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®PepMeHTb!I B MeguULIMHe

1. DuH3umMonarusi

MHOT'H€ 3a00JIEBAaHUS CBSI3aHbI C HAPYILICHUEM
(PYyHKIIMOHUPOBAHUS OCIKOB U (DEPMEHTOB B OpraHax 1
TKaHSIX

2. JH3NMOANATHOCTHUKA

OnpeneneHue (epMEHTOB -

MapKepoB 3a00JICBAHUI:

13 KJIETOK IMOBPEKICHHOIO OpraHa B
KPOBb ITOCTYHAIOT cHEHU(PUUECKHUE OCIIKU

3. DH3UMOTEepanusi
JICUCHUC (bepMeHTaM)




OcHOBHbIe HanpasneHus
3H3UMO-Tepanumu

1. 3amecTuTesibHasA pepMeHTHAA Tepanus (YCTPAHEHHE
nepuuuTa hepMeHTOB)

la) @epMeHTHI KOPPEKIUU NUIEBAPEHU S

10) Jleuenue Hac/IeACTBEHHBIX 3a00J1eBaHMil (IPpo0IeMa
HAKOILUICHUSI META00JIUTOB B TKAHAX)

2. Koppekuusi cucreMbl CBepTHIBAHUSA KPOBH
3. Tepanus 3J10Ka4€CTBEHHBIX HOBOOOPA30BAHUM

4. llporuBoBOoCHaAMTEIbHASA Tepanus (ruapoJiu3
JAEHATYPUPOBAHHBIX KJIECTOYHbIX M TKAHEBbIX CTPYKTYP)

5. JleTokcUKaLUsA Opranusma (yrajeHue TOKCMHOB, )
MeTOoAbI P (PepPeHTHOUN Tepanun)




OH3UMOINATUM -
HapyleHusn onpeaeneéHHbIX
MeTabonuyeckux nyteun

Hapyiuenue meTad001u3Ma aMUHOKHUCJIOT
Hapyiuenue mera00/1u3Ma yriieBoa0B

Hapyuieaue MeTa00/1u3Ma JJUNUI0B

)



3ABOJIEBAHUA CBA3AHHDBIE C
HAPYLWUEHUEM METABOJIUSMA

HacJjencrBeHHbIEe IIpuoOpeTeHHbIC

IlyTu pa3Burtusi 3a00/1€BaHUSA

1. HapyuieHune cuHTE3a KOHEYHBIX ITPOIYKTOB
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HAPYLWWEHUE METABOJIU3MA
AMUHOKUCTIOT

IIpumep ajabOMHU3M

- CBSI3aH C HEIOCTATOYHOCTHIO THPO3HHA3BI -
(hepMEeHTa, KaTaJIu3upPyIOIEro CHHTE3 MIUTMEHTOB —
MEIIAaHHHOB




AnbOUHU3M

CuHTe3 Me/IaHUHOB (Menauoqurm)

Koxa
Bonocer OH OH
PagyxHas | 0, H,0 | OH
o0o/I0uKa rJia3 , \ / .
@ - Twupo3unasa (Cu;“) @
L CH,
CH — NH, CH — NH,
COOH COOH
Tupo3uH JIODA
!
|
ITurmenrst MEJIAHUHDBI

-

g
~ -

A /87T X



NPUMEHEHME B KOCMETUKE

NHrudéupoBanve THPO3MHA3bI
OcBeT/ieHMEe U BLIDABHHMBAHUE TOHA KOKHU

AHTH-TIUTMEHTHBIN KOMILIEKC COJIEPKUT
AHTHUOKCHUAAHTBI INIYTATHUOH U CYIIEPOKCUIIUCMYTA3Y

Y\/COOH llO\-;”\/\.l-z(TOUPl
SN, s ]

HO~ ™= “0,/-\-,_*./} ” NH,
O . ~COOH HO~ " ~_~
O \?‘-'.“ < HO " =~ \/
. H
O= /‘I/ HO 7 \
- | | COOH —+ | | > —
HO” SN HO” =~ N
H
0'1.'. 1\,.’ _.r/}_
—— ( ) — U.
0.‘:: \__\;._-__- ~ \




IH3NMMOINATUN BB B Kmmeone
A=—B =0 === ===4p =) MORRNeHHS

2. Hakonenue cyocTrparon
@DenmikeToHypus (HegocTaToKk DA -ruaApOKCHIA3HI)

BHEepBhIc ObL1a onrcaHa A. @enuHaroMm B 1934 ¢
Hakomnsienue @A u IpoJIyKTOB €ro 0OMeHa —
(enmanmupyBara (HEHPOTPOITHEIIMI 51)1)
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HapyweHue metabonuama OA

Metaboanueckue 0J0Ku: 1 - peHMIKeTOHYpHSA; 2 -
AJIbOMHN3M,; 3 - AJIKAITOHYPHS; 4 - THIIOTHPEO3

(heHUNNUPOBUHO-
rpagHan kuenora

nuwa q)emnanamu% TUPOIUH I MENaHuH
2

TUPOKCHH

TopMOH IIMTOBUIAHOM XKeJ1e3bl

éé BIIMSCT Ha OOMEH BEIICCTB,

4 KOHTPOJIUPYET POCT Y PA3BUTHE
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HapyuweHua yrneBoaHOro oomeHa

HenmepeHocuMOCTH JIAKTO3bI
(MOJIOYHOI'O caxapa)

Hposaenaemcsa: HEIEPEHOCUMOCTHIO MOJIOKA
Ceéazanno: ¢ nedpunutom pepmenra JIAKTA3BI
Jleuenue: 3amecTUTEIbHAS Tepanus PEPMEHTOM
Pacnpocmpanennocms: B EBpornie 7-12 %, B Kutae — 80
%, B Adppuke — 110 97 %.
PacripocTpaHeHHe TaKTa3HOU HENOCTATOYHOCTH CBS3bIBAIOT
C UCTOPUYECKHU CIOKUBIIMMCS PAILIMOHOM IIMTAaHUS 1
OTCYTCTBHEM MOJIOYHOT'O CKOTOBOJACTBA B PErMOHAX.
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I ajTaKkTOo3eMMS - HEIEPEHOCUMOCTH MOJIOYHOTO
caxapa, CBS3aHa C OTCYTCTBHEM B KJIETKAX IeYEeHH
rajakro3o-l-dochar-ypuania-rpanchepassl

Organs Affected by Galactosemia

Brain

[ anakrosemus

' Eyes

Onucada 8 1908 roay,

oAHaKko agedekr obmena,
ee obycnasnusaloLLni,
ObIN1 OTKPLIT NUWL B 1956 roay.
Yacrtota cuHapoma ot — 1 Ha 20 000
N0 1 Ha 120 000 HOBOPOXAEHHbIX.
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GALACTOSEMIA

Galactosemia

b)) ¥

l

Lactose (milk sugar) from dairy products Lactose (milk sugar) from dairy products
Glucose + Galactose Glucose + Galactose

N\

Glucose Build up of Glactose

l

Energy Fi:ggzy Health Problems )
For Body
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HapylweHue pacnaga rmmkoreHa B
nevyeHu y BbIXOAOM U3 HEEe rMIoKo3bl

boJse3nsb I upke [IMKOreH-pe3epBHas (opMa MIFOKO3bI

(oTcyTcTBHE (PEpPMEHTA IVIKOK030-6-

Glycogen Glucose
(docharaspl): TOpMO3UTCS

Hexokinase or Glucokinase

pacraj rIIMKoreHa rneyeHu v  Glucose-6-Pase
11 r Glucose-1-P ¢ Glucose-6-P —» Glucose + P;
posejienus; 1 NIOTJINKEM U - Glycolysis
Hu3kuil ypoBEeHb IIIOKO3bI B KPOBH; v
Pyruvate

Tep anuz: 9aCTbIM IPUCM ITHIIH Glucose metabolism in liver

C BBICOKHM COJIEPYKAHUEM TJTFOKO3bI UJIN
Kpaxmaja
CHOPOM, CHLOM

Frcs oao-S-Socharasa
ML}

H OH

rosmncae- f-thacdaT FETN G



HakonneHue rnukoreHa
(rnukoreHo3)

boJse3nsp [Homme:

HAKOIICHUE IVIMKOITeHA B JIM30COMAX MEeYEeHH
Bwizeano: He10CTaTOYHOCTHIO JIM30COMHOTO
dhepMeHTa — 0-1,4-1i1I0K03U1a3bI
Bnepebie onucano: B 1932 roagy Kak 3a00j1€BaHUE U3
TPYIIIBLI JX30COMHBIX 00JIE€3HEH HAKOILJICHHUS
Ilposaenenue: pa3BUTHE MBIIIEYHON CI1a00CTH
(muonarnu). Hapymenue paboTel cepaia, CKEIETHBIX
MBIIIILL, TIEYEHU U HEPBHOU CUCTEMBL.

Jleuenue: TeparieBTHUECKOE 3aMEIICHUE
OTCYTCTBYIOIIETO (hepmMeHTa apMalleBTHIECKUM )
Ipenapar «Muozum» - puiaibM «KpanHue mepbh»




INTnzocoMHblIe OONe3Hn HaKONNeHUs

JIN30CcO0MBI — KJIICTOYHBIC
OpPraHesIbl, OTBETCTBEHHBIC 32
pPACIIEIIIEHUE MAKPOMOJIEKYT:
[JIUKOT'€HA, TTIMKOJIUIIHUIOB,
TJIMKOIIPOTEHUHOB.

JInzocoMHbIe 00J1€3HU HAKOILICHUSI
BBI3bIBAIOTCS T€HETUYECKU 00YCI0BICHHBIM
nepuIuToM (PEpMEHTOB THAPOIIN3A
IJIMKOC(UHTOIUTIHJIOB: O~ U [3-
rajakTo3uaa3bl, B-TIr0K031/1a35l,
HEHMpAMMHMIA3a U [IEpaMK1a3a.

JlanHas rpynmna o0beIMHSICT IITMKOTCHO3HI,
0O0JIE3HN HAKOIIJIEHUS TJIMKOJIUITNIOB,
TJIUKOIIPOTEUHOB U JIP.

3amecTUTEIbHAS TEpanus

J10 HETaBHETO BPEMEHU Tepariusl
HACJIEJICTBEHHBIX O0JIE3HEN
HAKOIICHUSI HOCHJIA
MMaJJIMATUBHBINA XapaKTep.
Pa3zBuTne Hayku no3Boimiio ¢ 90-x
T XX BEKa- KOPPEKIUU
JIM30COMHBIX 00JIE3HEM
HAKOILJICHUSI METOIOM (PEpMEHTO-
3aMECTUTENILHOM TEPAITUU.
Jleuenne moaupUIIMPOBAaHHOMN
(OopMOI CKOMIIPOMETHUPOBAHHOI'O
(dhepMeHTa.



CduHronunuab!

CduHromMuenTnHbl - OCHOBHBIC KOMITOHCHTHI
MEMOpaH KJIETOK MO3ra i HEPBHOW TKaHH.
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Lepebpo3nasl — Mukonunuabl
MeMOpaH KNneToK HepBHOMN TKaHU
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HapyweHusa nunuaHoro oomeHa

I Mnep XuJIOMUKPOHUSA-HAKOILIEHH e

HeUTpaJbHbIX JUunuaoB TAI

reHeTruyeckas HepocrarouHocts JIl1-nmunasel
IlposiBasieTcsi o:xkMpeHueM; (DaKTop pucKa pa3BUTHS
MH(papKTa, MHCYJIbTA, 1na0eTa, TMIIEPTOHUHN U
KEITYHOKAaMEHHOMW 0O0JIE€3HU

I unepXoJiecreposiemMusi-

HaKoIUIeHHe xoJecTtepuHa (XC)
CBSI3aHO CO CHHMKEHMEM 3(PDEKTUBHOCTH
JII-nmanasel uian

PELENTOPHOTO IHAOIUTO3a

[ToBeimennbi XC — aTepockjiepo3 — nHQAPKT,
UHCYJIBT



HapylweHue nunuaHoro oomeHa

O:xupenue

«JI'000Bb NPUXOAUT H
YXOIUT, 4 KylIaTh
X0UeTcH Bceraia»




JiunuAabl — 0AUH U3 KNAacCcoB NPUPOAHDIX
coeAUHEHUMN BaXKHeALIUX Ana
OYHKUMOHMNPOBAHUA KXUBbIX OPraHU3MoB

OcHOBHbIe buonoruyeckme PyHKLUNU
v' CTPYKTYpHas - rmaBHble KOMNOHEHTbI BuomemobpaH
v’ 3alunTHas - N30NNPYHLLIUA K 3aLMLLAIOLLINKA OpraHbl
MaTepmarn
v’ [MntaTtenbHasa - Hanbonee KanopumnHaa YacTb NMULLM
v' Pe3epBHasa — 3anac aHeprum
v TpaHcnopTHasa NepeHoCcUNKn psiaa BUTaMUHOB
v IMMyHOMOOYNATOPb
v Perynatopbl akTUBHOCTU psiaa hepMeHToB
v Perynatopbl CBEPTbIBAHUS KPOBU
v' [OPMOHbI
v’ [lepegaya curHanos



Knaccudpukauma amnupos

JTUITA b

e

[IpocThie AMuuns CaoXHNE AU
(cogepxar ABa KOMIOHEHTA) (copepxar TpH i Gonee KOMIOHEHTOB)
Bocm/ \ Hepavuu (bocd)onumm{ l>xonnnmxu
(ATKAIAIHIATH) (N-atcduHNO3HHK)
XKuphi 1 Maca Chmrronmmmst
(TPHATNTIRTICPWHE)
CH;-0-CO-R, GHO-CO~R,
LFH —G—C’D—R2 (:lH _G_CD{ERE .
. “ -
CH,-0-CO-R, CH, O PHS‘ CH, CH,"N(CH,),

TpuauMarIHLEepHHE dochaTHInIX0IHH



CTPYKTYpPHble KOMNOHEHTbl AMNUA0B

Obs3aTenbHble CTPYKTYPHbIE€ KOMMOHEHTHI -

BbiCLLUUNE KapﬁOHOBble KUCJNIOTbI U CINMNPTHI,

MOryT cogepXaTb ocTaTKm ocPoOpHON KUCIOThI,
aAMWUHOCMNUPTOB, OCTaTKU MOHO- U onurocaxapuaos.

v' Bbicwume xunpHble kucnotbl (BXKK) - Obinv BnepBble
BblaeneHbl U3 XXUpPOoB.

v’ Bnonoruyecku BaxkHble KK moryT ObITb HacbIWeHHbIMU
U HeHacbILWeHHbIMM.

v O6Lwme cTpykTypHble npudHakm BXKK:

* ABNSAOTCA MOHOKapPpOOHOBbLIMMU;

e coAepxaT Hepa3BeTBNEHHYK YIMepPOoaHYHo LEnb;

 BKITIOYAIOT YeTHOE YMCIOoO aTOMOB yrnepoaa B Lenu;

* UMEIOT UNC-KOHUrypaumo OBOUHbIX CBA3eun

)



OCHOBHbIe HacCblWeHHble XUPHDbIE

KUCNAOTbl iunnaos

OOIIIKE CTPYKTYPHBIC TPU3HAKHU:

* SIBJISIFOTCS MOHOKapOOHOBBIMU;

* COAEPKAT HEPA3BETBIECHHYIO YIIIEPOJHYIO LIEIb;
* BKJIFOYAIOT YETHOE YHCIIO aTOMOB yIJIEPOIA B
LCTIH;

HazgaHue KUCNoTHI

| Hucno aTomoB T.mn.,

dopmyna .
TPUBHANBHOR CHCTeMaTH4ecKoe yrnepoja G
Macisirag byTanorag 4 CHA(CI,),COOI 8
Karrporosas ' ckcanopas 0 CH(CIL,),COO0H 2

Kartrpu ronas
Katpunosag
JlaypuHogas
MupucrTutopas
HapmMuTHHORBAS
Creaputiopas

ApaxuHopas

Okranopas

Hekanosas
JHomekanopag

Terpajsekanopas

| ekcaJicKaHoBAY
OxTraekatonas

DHKo3aHoBad

8§ | CHyCH,),COOH | 16
10 | CHyCH,),COOH
2 | CHLCILY,,COOI | 44
14 |CH{CH,),COOH | 54
16 |CH(CH,),COo0l | 64
18 | CH(CH,),,COOH | 70
20 | CH(CH,),COOH




» XK nMeloT Hepa3BEeTBJ/IEHHYIO
OCHOBHbIE CTPYKTYPY C YETHbIM YNC/IOM aTOMOB

yrnepoaa, 4vaue Bcero C i:s, C 15, C 2o
HeHacCbllWeHHble * MOHOHeHachblweHHble XK, coaepxaT

ABOWHYIO CBAA3b B MNMOJIOXXE€HUU 9;
MK AMNnUAos * €C/IN ABOMHbIX CBSAA3EN HECKOJ/1bKO,

OHM pa3pesnieHbl rpynnoun CH:;
* [BOWNHbIE CBA3MN UMEIOT yuc-

KOHduUrypaumtio.
Ha2saHee KWENOTHI | Yucno
ATOMOR
Yrnepoaa Tun T.nn
‘I - . .,,.' . Mopryna a0
TPHENantkoe | cHcTemaThveckoe** | ¥ | KMCAOTH '
ABOARBX
cBA2ef
[l emur- [ekentenet Cpyp | oMera-7 |18 s COOH 0.5
- N NN NN
O.ICH OB Y-onax
Onewriorast  ORTajeien Cigy |oMera-9 |18 b4 COOH 14
; b i i, W B W S el
Y-onad
Draumnosan®  mpanc-OKra- Cigy |oMera-y % /\/\/\/\/9\/\/\/\/(1)0}{ e
JcncrH-Y-onad 4
Tunonesus Oxragekamen- | Coy  oMern-6 R 2 000 5
v e o \J (4 F M .L\, JA LA N\/:v‘:WW -
9.12-0Bust . H
Jwaoackonaw  Oxragerarpuer-| Cpo. | owmera-3 IH\/A/:Q\/:"\MNG)OH I )

9.12.15-crag

Apaxmgontonan  Drosarerpacn- | C, 0 omera-6 H 1l § 3 49,3
38,11, 14-0nas




HomeHKnaTypa HeHacbilWweHHbIX XK,
He3aMeHMbIe Unu acceHumanbHbie XK

CHs\/}:\/b-T/g?/\/\/\/ (00H

THHONEHOBAK KHenoa |8 -

OJICMHOBAs KHUCJIOTA C181 (OMera-9) BOJII)HII/IHCTBO )KI/IprIX KHNCJI0T
nmuHoeBas kuciora C18:2 (omera-6) CUHTE3NPYETCH B OPraHU3Me 1€J10BEKA
OJHAKO IMOJIUCHOBBIC KUCJIOTHI —

u apaxugonoBas C20:4 (omera-6)
He3aMeHMMbIe
BaykeH mnpaBWIbHBIM OanaHC JUOUAOB WMJIM ICCEHIUAILHBIC
TPEX TUIIOB KUCJIOT B PAIIMOHE NTUTAHUS:
oMera-3 (JIbHSHOE MacJio, PHIOUi XKuUp), )

oMera-6 (MOJCONIHEUHOE, KyKypy3HOE

MacJa)



CoctaB XK noakoXxHoro xupa yenoBeka

MupucTuHoBas 14:0 2-4

Ha3zBaHue KHCJI0THI

IManbMuTHHOBAS 16:0 23-30
IanbMuTOOIEMHOBAS 16:1 3-5
CreapuHoBasi 18:0 8-12
OaennoBas 18:1 20-25
JIunoseBas 18:2 10-15
JIunosieHoBast 18:3 <2
JiiKo3aTPHEHOBAs 20:3 <]
ApaxuaoHoBas 20:4 <2
IUKO3aNEeHTACHOBAS 20:5 <1
OO01ee KOJINYECTBO:

HachlleHHbIX KHCJIOT 33-38

HenacbllieHHBIX KHCJIOT 42-58




COCT aB TAI" — xupbl — COCTaBJISIOT OCHOBHYIO MaccCy
JIMIUJIOB B OPTaHU3ME YEIIOBEKA.

"p”ponublx VY uenoseka ¢ M 70 kr B HOpMe conepxkutcs 10 10 kr
auwnrnuuepuvpos

Omnwu 3amacaroTcs B JKHUPOBLIX KJICTKAX- A IUIIOTUTAX 1
HCITOJBb3YIOTCS KaK UCTOYHUKH SHCPI'UH.

T Hacbime

HenacpbileHHbI€e ;KUPHbIE KHCJI0TBI, %

HHIARICHIL) - HHbIE 18:1 18:2 18:3 20:4 20:5

, °C KHCJIOTBI,
%
+(28-33)  52-70 27-40 3-5 <1 o, -
+(36-46)  37-45 37-50 8-10 1 o, i
+(44-51)  53-60 42-43 3.5 <1 i i
+(46-55)  55-65 36-43 3 0 i i
m (2-7) 1620 20-22 2 3 3 6-8
.(16-19)  10-12  21-34 51-68 2 : i
(0-6) 10-19  64-85 4-14 <1 : i
.(10-20)  10-14  38-40 43-47 <3 : i
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OcHOBa KJIETOYHBIX MEMOpaH;

00pa3yroT NOBEPXHOCTHBIN TUAPOGUIbHBIN ciioi JIIT kpoBu

KOMIIOHEHT JIErOYHOTO CIOp(aKTaHTa: BHICTHJIAIOT MOBEPXHOCTH AJIbBEO, )
[PENOTBpAllas CIUIIAHUE CTEHOK BO BPEMS BBIJIOXA.

YYaCTBYIOT B IIEpEIau€ TOPMOHAIBHOTO CUTHAJA B KIIETKU




XonecTtepuH ]

CTpOMTENbLCTBO
KNeTOoUYHbIX

CTPYKTYpP

HcTouHuK Oonda YnpaeneHuwe
CHMHTEe3a Opyrux GUOXMMHUYECKMMM
KOMIMOHEeHTOB npoueccamm

MuenuHo bununua- KopTuko- r -
BhIE i i _ CTtepoun- fiMko
HEIHA Cno CTEpoMA ButaMuH ¥ enuk Heo-
6 - HHE
060 N0UYKHM APUTPO HblE n
roOpMOHH FeHes
LUHTOB roOpMOHK
0
R-C-0 X

Xonecrepon

3dup xonecrepona



TpancmopT JUIIUIOB - B COCTaBE

JUMONPOTEHNHOB
e i e OYHKIHH ANONPOTEHHOB
\ bOpMUPYIOT CTPYKTYPY

JIIT;
B3aUMOJICUCTBYIOT C

Tpuauunrnuuepons
(TAT) peucuTopaMu KJICTOK

S \ S LLG SR X SRS 3axsar JII1 tkagssmu
oconunig (BT ¢ A<

o B L : aKTUBATOPhI (DEPMEHTOB,
nevcTyromux Ha JIII.

wapodobusie

nanuas

Spnpu

xonecrepona

WHTerpansHbie
anonpoTenHel
(anoB-100 wnu anoB-48)




TpancomopTt TUNIHUI0B —
B COCTaBE JIUIIOIIPOTENHOB

Buabl JJMIIONIPOTENHOB:
» XHJIOMHUKPOHBbI (XM)
(rpancnopt KK u3 kumedyHnka B Tkanu B Buje TAI)
» JITOHII
(rpancnopt /KK u3 neuenu B Tkanu B Bujae TAI)
» JIITHII
(rpancnopt XC u 7KK U3 neyeHu B TKAHM)
» JIIIBII
(tpancmopt XC n KK U3 KpOBHM K IeYEHH)



Tunst JIIT | Xuaomukponst | JIITIOHII JITIIII JIITHII JITIBII
(XM)
10 11 22 50

Beaxku% 2
D% 3 18 23 21 27
XC% 2 I 8 8 4
IXC% 3 10 30 42 16
TATI' % 85 95 26 I 3
DyHKIUN Tpancnopt Tpancnopr  IIpomexyrtou Tpancnopr Ynanenue
JIAUJIOB U3 JAMNU/]IOB, Hasg popma  xonectepona u30bITKa XC
kuimeyHuka  cuHresupyembix JIIIOHII B B TKaHU U3 KJIETOK U
(?K30TCHHBIE B [ICUCHU JITTHII o JIIT. Jonop
JIATIA]IBI ) (PHOOTEeHHBIE  JEHCTBUEM aronpOTEUHOB
JIATIA]IBI) JIIT-nmunaser A, C-I1
Mecto Onurennii TOHK. KitleTku nedeHu Kposb KpoBb (3~ Kietku nedenn
o0pa3oBaHus KUIIICYHNKA JIOHIIu - JIIBII-penu.
JITIIIIT)

Samne 120 30-100 21-100 7-15
OCHOBHBIC B-48 B-100 B-100 B-100 A-|
amoJIII C-IL E C-IL E E C-IL E




XUNOMUKPOHDI

Tpancnopt KK u3 kumeyHuka B TkaHu B Bujae TAI

Mwmga
XnUNoMHKPOHBI
Syl

[
XUnoMUKpPOHb!

Knerku snurenus
TOHKOW KMILIKY

XUNOMUKDOHDI




Hakoruienue TAI' B kpoBu

B HopMme: oOpa3oBanne XM B kumedHuke (Tpancnopt TATD
B TKaHU) — B KPOBb - MoJiydcHue anooeiakoB ot JITIBII-
JITT-mumaza otmemsger XK - B Tkanu-

octarounblie XM m JITIOHII momagaroT B renaToIuThl
IOCPEICTBOM perentopHoro (anoE) sugonnTosa u
pa3pyIIAKTCA B JIN30COMAX

Hapylmenus:

CHH>KEHME aKTUBHOCTH (DepMEHTOB OOMEHA JIMIIONPOTECHHOB
HapyIlICHUE CUHTE3a aro0e/IKOB

cHkeHue peuennuu JII1 Ha KieTkax neyeHu

JledeHue - CHU3UTH MOTPEOICHUE JKUPOB C MUIIEH, TaK KaK
XM TpaHCHOPTUPYIOT 3K30T€HHBIE KUPHI;

duznyeckas Harpys3kKa

JInnonutuyeckre hepMEHTHI



MoOuau3anusi ;KUPOB U3 KUPOBOH
TKAHU

MooOuau3anus ;xkupoB - ruaposn3 TAL 1o minmnepoJia u
"KUPHbIX KHCJIOT -

MPOUCXOAUT NMPH TOJOAAHUU U PU3MIeCKOH padore.
I'vapouaus karaausupyercsa pepmentom TAI-aunazou
(ropMoH3aBHCHMOIA).

0
]
0 CHrO-C-R 210 MaHKpeaTHeckan 0 ? 0
RZ'C'O'QH 0 nunasa —* RyC-0-CH
CHy=0-C=Ry CH,OH

RiCOOH
Tpuauunrnuuepon R.COOH 2-MOHOAMNINHLEpON

)



Mobunusauus xupos

MNpoTenHknHasa
HeaxTURHan <—;L miokaroH (appeHanih)

MporenHknHasa
aKTueHan

*TAI-nunasa —————p "TAl-NUNasa
HeakTuBHas aKTuBHas

Cnuuepon
:ﬁg’;‘: — Okucnetue
B APYrux
TKaHsAX

ApunouuT Kpoeb



«'eH oXXupeHuUsa»

OTBeyaer 3a 0€JI0K JIENITUH, - CHHTE3UPYETCS aIMIIOLIUTAMU 1
B3aMMO/JICMCTBYET C pelenTOpaMu rurnoraiamyca. B pesynbrare ero
JIEMCTBUS CHUKACTCH CeKpeunus HerponenTuaa Y, KOTOPbIH
CTUMYJIUPYET MOUCK U MOTPedIeHue MUIH.

IlaTorenes oxkupeHus nNpu gAedexre «reHa OKUPEeHUsD>. HU3KUU
YPOBEHB JIENITUHA B KPOBU CIIYKUT CUTHAIIOM HEAOCTATOYHOTO
KOJIMYECTBA 3aI1aca >KUPOB B OPraHU3ME; BKIIIHOYAECT MEXAHU3MBI,
MIPUBOIAIINUE K YBEJIUYECHHUIO AMIIETUTA U YBEJIMYECHUIO MACChl TeJia.

Y 20% 00yIbHBIX — HAOJIOAAOT HU3MEHEHHUSI B CTPYKTYPe JIeNTHHA.
Y 80% 00JIbHBIX - reHeTH4eCKHui 1eeKT penenTopoB JEeNTHHA B
rurnoTajsaMyce. A KOHIIEHTpalys JenTHHA B KpoBU 00JibIle B 4 pasa.

VY 51X 00JIbHBIX HAOIIOAOT YPE3MEPHOE MOTPEOJICHHE MHUILIH,
HU3KYIO (DM3UYECKYI0 aKTUBHOCTh M Pa3BUTHE CaXapHOTro Auadera.



Tpancnopt XC B TkaHu ¢ JIMNHM

B HopMme :

JIITHII - (tpancniopt XC B KJIETKH JJI9 CHHTE3a TOPMOHOB -
camblid areporeHHbin Tum JIIT)

oOpasyrorcs u3 JIIIOHII ¢ TAI'-nuna3on —

B KpoBM - B3aumoaeuncTByroT ¢ JIIIBII momygaror 9XC —
BbITagkuBaHue anoB-100 — penenTopHbIi SHANIIMTO3 B
TKAHSAX U JIU30COMAJILHBIN pacnaj

[Ipu cHrmxeHnn KOHIEHTpauun XC B KIIETKE -aKTUBAPYETCS
cunrtes perentopon JIIIHII; yuacTByOT ropMOHBbI: MHCYJIUH U
TPUUOATAPOHHH, TTOJIOBBIE TOPMOHBI.

Hapyumienust Meradoansma XC:

Hapyuieaune coornomenus mexay JINMHIL, JITNIOHII n JITIBIT
CHUKeHHE aKTUBHOCTH (pepMeHTOB 00MeHa JIII-
nenutuH-XC-anunrpancdepasbl u JIII-1unassl )
cHrkeHue penenuuu JIII Ha kiaerkax

HapYIICHHUE CUHTE3a all00CIKOB



TpaHcnopT XC B neyeHsb ¢ JIMNBI

2 ocHoBHBbIe pynkuuu JIIIBII:
MOCTAaBJISIIOT anonpoTenHsbl Apyrum JIIT B kpoBu
y4acTBYIOT B "oOpaTtHOM TpaHcmopTe XC".

Kposb
Fmokosa

MKénunble
KHMCNOTo! nrsn-

nnnn —s nHn

nn~nunask




MeTabonuam xonecrepona

O6pasosaxuve hoHna
xonecrepona B
oprasusme

Mocrynnexue ¢ nuuei Cunres ns ayetun—-KoA
0,3-0,5 r B cyTKH [o 1 recyrkm

l 1

Xonecrepon: scero 8 opraduame =140 r:
93% 8 knetkax, 7-10% 8 KpoBu.
KoHuenTpauma B kpoey 200+40 mr/gn
(5,2+1,3 mmonw/n)

- Myt ucnonssoeanus >
Membpakbt KNeToK > i) i o 1N xposu
Cunres Buisenexne Cunres Buinenexue Cunres
¥ BbiBEAEeHWe ¢ hexanusMm BuTammuLa Dy C KOXHbIM CTePOUAHBLIX
XEeNYHbIX KUCNOT |+ |~ 0,5-0,7 r B CyTKM ~ 10 mr canom ropMoHOB ~ 40 Mr
0,5-0,7 r B CyTKM ~0,1rBCyTKH




ATepockKnepos

XpoHu4yeckoe 3abonesaHue apTepumn,
XapakKrepu3ayioujeecs MHOUNLTPUPOBaHUEM B CTEHKY
cocyna aTteporeHHbix JiIl1 ¢ nocneayowum pasButueM

coeAUHUTENLHOU TKaHU, PUOGPO3HLIX OnsLleK, U
HapylwieHueM KpoBooOpalleHus

OBMEH XOJIECTEPUHA

XOJNECTEPUH ©



Atepocknepo3s - ornoxeHue XC B cocyaax

1 cramgus - moBpeXKAeHHe COCYIO0B- ITOBBIICHHAS IPOHUIIAEMOCTh

2 cTagus - aKTUBHPOBAHHBIC TPOMOOILIMTHI -MEIHUATOPHI BOCIIAJICHHUSI -
MOAU(DHKALIHS JTUITONPOTEHHOB — HapyuieHue cBsi3biBanusa JIII ¢
pelenTopomM — HaKOIJIEeHHe JIMIUA0B B KPOBH-MaKpodaru- BoCHaicHue
3 ctaaus - uHKancyiaupoBanue XC — oopazoBanue (HpruOPO3HOM OJISIIIKH

4 ctanusi- TpoMOO3 U TPOMOOIMOOJIHS

s

IvIOHOIGLTEL Kame




JleyeHue aTepockneposa

CHMXeHUue coaepXxaHus
xonectepuHa u TAI

1) runokanopuitHas u
TUIIOXOJIECCTCPUHOBAS Ouema.

2) sutamunbl, ITHXK, Boga

2) huz-nazpysxa

3) MEIUKaAMEHTEI

axkmusamop JII-nunazot — yCKOPAIOT
karabonusm JITIOHIT u XM - nnepexon
B JIIIBII

4) cratuHBI — MHTHOUTOPHI cuHTEe3a XC )




JleyeHue aTepockneposa

CokpalieHne )KHBOTHBIX KHPOB 1 JKHUPHOTO Msca.

PacturenpHas nyima — 0CHOBA pallMOHA.

OOoralieHue MU MOJUCHOBBIMU KUPHBIMA KUCIOTAMH (-3.
CIIOCOOCTBYIOT O0Jiee OBICTPOMY BBIBEACHHIO XOJIECTEPOJIa U3 OpraHu3Ma.
IToreHOBBIE KUCIOTHI MOAABIISIIOT CUHTE3 TPOMOOLIMTAPHOTO (pakTOpa pocTa
1 3aMEUISIOT Pa3BUTHE aTePOCKICPOTUUYCCKOM OJISAIIKHU.

Buramunsl C, E, A, obmagaronie aHTHOKCHIAHTHBIMHA CBOMCTBAMH,
MOAACPKUBAIOT HOPMaJIbHYIO CTPYKTYpY JunuaoB JITTHIT u nx meradonusm.

OuH U3 NPUHIIMUIIOB JICYCHUS - ""pa3MblkaHue' UKIa HUPKYJISIIUA
AKEIYHBIX KUCJIOT. [[JIs1 3TOTO UCIONB3YIOT JIEKAPCTBO - MOJUMED, KOTOPbII
B KUIIICYHUKE aJCOPOUPYET KETUHBIC KUCTOTHl M YMEHBIIIAET BO3BPAT
AKEIYHBIX KUCIIOT B IICYCHb.

B neueHu yBenmMunBaeTCs 3aXBAT XOJIECTEPOIIA U3 KPOBU 11 CUHTE3a HOBBIX
XKETUYHBIX KUCIIOT.

JlekapcTBeHHBIe mMpenapathl - prbpater (kirodudpat, peropuopar) -
yckopsatoT karadonusm JITIOHII, aktuBupys JII[-nmuna3y, yMEeHbIIAIOT CUHTES
TAI u 3¢dupoB xosiecrepona v, Kak cieactsue, cexkperuro JITTOHIT
[IEYCHBIO.



OcHOBHbIe HanpasneHus
3H3UMO-Tepanumu

1. 3amecTuTesibHasA pepMeHTHAA Tepanus (YCTPAHEHHE
nepuuuTa hepMeHTOB)

la) @epMeHTHI KOPPEKIUU NUIEBAPEHU S

10) Jleuenue Hac/IeACTBEHHBIX 3a00J1eBaHMil (IPpo0IeMa
HAKOILUICHUSI META00JIUTOB B TKAHAX)

2. Koppekuusi cucreMbl CBepTHIBAHUSA KPOBH
3. Tepanus 3J10Ka4€CTBEHHBIX HOBOOOPA30BAHUM

4. llporuBoBOoCHaAMTEIbHASA Tepanus (ruapoJiu3
JAEHATYPUPOBAHHBIX KJIECTOYHbIX M TKAHEBbIX CTPYKTYP)

5. JleTokcUKaLUsA Opranusma (yrajeHue TOKCMHOB, )
MeTOoAbI P (PepPeHTHOUN Tepanun)




PepmMeHTbl B MeguLliMHe

NeKapcTBeHHbIe npenaparb! Ha OCHOBe
¢hepmeHTOB U OenkoB

« [lpenapamei 3amecmumeribHOU meparuu (KoMrneHcauus
depMEHTHOW HEQOCTAaTOYHOCTHN)

HacnencreeHHble 3aboneBaHnst: HEMNEPEHOCUMOCTb JTaKTO3bI (J1akTasa)
bonesHb [oLe (oTnoXxeHne Lepedbpo3naoBs - Lepesum)
nuwieBapuTenbHble depMeHTLI (MENCUH, TPUMNCUH, Nnasbl, amuasa)

«  QepMmeHMbI cucmemsl ceepmbieaHus Kposu (TpomboobpasoBaHue-
donbpunHonma) (cTpenToknMHasa, ypoknHasa, nrnasmmH, TPOMOUH)

« [Ipomusooriyxoriesbie rnpernapamsl (acrnaparmHasa, aprmHasa
METUOHMHA3a)

« [IlpomueosupycHbie gpepmeHmHsbie npernapamsi (PHK3a n IHK3a,
npoTeasbl)

» [IpomueoegocnanumeribHble (CynepokcuaancmMmyTasa n karanasa), )

* Paccacvieanus nocmmpasmamuyeckux pyoyos cuairypoHuoasa
pacLLenneHne rmmko3aMm1HOMINKaHOB




