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®PepMeHTb!I B MeguULIMHe

1. DH3uMomnmaruga

MHOT'H€ 3a00JIEBAaHUS CBSI3aHbI C HAPYILICHUEM
(PYHKIIMOHUPOBAHUS OCIKOB U (DEPMEHTOB B KJIETKAX
OpPraHOB U TKAHEU

2. JH3UMOAHATHOCTHKA
OnpeneneHue (epMEHTOB -
MapKEepPOB 3a00JICBAHUIA:
13 KJIETOK IMOBPEKICHHOIO OpraHa B
KPOBb ITOCTYHAIOT cHEHU(PUUECKHUE OCIIKU

3. DH3UMOTEepanusi
JICUCHUC (bepMeHTaM)



IH3UMOAUATHOCTUKA

IlocTraHoBKa AMarHo3a 3a00/ieBaHNA HA OCHOBE OIpeaesIeHUs
AKTUBHOCTH (DEPMEHTOB B OMOJIOTHYECKHUX KUJAKOCTAX

I puHIHUIBI G H3UMOAMATHOCTHKH

» IIpu MNOBpeXICHUU KJIETOK B KPOBH YBeJIMYMBACTCS
KOHIEHTpauus (pepMEeHTOB MOBPEKIAEHHBIX KIETOK;

» YpOBeHb AaKTHUBHOCTH (PEPMEHTOB B ILJIa3Me KOpPpeIupyer
CO CTCNEHBIO MOBPEKICHUA KJICTOK

» Pana (pepmMeHTOB MM M30(POPM HMeEET NMPEUuMYIIECTBEHHYIO
JIOKAJIM3ALUIO B OIIPEICJIEHHBIX OPraHax;

» Ilpm MHOrux 3a00jieBaHMSIX HAPYIIAETCH NMPOHUIIAEMOCTH
MeMOpPaHbl KJIETOK (IpH BOCHAJICHMM) WJIM HapylICeHUE
HEJOCTHOCTH KJIeTOK (mpu Hekpose). CyOkieroyHas
JIOKAJIM3AIUU (PEPMEHTA, HTO30,Ib/MATOXOHAPHH HITH PO )

» UCmojab3ylT I JAHATHOCTHMKM 3200JI1eBaHUU cepala,
MO3ra, MeYCHHU, MOIKETYT0YHON, CKEeJIETHON MYCKYJIATYPbI




SH3IMUMOAUAITHOCTUKA §§ 1t acnapraTaMEHOTPAHOGbEpass
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» Ilpu nHpapkTe HAOIIOIAIOT J0CTOBEPHbIE U3MCHEHUS B KPOBH
aKTUBHOCTH (pepMeHTOB KK

» OQOHapykeHue nmoBblilieHHOM akTUBHOCTH KK B miiazme KpoBu
- OCHOBHOM YH3MMO-TUATHOCTHYCCKHIN KpUTEePUil HHPAPKT

» JlomoJHUTEIbHOE TMOATBEP:KACHHUE JUATHO3Aa - OOHApY:KE€HHE
aktuBHocTed ACT n JI/II' B KpoBH
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dusuonormyecKkme MexaHuambol B
OCHOBE KOTOPbIX Nnexar
chepMeHTaTUBHbIE NPOoLIeCChl

IlepeBapuBaHue NUIEBBIX BEIIECTB M UX
HCI0JIb30BaHUE /IJIS BHIPA0OTKH IJHEPIrUH,

o0pa3oBaHue CTPYKTYPHBIX M (DYHKIIMOHAJIbHBIX
KOMIIOHEHTOB TKaHEeM,

COKpalll€HuEC¢ MbIIIIII,

nepeaava JIEeKTPUYeCKUX CUTHAJIOB 10 HEPBHBIM
BOJIOKHAM,

CBEPTbhIBAHUE KPOBH



OcHOBHbIE HanpaBsneHnsa SH3UMMO-Tepanum

1. 3amecturesibHasi GpepMeHTHAA Tepanus (YyCTPaHeHUue
nepuuuTa pepMeHTOB)

la) ®epMeHTHI KOPpPEKUINH NUIEBAPEHUS]
10) JIeuenue HacJIeICTBEHHBIX 3a00/1eBaHUH (MIPodJeMa

HAKOIIJIEHUS MeTA00JIMTOB B TKAHSIX) GonesHb lowe (oTnoxeHne
Llepebpo3naos - Lepesnm)

2. Koppekuus cucrteMbl CBEPTHIBAHUA KPOBH (TpomM6006pasosaHme-
dbnbpnHonna) (cTpenTtoknHasa, ypoknHasa, nnasmmH, TPOMOUH)

3. Tepanus 3/10Ka4€CTBEHHbIX HOBOOOPa30BaAHUH METHOHHUH-
Masa, U3 IMOYBEHHEIX OakTepuii Pseudomonas putida

4. IIporuBoBOCHAJUTEIbHAS Tepanus (FrHAPOIN3
AE€HATYPHPOBAHHBIX KJIETOYHBIX H TKAHEBBIX CTPYKTYP)
PaccacbiBaHHe MOCTTPABMATHYECKHUX PYOLIOB - THAJIYPOHHK/1a3a
paciienieHue rIIIK03aMIHOIIINKAHOB (J1H1a3a)

5. JleTOKCHMKAaIUs Opranusma (yrajeHue TOKCHHOB, METOIbI
3 depeHTHON Tepanun) )

6. IlporuBoBupycHbie npenaparbl PHKa3za u /IlHKa3a
HUCIOJb3YIOT NPH JICYUEHUH AICHOBUPYCHBIX KOHBIOHKTUBUTOB
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OH3UMOIATUN

K Hacrosimemy Bpemenu usBectHo 0osiee 3000
HACJIEeACTBEHHBIX DH3MMONMATUN

20 kJaccoB HACJEACTBECHHBIX 00J1e3HEe 00MeHa

nJist 300 ycTraHOBJICH TOYHBIA YPOBEHb
MeTa00IMYECKOro 0JIOKA M XapaKTep

(bepMEeHTHOIO z[ec])emy



SH3UMONATUU -
HapylweHusn onpeaenéHHbIX
MeTabonuyeckux nyremn

HapyimeHue MeTad001u3Ma aMUHOKHUCJIOT
(heHMIKeTOHYPHS, THCTHAUHEMHUNA, TPUNITO(aAHYPHSI,
OPHUTHHEMHUS, IUTPYIITHHEMHUS)

Hapymienue MeTa00,1u3Ma yIjieBoa0B
(rIIMKOreHO03blI, TAJJaKTO3eMUA)

Hapyimenue meradoiuzma
JIUNHUIOB - III/ICJII/IHI/IJII/IMI/)



3ABOJIEBAHUA CBA3AHHDBIE C
HAPYLLEHUEM METABOJIUSMA

HacJseacrBeHnbie IIpuoOpereHHbIE

Bo3HuKkHOBEHUE

MyTaluii B reHax. /{edexTHbie
(hepMEeHThI HACIEAYIOTCS I10
PELIECCUBHOMY THITY:
I'eTepo3uUroTsl HE UMEKOT
(heHOTUITHMIECKUX OTKIOHCHHM.

Bo3spactHbie n3aMmeHeHus
(YyHKIIU OpraHoB (JIHa0eT,
AJbIITEIMED), TPABMBI

IlyTu pa3Burusi 3a00/1€BAHUSA

1. HapymeHnue cuHTE3a KOHEUHBIX MMPOITYKTOB

I . BB ooa B (e
A=t B=a (= D= P A=—B=—1C==AD===4p = MOAENGHHS )




HAPYLWWEHUE METABOJIU3MA
AMUHOKUCTIOT

IIpumep ajabOMHU3M

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

NHruOupoBaHue THPO3UHA3bI
OcBeTiieHNe U BbIPDABHUBAHUC TOHA KO’KH

AHTHU-TIUTMEHTHBIN KOMIUIEKC CONEPKUT
AHTUOKCHUIAHTBI 21YMAMUOH U CYNEPOKCUOOUCMYMA3Y
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OH3UMONATUN BB os B e

A=——AB = (=== ===4p =) MPORBNEHAS

2. Hakomjienue cyocTparoB
®ennakeronypus (HemocTaTtok MA-ruapoKkcuIasbl)

A. ©enunr, 1934 r : Hakomuienue @A 1 IPOJTYKTOB €0
oOMeHa — (heHUAMUPYBAT (HCHPOTPOIHEIN SI1)

B KPOBH, B TKAHM MO3ra ; HapylIeHne OajaHca aMHOKHCIIOT —

HapyuieHue ymcmeeHHo20 OH
u Qus. pazeumus Sy L

. |
Jleuenue : nckmounTh GA P
3aMeCTUTENIbHA Tepanus PA-1ua3ou i, CH,
PacTurenbHbI PEPMEHT, Htlz—m{: I-I[li—]!ll-[l
Pacmieruistroniuy @A (l:nm{ tl:nm

Tup — Hezamenumas AK Den Tap




PeHUNKeTOHYPUA: HacneayeTcs
ayTOCOMHO-PELIeCCUBHO.

FeTep03nr0TH0e COCTOAHUEC KINHHUYCCKHN HC BBIPA’KCHO
3a0oj1eBaHue - KOrga 00e KONMMM rexa,

PaCHoOJIO0KCHHbIC HA I'OMOJIOI'MYHbIX [ @

Unaffected

ayToCOMax, siBJSIIOTCS MOBPEXK/IEHHBIMMU. "Carrier”

Father

Unaffected
"Carrier"
Mother

OO _BO

§o 00 @0 o0
yacrora pennakeronypun 1:10 000 e & e O

MYTAHTHBIN reH Bcrpedyaercd B 1:50

IIposiBjieHNs: MOpPaKkeHUEe HEPBHOMN
CUCTEMBbI: CHUKEHMEe MHTEJIJIEKTA, L chance e chanee | in 4 shance
HaApYIICHUC peun, Cyaoporun )

00a poauTEs SIBISIOTCS
HOCHUTEIISIMH TIOBPEKICHHOTO I'eHa



3aboneBaHus, cBA3aHHbIe C HapyLWeHuem

MeTabonusma ®A =3
MeTa6oandeckue 610ku: 1 - pennnxeronypus; 2 - &
AJLOMHN3M; 3 - AJTKANTOHYPHS, 4 - THIIOTHPEO3 _—

/ o, TUPOKCUH | T'opMOH IIUTOBHIHOU KeJ1e3bl
o ' " BIISIET HA 0OMEH BEIIIECTB,
) I/IOIIHHEBa‘AJ KOHTPOJIMPYET POCT U PA3BUTHE
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& OMONOTrMYECKHX KUIKOCTSIX, B
CO,+H,0 CyCTaBax, HapyIIaeT MOJBUKHOCTh
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JleyeHue runmorepuosa




Kartabo/s1u3m (])enunanannna H THPO3HHA B II€YE€HH
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N3 TUpO3MHA CHHTE3UPYIOTCH

no¢ AMMH OMOJIOTHYECKH aKTHBHbIE BelllecTBA:

JODA, nopaMuH, THPEOUIHbIE TOPMOHbI

T'opmoH oTBeuaer 3a 4YyBCTBO
YAOBOJILCTBUSA BJIMSIECT HA Tuposnu HO CH,—CH~NH,
NpoLecchl MOTUBALUH U (nHiesas AMHHOKHCAOTA, |
00yueHust! TIOABEPraeTCA BO3eHCTBHIO COOH
(hepMEeHTA THPOSHHTHAPOKCHAAZK!)
JlopaMuH BeIpadaThIBaeTCs BO l HO CH,—CH—NH,
BpeMsl MOJI0KUTEIbHOI0 ONbITA L-[IODA Kj’ ('ZOOH
(BKycHasl IAILA, MeJaJIb B (mpefuwecTBeRHHK ROPAMHKE) o
COPeBHOBAHUSAX). l
Ucnouab3yeTcsi MO3IOM J1JIs1 Hopanun Kj/
OLICHKH U MOTHUBAIIUH, HO
3aKpenJIssl BaKHbIE 1JIs1 OH
BBIKMBAHUSA U NPOJOJIKEHH |
pona aencTBu1. HO CH—CH,—NH,
Hopaaperaun ﬁ

Henocraroynocts n1opamMmuna HO
NPUBOAMT K MOBBIIIEHHOM (|)H
WHEPTHOCTH - HALIpUMeEP

HO CH—CH,—NH
OoJsie3nb IlapkuHCcOHA Anpesiasns ¢ |

CH,
HO




Serotonin & Dopamine Biosynthesis
Tryptophan 5-Hydroxytryptophan Serotonin
NH, HO NH; HO NH;
O =" e "0
COOH COOH
N N N
H H

H Tryptophan Aromatic L-Amino
Hydroxylase Acid Decarboxylase

tph-1

Tyrosine L-Dopa Dopamine

NH) HO NH; HO NH,
COOH ———™ COOH - U\/
HO HO HO
Tyrosine Aromatic L-Amino
Hydroxylase Acid Decarboxylase,

cat-2

CepoToHUH TaK>Ke€ OTHOCUTCS K KJIacCy HeMpoMeauaropoB. [ opmoH
VIIPaBIISIET «4yBCTBOM CIIOKOMCTBUS». Ero cojiepkaHue 3aBUCUT OT
HaJIMYUS PECYPCOB ISl PYHKIIMOHUPOBAHUSI OPTaHU3Ma.

Ecnu neuezo ecms, ypoBeHb CEpOTOHMHA B KPOBU HU3KUK. Uea0BEK
AKTHUBEH Y COBEPIIACT JACHCTBUS, HAIIPABJICHHBIC HA JTOOBIBAHUE ITHIIIH,

Ecnu pecypcoeé oocmamouno, ropMmoHa MHOTO, YEIOBEK CITOKOEH,
MO3roBas ACATEIbHOCTh HE aKTUBU3UpPYETCs. YelmoBeK ObICTPO )

3aChIacT BeuepoM. CTUMYJIMPYETCS MIPOIECC OTAbIXA U
BOCCTAHOBJICHUS.



CEPOTOHMH

NH
AN

\\?’,/\\ N /
H
N-AUETUNTPAHCOEPASA

\

N ALIETMHCEPOTOHMH

“/j/\/ \\<

FMﬂPOKCMHﬂOﬂ- 0-
METUNTPAHC®EPA3A

|

CH,
| 7 MEMATOHWH H

AVARY
H

CH
,//\\\/N\<
0

CepoToHuH 1
MEJIATOHUH —
TOPMOHBI, )
PEryJIMPYIOT
(byHKIUU
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HACTPOCHHE
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MeaToHUH NH:
YIIPABJISIET oH

DRt 2y \ Serotonir
PUTMAMHU. N
PETYJIUPYET COH H
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»

»

CepOTOHMH U MEIATOHUH —
TOPMOHBI, KOTOPBIE PETYIUPYIOT
Takue (DyHKIIUM OpraHu3Ma, KaK
COH, alIlIeTUT U HACTPOCHHUE.

CepOTOHMH — HEMpOMEauaTop, OH
OTBEYACT 3a COOOIICHUE MEKIY
HEPBHBLIMU KJICTKAMHU.

MenmaTtoHuH yIIpaBiaseT
IUPKATHBIMA PUTMAMHM.
MeaToHuH peryanupyer CoOH U
O0OAPCTBOBAHME

@

NH:

Dopamine

NH: |

\ Serotonin

eslc




2. HapyweHusa yrneBogHoro oomeHa

HenmepeHocuMOCTH JIAKTO3bI
(MOJIOYHOI'O caxapa)

Hposaenaemcsa: HEIEPEHOCUMOCTHIO MOJIOKA
Ceéazanno: ¢ nedpunutom pepmenra JIAKTA3BI
Jleuenue: 3amecTUTEIbHAS Tepanus PEPMEHTOM
Pacnpocmpanennocms: B EBpone 7-12 %, B A3unu, B
Kurae — 80 %, B Adppuxke — 10 97 %.
PacripocTpaHeHHe TaKTa3HOU HENOCTATOYHOCTH CBS3bIBAIOT
C UCTOPUYECKHU CIOKUBIIMMCS PAILIMOHOM IIMTAaHUS 1
OTCYTCTBMEM MOJIOYHOI'0 CKOTOBOACTBA B PErHOHAaXx.

CH-0H
0. CH-OH CH-0OH
CH;0OH OH Lactase OH J_':'a OH //’7":".&_‘
OH—0_ 0 OH - OH + < OH
y e H.0
OH OH 'L'EIHL(DH
OH OH

OH Lactosa D-Galactose D-Glucose



I ajTaKkTOo3eMMS - HEIEPEHOCUMOCTH MOJIOYHOTO
caxapa, CBSI3aHa C OTCYTCTBHEM B KJIETKAX IeYeHHU
rajgakro3o-l-gpochar-ypuauia-rpanchepassl

Hacuaenyercsi 1o ayrocOMHO- peneccuBHomMy Tumy. 1o
qacToTe 3aHuMAaeT 2-e MecTo nocjie OPKY

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.




rajakro3o-1-cdochar
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CUMIITOMBI: roose 1 pocter
HCIICPEHOCUMOCTh MOJIOKA, I P e
AHOPEKCHS, ®ocormokomyTasa
3aJICPKKA YBCIIMYCHUA MACCHI TEIA, Fioko30-6-hocper ey Fnukonua
KaTapakra, ‘/{ Meves
OTEKH, P

nopaxenue [{HC Fniokosa



GALACTOSEMIA

Normal Galactosemia

)

Oaii-y Products

l

Lactose (milk sugar) from dairy products Lactose (milk sugar) from dairy products

l l

Glucose + Galactose Glucose + Galaclose

N\ N\

Glucose Build up of Glactose
Energy
Energy For Body Health Problems

For Body



I mukoreH-pe3epBHast

HapyweHue . bopwa oo
obpa3oBaHus S
KOH@YHbIX NPOAYKTOB w@@@@
U HaKonJieHue ol

cybcTparoB

BB BB e
A==AG = ( === === =) MpeAanen

Ipumep: INIMKOI'€HO3
HAKOIJIEHHE TVIMKOTeHAa
0osie3nb I'mpke




bone3Hu, BbiI3BaHHbIE HapyLUeHUeMm
obmMeHa rnuvkoreHa (rfimkoreHo3)

Tun mimkoreno3sa HeakTuBHbli  Opranbl, TKaHu B KinmHn4yeckast

Ha3BaHue 00J1e3HH (epMeHT KOTOPBIX JAe(peKT ¢hopma 00J1e3HM
(epmenTa
| (6one3nn I'mpke) I[Mr0K030-6 ITeueHp, OUKH, [TeueHb
docdaraza CIIM3HCTasi TOHKOTO
KHIIICUHUKA
|1(6one3nn Ilomme) Kucnas 1,4- [IedyeHs, MOYKH, ['enepanuszo-
III0KO3Mda3a CeJIe3CHKa, MBIIIIIbI, BaHHAs
JM30COM HEpBHAas TKaHb
[11(6onesns Kopu) Ammio-1,6- [IeyeHb, MBIIIIIBI, IleueHs,
III0OKO3MAa3a JCUKOIIUTHI, MBIIIIIBI

SPUTPOLATHI




HapyweHue pacnaga rnukoreHa B
neYyeHu U BbICBOOOXAEHUSA IMIOKO3bl

ITpumep: 0oae3ns I'upke \marst),

[ n- d B Ja:
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Tepanus: 9acThIii TPUEM IHIIH C ] TN
BBICOKUM COIEPKAHUEM TITFOKO3bI JlakTar €0+ 0 4
Kposb
®_° " Fnwoxo1o-6-
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H OH H \
H Dy

I moko3o-6-chochar rmwoxo3sa
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HC—OH HAJT* 4 (O N
| 5 T %
HQC—OPO?,H2 HAJI-H H2(|j—0P03H2 / O
1,3-mudocdornuuepar C=0 OH
|
ATID H,C—OH dpyxTo3o-1,6-6udocdar
7 auokcuanerondocdar
ATOD
O\\ /OH 0\\ /OH 0\\ /OH AL AT(DO OH

H,C—OPO,H, H,C—OH H,0 H,C H,C

3-docdormunepar 2-pochornuuepar dbochoeHonnupysar MUPyBAaT



CuHTe3 n pacnapg rnmkoreHa

Kp

300g

nukoreH
neyeHu

1-4 — peaKkuuu cuHTEe3a MUKOreHa B NeYeHu 1 MblllLax;
5-6 — peakuumn mobunmsaumnm rMmmKoreHa B NeYeHb 1 MblillLbl;

7—-8 — peakuun gedocdopunmnpoBaHma rMiKo30-6-pocharta u NOCTynNeHUe rnoKosbl B
KpoBb. PeaKkuusa nponcxogut B NeYeHU B OTIMYME OT MblLLLL, B KOTOPbIX OTCYTCTBYET GpEepPMEHT

docdarasa




bonesus lomne g -
HenocTaroyHoCTb KUCTOW TR e G
o-(1—4)-rnioKo3upassl (hep- | <o <~> o
MEHTa NU30COM) NPUBOANT K Ha-
KONNEHUIO rNUKOrena, ocobenio |  [ioKo3a
B CEpAUE, NEYeHH W MbILLLAX

Bnepsbie onucano: B 1932 roay 3aboiieBaHUE U3
IPYHIbI JM30COMHBIX O0JI€3HEW HAKOIIIICHUS




HakonneHue rnukKkoreHa
(rmukoreHo3s)

KPAMHWUE
MEP bl

boJse3ns llommne: HakomjIeHHue
VIMKOTeHA B JIM30COMAaX, IOBPEKIaeT
CePACYHYI0 MbILINY, AbIXaTeJIbHYI0 U
CKeJIETHYI0 MYCKYJIaTypy

Bui3zeano: He10CTaTOYHOCTHIO
IM30COMaJIbHOTO (pepmeHTa — a-1,4-
IIOKO3U/1a3bI

IIposaenenue: pa3BUTHE MBIILICYHOU
cnadoctu (Muonarumn). Hapymienue
pa0OThI MBIIIIL U CEPLia

«CepAeYHBIN IITUKOTCHO3)

Jleuenue: TepaneBTUUECKOE 3aMEIICHUE
OTCYTCTBYIOIIETO (he€pMEHTA
(aabriimKo3muaa3a )

Ilpemapar
«Muozum» - GpuiIbM
«KpanHue mepbD»




INTuzocomMmHblie OOne3Hu HakonneHus
BbigeneHo 6onee 100 pasnuuHbIX hopm
Oone3Hen HaKoNNeHus
JIn30coMBI — OTBETCTBEHHBI 3a
pacuierieHne MaKpOMOJIEKYII:
INIMKOI'eHa, IVIMKOJIUIINI0B,
FJII/IKOI[pOTeI/IHOB.

3amecTuTeqbHAsA Tepanus
J10 HETABHETO BPEMEHU TEpaIiusl
HACJICACTBEHHBIX 0OJIe3HEH

JInzocomuble 6one3nu Hakorieanss ~— HAKOIICHHUS HOCHIIA

BEI3BIBAIOTCS TEHETUUCCKU Na/LIMATUBHBIH XapaKTep.

0Oy CJIOBJICHHBIM Jie(huuuTom

¢epMEeHTOB: Pazsutue Hayku: ¢ 90-x rr XX B:
o- ¥ f-rajakTo3uaassl, f3- KOPPEKIIKS JIN30COMHBIX 0OJIe3HEH
[JIFOKO3M/1a3bl, HEUPAaMHUHU1A3bI HAKOIUIEHUS] METOIOM (hepMeHTO-
Ko il 3aMeCTUTEIbHON Tepanuu

CKOMIIPOMHUTHUPOBAHHOTO
(depmeHTa. )



3. llunupo3sbl — NnpobnemMbl HaKONNNeHUs
chuHronunupaoB: cPpMHroMmmenmHa,
Uepedpo3naoB , raHrMMo3naoB

CpuHroMmueJUHbI - OCHOBHBIC KOMIIOHEHTHI
MeMOpaH KJIE€TOK MO3ra 1 HEpBHOW TKAaHHU.

» POJIb B CTPYKTYpE U PYHKIIUH KJICTOIHBIX
MeMOpaH,

» aKTHBAIlMM MEMOpPaHHBIX M JTU30COMAJIbHBIX
(epMEHTOB,

» TIPOBEACHNE HEPBHBIX UMITYIbCOB

» CBEPTHIBAHUU KPOBH, MMMYHOJIOTHIECKIX
pPEaKIHIX,

» KJICTOYHOU mponudepannm,

» percHepanuy TKaHeh




NMunuabl

e

HeittpansHbie nunuab ‘ Qocthonunuabl mukonunuae
Tpuauunrnuuepuab Bocku @ocormuuepuab QociochuHronunuap
DHE‘G' —CO _R\ FHT'D—CCJ— Cy7Hzs ?H l.'l:ll— X
I W CH -0 -CO— Cy7Hs3 .. CH— CH— CHj
CH-0O-CO—E | 0 B | |
| GHz-D—II* —O—CH,CHNH;, CH NH

I |
Q- CH CO
| |
O E
CH;CH,CH,CH,CH,CH,CH,CH,CH,CH,CH,CH,CH,CH,CH, -c’i ('VTHE)IE

O
CH5CH;CHyCH;CHyCHyCHy CHyCHy CHy CHy CHyCHyCHyCH =~ CH;

CH,-O -CO—RM

y 4
UEmunnanbmuam CpuHroMue/JMHbI - OCHOBHBIE KOMITOHEHTb

MEMOpaH KJIETOK MO3Ta U HEPBHOW TKaHU




CpuHroMmueIMHbI - OCHOBHbIE KOMIIOHEHTHI
MeMOpaH KJIETOK MO3Tra U HEpBHOW TKaHU

ch/\f\/\/\f\f\/

CH= C{CHz}uCH H=L=0H

GH= 'E-|'|{E|‘.a}1zﬂ|'|3 H=C=0H 0
H=C-0h . 0 - C-N-C —
H=ChH, H=C-N-CR  qerarox 0
CH,OH EH oK "~ KHDHOI | +
: MENOTH EH;DEEEHFEH:;N[E s
CiHroamy Liepamng CeMHIOMHENMH
N-BUNANCHHHOMH

JIunuapl MuenrHa 001a1at0T N30 IIMOHHBIMU
CBOMCTBAMH JJI1 HOPMAJILHOTO MPOBEACHUS
HEPBHOTO UMITYJILCA.






PepMeHTbI pacliennsoumue
cpuHronMnuab!

l
H-C-0OH 0oJ1e3Hu Papoepa
f————— e ———————— Uepamupasa

Il {*) / CHs

CH.0-P~- O0~CH;-CH;-N :CHg
| CHy HedexkTHbIN (pepMenT Mpu

‘ s

0
‘ 0oJie3an Humana -Iluka
| ChOusrommuenun

e e o . . s e Cohunromuenusasa

DepMEHTHBIN OJIOK WJIM CHUYKEHUE aKTUBHOCTH (DEPMEHTOB )
MOYKET IPUBOAUTH K BHYTPUKJIETOYHBIM JINIIA103aM U
COIIPOBOXIATHCS HAPYIIEHUEM MPOBOIAAIINAX MTyTEW MO3Ta.



Mmuxkonunuabl: uepedposnabl U
raHrnmosuabl BbigeneHbl U3 MeMopaH

7
KNneToK HepBHOM TKaHU
CH = CH(CHa)2CHs
LHEPEBPO3U/IbI H=C= OH
comep:KaT
MOHOCAXAPU/IbI ’ ?
H —(;3— N—CR
H
CH.0H (N-aUUNChHUHrO3MH) CH.OH CH;
HO 0 o |
0
H OH
HO (B)
OH OH
lanakrouepebposuas! I'niokouepebpoauabl
IIQH-CO-R
LepaMHg — FMIOK03A — ranaKTo3e — NeGUETHRranaKTOIEMAN CroxHatit — OCH,~ CH- CH- CH=CH(CHj);,CH;
| OTUTOCAXAPUT |
OH  ocmamox yepamuda

N-aeTHNHEH aMARBEA KHCnOTA

TAHIIMOM



BonesHb MNowe COMRTO3MH —— KHPHAR KHCAOTA

bonesnb [ olire crana nepBbiM 3a00JI€BaHUEM, ‘
TOJITAFOIIUMCS BO3JIEHUCTBUIO
(epMEeHTO3aMECTUTEILHOU TEPaInH.

0
o [A0K0U02%
[MIOKO3A

JlexapctBennsbiit mipemnapar B CIIIA B 1991 r

~ - OCHOBHBIC CUMITOMBI:
L(E PE3U M® YBCINMYCHHUC IICUCHHU U CCIIC3CHKH,
N e M3MCHCHHMS B KOCTSIX,
oy Tnoduei =T
o b aaam ""“m::fl gl
5 - T 0CTEOIIOPO3.
Eppapean0 B K?"“&'ﬂ”
Wiiglalioed! NN B
O Tt HFH somet [IpUMeHeHHe PeKOMOMHAHTHOIO
.:h.rrr"l‘“.'linnr'l e | e EOME L "mull-nlllnl'-':h
S ren ,j?ﬂ : m o 2 depmenTa (llep631/IM) - aHaJiora
gz BN\ " eCTeCTBEHHOM MIIOKOoIEepedpo3naasml )

Otinoxkenne IHEPEBPO3U/1OB B Ki1eTKax nme4eHu, CeJIe3eHKH, KOCTHOI0 MO3ra



BonesHb lNowe (onucana B 1882r)
- Bcerpeuaercs ¢ wacroroit 1:45 ThIC,
= CaMan paCﬂPOCTPaHGHHaﬂ M3 avas sricoxas wactora

JNIU30COMHbIX 60‘"03"3“ 3abomeBanus (1:450) xapakrepHa
AJIs1 CBPCCB allIKCHA3HU.
HaKornJfieHUsA
HAKOILIeHHE CH=CH(CHy)2CHs
boJje3nn IVIIOKOILIEPeOpPOo31/10B H-C~- OH
T'oure — CBS3aHO € OTCYTCTBHEM
IVIIOKOILIEPeOdpPo3raa3bl 0
I
2l (li- N—CR
H
Haxornenue CHzO}:) (N-aumncdmHromH) £H,0H (|3H2
[JIIOKOLIEPEOPO3U/IOB HO 0 0
B Makpodarax H OH ()
KOCTHOI'O MO3Ia, HO
CEJIC3CHKH, TICUCHH.
OH OH
[anakrouepebposuab! [niokouepebpoanabl

Otaoxkenne HEPEBPO3U/1OB B Ki1eTKax nme4eHd, CeJIe3eHKH, KOCTHOI0 MO3ra




MaHrnuosnabl — BbiaeneHbl U3 KNeTok
HepBHOM TKaHuU. B mo3roBon TKkaHu - 8o 90 %
raHrnuosnaos.

N-auetunranakro3amuH

CH,OH
TaHTITHO3U B 0
HO )
HaXOISATCS B G
mIa3MaTHIecKux H
MeMOpaHax
KJIETOK
0
CH1CN
H
OH H
N-auetTunsenpamvHoBas
KMcnora

Ponp raHmmino3naoB - y4acTUE B OCYLLECTBICHUU MEXKKIETOYHBIX KOHTAKTOB,
CBEpPTHIBAHUU KPOBU, HMMYHHBIX MPOIIECCaX, KJIETOYHOU Mpoiudepanuu




raHI'ﬂMO3MAO3bI Yacrorta I'CTCPO3ZUTOTHOIO

HOCHTEJbLCTBA cocTaBjisier 1:167

Pa3BuTHE raHIINO0311030B 00YCIOBICHO
Ae(pUIITOM JIHM30COMAIIbHBIX (DEPMEHTOB,
00€ECIIEUMBAIOIINX KAaTA00IM3M TaHTJIHO3UIIOB,
YTO IPUBOAMUT K UX HAKOIICHUIO B TKAHSIX
IIPEUMYIIIECTBEHHO B HEPBHOW CUCTEME.

I'anrinuno3ungo3amM CBOMCTBEHHO
pPa3BUTHE KAPAUOMHUOIATUI




= lusocomanbHbIe

N-auetunranakro3amuH

CH,0H
o f—o OOrne3HUn- nedekTnl
N\QH B f O o Nn3ocomMarsibHbIX ruaponas
H 'i‘H N 0 OH H H
? ':momg: FaHrnuoang G-M, MnoGosun
<") l (uep - rnk - ran - ran - ran - Nay|
CH3CN

Fanrnnwoana G-M;

N-aueTunHerpamuHoBas \ l )

YacTtoTa retepo3uroTHOro
HOCHUTEJIBLCTBA cocTaBiseT 1:167

naxroaunuepaun:
(uep - rnk - ran)
FaHrnnosnpaosbl e o
Tepanus 00J1e3H1
DepMeHTHI THAPOJIHU3A ep - ik ®adpu:
IJIMKOC(HUHIOJIUIIH/IO0B - 1 ek PeKOMOMHAHTHAS
BorneaHs Mowe a-rajakro3smmaaza A

- ¥ B-rajaKkTo3uaa3Hl,
B-TIIFOKO3MIA3bl, Ileuens, cenescrka,
HEWpaMHUHN1a3a nuMparnyeckre

y3JIBI
LepaMu/jia3a.

Uepamug
Ny YupHas kucnora

ChuHrosuH



BbIBO/bl:

e« Cnacmnbo 3a BHuUMaHue!




