

' OZC_CHZ_CHZ_NHZE

A30TUCTHIC BEIIECTBA CKEJIETHON MYCKYJIaTyphl TO3BOHOYHBIX,

MOBBIIIAIOT AMIUTUTYy MBIIIEYHOTO COKPAILEHHUSI, CHU)KEHHYIO YTOMIICHUEM,
MOBBIIAIOT 3P (HEKTUBHOCTH PAOOTHI HOHHBIX HACOCOB MBIIIEYHOMN KIIETKH.
cTuMynupyioT AT®-a3Hy0 aKTUBHOCTh MHO3HHA U JAP. QYHKIIHH.

* 6 ¢ o

HAPYHIEHUA CHHTE3A U PACHHAJIA MOHOHYKJVIEOTHW/JIOB ITYPUHOBOI'O U
HUPUMHUINHOBOTI'O PAJTA

1. Lunepypuxkemus u nooazpa.

- B KpoBH 3710poBoro uenoseka 0,15 — 0,47 MmM/a moueBoii kucnotsl (MK). B moue
MPUCYTCTBYIOT COJIM MOUEBOM KHCIOTHI (YpaThl).

- HakoruieHrne MK B CBIBOPOTKE KPOBHU M TKAHSIX (TUIIEPYPUKEMHUS, TTOIATPa).

= JIpuyMHBI
¢  TCHETHUYECKH JICTEPMUHUPOBAHHOE HAPYIIEHHE aKTUBHOCTH H3MMOB «3aIIaCHOTO

MyTU» PEYTHIN3AINUN TyPUHOBBIX OCHOBAHHIH.

¢ ymnotpebiieHne OOJIBIIOTO KOJUYESCTBA MHUIIH, 00TaTON HYKJICOIIPOTEHIaMH,
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Cl1a0bli KPOBOTOK (MAJIONOIBHKHBINA 00pa3 )KU3HU, CePACUHO-COCYIUCTHIE
3a0071eBaHNsA)
IIPU HEKOTOPHIX 3a00JIEBaHUSIX KPOBH, ITOYEK, OTPABJICHUN CBUHIIOM, HEKOTOPBIMHU
JICKApCTBEHHBIMH TTpETiapaTaMu

HocaeacrBus - (U3-3a II0XOH pacTBOPUMOCTH MOYEBOM KUCIIOTHI B BOJE):

*

*

00OUJIbHOE OTJIOKEHUE KPUCTAJUIOB MOUEKUCIIOTO HAaTpHs (ypaToB HATPHs) B 00JIaCTH
CyCTaBOB

MoIarpuyecKue y3ibl — TOQychl — (MECTHOE OTIIOKEHUE M HAKOIIJICHUE YPAaTOB B MEJIKHX
CyCTaBax, CyXOXKWINAX, XPsIILax, KOXKE):

JEHKOIUTHI GaronUTHUPYIOT KPUCTAIUIBI YPATOB B HUX, Pa3pyIIalOTCsl MEMOpaHbI
JM30COM, 0CBOOOAMBIINECS (DEPMEHTHI JIN30COM Pa3pyLIAIOT KIETKH, TPOAYKTHI
pacnajia KJIETKU BbI3bIBAIOT BOCHATICHUE

nedopmManusi CycTaBoB M HapyIICHUE UX QYHKIUU

OcJ10:KHEeHNs NoAarphbl:

*

*

*

OTJIOKCHUC YpAaTOB B TKAHU IMOYCK (HO‘-IG‘-IHEUI HeI[OCTaTOLIHOCTL)

OTJIO’KEHHE YPaTOB B IIOYEYHBIX JIOXaHKaX ¢ 00pa30BaHUEM MTOYCYHBIX KaMHEH
(MouyexameHHas 00JIE3Hb)

y MyXX4uH — 3a0oeBanue B 20 pa3 yarie, 4eM y KEeHIINH

2. Cunopom Jlewma — Huxana:(msascenasn hopma 2unepypuxemuu):

IMPOABJIACTCA TOJIBKO Yy MaJH:LII/IKOB)

IIpuynHa: HacIeACTBEHHBIN 1e(eKT (hepMEHTa «3aacHOTo IyTH) CHHTE3a ITyPHUHOBBIX
MOHOHYKJICOTHJIOB - T'YaHWH-TUOOKCaHTHH-(hochopubosmaTpancdepasbl
IHocaencreus:

*

* & o o

T'yaHHH (M TUIIOKCAHTHH) HE UCTIONB3YIOTCS IOBTOPHO JJISl CHHTE3a HYKJICOTH/IOB («ITyTh
CIaceHus»), a LeJIMKoM npeBparatorcs B MK

KOMITEHCAaTOPHO YCUJIUBAETCsl 00pa30BaHNEe MyPUHOBBIX (M MUPUMHINHOBBIX )
HYKJIEOTUA0B de novo.

HapymaeTcs peryssinus ux ooMeHa

NEePEenpon3BOICTBO HYKJICOTHAOB U MoBbIIeHNE B kpoBH MK (runepypukemus) u
bochopudosmmupodocdara

Kinnuveckue nposiBJIeHUs:

VY nerelt k 2 roiaM pa3BUBAETCSl YMCTBEHHAs! OTCTAJIOCTh
Yype3BbluaiiHasi arpeCCUBHOCTb: JIETH MOJIYYaloT yJI0BOJIbCTBUE, HAHOCS ce0e yBEUbs
CMEpTh B PaHHEM BO3pacTe M3-3a HApyLIEHUS PYHKIIUH ITOYEK.

JleueHHe U MpeaynpexeHue THnepypuKeMHd M MOJAATPLI &

*

*

WCKITIOYEHHE U3 IUETHI IPOAYKTOB, OOraThIX HyKJIeaTuaaMu (TIeYeHH, UKPHI, Kode, Jas,
Msica)

puUMeHeHHe (HapMaKoJIOTHYECKOTO MpernapaTa — aaJ0nypPUHOJIa, CTPYKTYPHOTO
aHaJIoTa THITOKCAHTHHA

[ amIomypuHON — KOHKYPEHTHBIN HHTUOUTOP KCAHTHHOKCUAA3bI

OH

aJNoNnypUHON
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[J B pe3ynbrare coaepkanne MK cHmkaeTcsi, a THIIOKCAHTUHA TTOBBIIIAETCS
(] runokcanTuH B 10 pa3 nyuie, uem MK, pacTBopseTcs B BOJE U JIETY€ BIBOJAUTCS U3
Oopranusma

3. Opomauudypusn:
¢ HacieacTBeHHbIH nedekT pepmenTa (Y TD-cuHTeTasbl), KaTaIM3UPYIOLIETO JBE

nocjenHue peakuu cuare3a YM® (o0pa3oBaHue U 1eKapOOKCHINPOBAaHHE

OPOTUAMUIIOBOM KHCIIOTHI).

- BO3HHUKAET HEJAOCTATOUYHOCTh MUPUMHIUHOBBIX HYKJICOTHI0B, HEOOXOIMMBIX /IS
cuate3a [JHK u PHK

- HAKOILJIEHUE OPOTOBOW KHUCIIOTHI B KPOBU U BBICOKAsl €€ SKCKPELMS C MOYOH.

- IIpU OTCYTCTBHUH JICUEHUS — HEOOpATUMOE PE3KOE OTCTaBaHUE YMCTBEHHOI'O U
¢usnveckoro pazButus. boibHbIE TOTHOAIOT B IIEPBBIE TOJIBI KU3HH

- OpOTOBAas KMCJIOTA HETOKCHYHA, HApYILIEHHE Pa3BUTHSI — CIECICTBUE
«IMPUMHUIUHOBOTO T0JIONIA».

= JleyeHue: npuMeHeHUE ypuarHa (0e3 mepepbIBOB, Ha MPOTSHKEHUE BCEH YKU3HM)
s o6pazoBanust YM® u 1pyrux NnUpUMUIMHOBBIX HYKJIEOTHOB B 00X0

HapymenHsix peakuuii: (Ypumun + ATO—> YM® + AJ1D)

e MHcnouan3oBaHne aHAJIOIOB NnypuHa 1 MHPUMHINHA KaK HHFHﬁHTOpOB CHHTE3a
HYKJE€0THAOB B XUMHOTEPAIIUH paKa

¢+ S-dbropypammi: 0O
|
HN F
O= _
N
l
H

- B KJIETKax mpeBpamaercs B S-propaezokcuypuauaMonodocdar (5-F-dYMD),
CTpYKTYpHBIN aHasor TM®, KOoTOpbIii OJI0KUPYET aKTUBHOCTh TUMUIMIIATCUHTA3bI U
oOpa3zoBanue Mosiekya TM® npekpalaercs, 4To BbI3bIBAET OCTAaHOBKY CHHTE3a
JHK u geneHus KICTKH.

¢ _AMuHonTepuH H 10-MeTHJIAMHHONTEPHH (METOTPEKCAT)
- CTPYKTYpHBIC aHAJIOTH (POTUEBON KUCIOTHI
- KOHKYpPEHTHOE MHTHMOMpOBaHUE AUTHAPOPOIATPEYKTa3hl (3TOT (EPMEHT BMECTE C
TUMHIUJIATCUHTA301 ydacTByeT B cuHTe3e d-TM®) u Gnokuposanue cunTe3a d
TM® u JHK

AHTHBHpPYCHBbIE Ipenaparhbl (A3MI0TUMHMIMH):
NH,

Bxmrouaercs B coctaB mposupycHon JIHK,
N -CHs KOTOpasi HECIOCOOHA K BHITIOTHEHUIO
CBOCH (DYHKIIMU 1O IPOU3BOICTBY
0= CH,-OH KOMITOHEHTOB, HEOOXOJJUMBIX IS
pa3mMHOxeHus BupycoB BUU-undexum.
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