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dusuonoruyecKkue MexaHu3mbl B
OCHOBE KOTOpPbIX Jie)Xart
cdhepMmeHTaTUBHbIE NpoLecchl

» IlepeBapuBaHue NMUILEBBIX BENIECTB U UX
HUCI0JIb30BaHME /IJISI BLIPA0OOTKH IHEPIHUH,

» 00pazoBaHue CTPYKTYPHBIX U (PYHKIIMOHAIbHbIX
KOMIIOHEHTOB TKaHeMN,

» COKpalleHue MbIIIII,
» mepenadya CUrHaJjoB [0 HEPBHBIM BOJIOKHAM,
CUTHAJIbHASI TPAHCAYKIUA

» CBEePThIBAaHUE KPOBU



IlepeBapuBaHue ;KUPOB
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CBEPTBIBAHWE KPOBHW

CBeEpTHBEAHNE KPOBH - 3a1HTHIA PCABTINA OPTRHHEMD
ANROTHIAY H TCIORCKD, NPCTOTEREIIRIGIIENE MOTCRI0 KO
MNP HEPYHICHAN EAOCTHOCTH KPOBCHOIHBX COCYIIOR.

TposiomaacTim ﬁ
L F Oy TR
cucred Ca)
popovdan
{HCANTHESGE
TposiGui $opca =
(KT kA
ifsopoua dpecpuaciaral
PubprmorcH
l.i'llq'mhnqﬁ
Pradipun ;
[ HEPRCTRO [ 11T
fenok Epoai)




femodpunus

HacneacTBeHHoe
3aboneBaHue, cBsi3aHHOE C
HapyLLleHMeM npoLiecca
CBepThLIBaHUS KPOBU
HapylwieHue CUHTe3a
c¢dakropos VI, VIl u IX
aKTUMBaTopbLI
npoTpomMbuHa3bl

» KopoaeBa Buxkropus (1819-1901) 6n11a HOCHTEIEM
reHa reMouiInm

» LlapeBuu AJjiekceil - HaciaeTHUK POCCUICKOro mpecrona

«Bukropuanckast 00s1e3ub» U «llapckast 00J1€3Hb. )
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lemodununa — HacneacTrBeHHOe
3aboneBaHue «cuensieHHoe C NosIoM»

X-linked recessive, carrier mother
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PopgocnoBHan LlapeBu4ya Anekces no
MaTepPUHCKOMN JIMHUM Ancwcanzpa denopommy__
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Koppekuusa cucreMbl CBepTbiBaHUA
KpoBM

I emopuiaus

3a00JIEBAHUE COMPOBOXKIACTCS ITOJIKOKHBIMH,
BHYTPUMBIIICUHBIMU U BHYTPHUCYCTaBHBIMU
KPOBOM3IUSHUSIMU - OMNACHBI JJIS )KU3HU

DaKTOpHI CBEPTHIBAHUA KPOBH
VI, VI n IX

®akrop VII nporpomOnHOreH

dakTop VI —
AHTUTeMO(MWILHBIN ITO0YJIH A

®dakTop [X — anTUTrEeMOPMIIBHBIN )
rimoOynuH B
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PepMeHTbl B MeAULIUHe

1. DH3uMonaruga

MHOT'H€ 3a00JIEBAaHUS CBSI3aHbl C HAPYILICHUEM
(PYHKIIMOHUPOBAHUS OCIKOB U (DEPMEHTOB B KJIETKAX
OpPraHOB U TKAHEU

2. JH3UMOIUATHOCTHKA
OnpeneneHue (epMEHTOB -
MapKEepOB 3a00JICBaHUIA:
13 KJIETOK IMOBPEKIECHHOI'O OpraHa B
KPOBb ITOCTYHAIOT cHEHU(PUUECKHUE OCIIKU

3. DH3UMOTEepanusi
JICUCHUC (bepMeHTaM)



SH3UMOIATUN

K Hacrosimemy Bpemenu usBectHo 0osiee 3000
HACJEACTBEHHBIX DH3MMONATUM

20 kJaccoB HACJEACTBEHHBIX 00JIe3HEeN 00MeHa

1Jist 300 ycTaHOBJICH TOYHBLIA YPOBEHb
MeTa00JIMYECKOr0 0JIOKA U XapaKTep

(bepMEeHTHOIO z[ec])emy



SH3UMOIATUU -
HapylweHusn onpeaenéHHbIX
MeTabonnyeckux nytemu

Hapymienue MeTad001u3Ma aMUHOKHCJIOT M 0€JIKOB
(heHUIKETORYPHS, THCTHANHEMHUSI, TPUNITOGAHYPHUS,
OPHUTHHEMMUSI, IUTPYIJINHEMHS)

Hapymienue MeTa00,1u3Ma yIjieBoaA0B
(rIIMKOreHO03bl1, TaJJaKTO3eMU)

Hapyiuenue merado/im3ma
JIUNHUIOB - III/ICJII/IHI/IJII/IMI/)



3ABOJIEBAHUA CBA3AHHDBIE C
HAPYWEHUEM METABOJIUSMA

HacJyeacrBeHHbIe IIpuoOpereHHbIE

Bo3HUKHOBEHUE MyTallMK B T€HAX.
[ToBpexxneHHbBIC (PEPMEHTEI
HACJIEAYIOTCA 1O PELECCUBHOMY
TUIY: | €TEPO3UTOTHI HE UMEIOT
(PCHOTUITNYECKUX OTKIOHCHHM.

Bo3spactHbie n3aMmeHeHus
(YyHKIIU OpraHoB (JIHa0eT,
Aunbrrenmep, ITapkuHCOH),
TPaBMBI

IlyTu pa3zBurHusi 3200/1€BAHUSA

1. Hapymienue cuHTE3a KOHEYHBIX ITPOTYKTOB

BoBOE g BB ooa B (e
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HAPYLULEHUE METABOJIU3MA
AMUHOKMUCIIOT

IIpumep aabOMHU3M

- CBSI3aH C HEIOCTATOYHOCTHIO THPO3UHA3BI -
(hepMEeHTa, KaTaJIu3uPYIOIIEro CHHTE3 MIUTMEHTOB —
MEIIAaHHHOB
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NPUMEHEHME B KOCMETUKE

NHruOupoBaHue THPO3UHA3bI
OcBeTiieHNEe U BbIPDABHUBAHUC TOHA KO’KH

AHTHU-TIMITMEHTHBIU KOMILIIEKC COJIEPKUT
AHTUOKCHUIAHTBI 21YMAMUOH U CYNEPOKCUOOUCMYMA3Y

/[;‘\(\/COOH }i0\~[¢”\/\.’./(70011
Y NH. P oo Ny —
HO~ ™%~ ! " HO S~ T

0“0: /COOH 1{0 9:;\/
il m/\;\'”_’ YFX \[ . COOH =———e

()’-"" \?'::'” HO” ":;,v,"*‘.\/
' H
O HO~ = -‘\\__/\
— | l/ COOH— | | > i
HO” =N’ HO” =N




SH3UMOINATUN b on B e

A=——AB = (=== ===4p =) MPOABNEHAS

2. Hakomjienue cyocTparoB
@ennakeronypus (HemocTaTtok OA-ruapoKcuIasbl)

A. ©enunnr, 1934 r : Hakomienue @A 1 IIPOJTYKTOB €0
oOMeHa — (peHUAMUPYBAT (HCHPOTPOIHEIHN S1)

B KPOBH, B TKAHM MO3ra ; HapylIeHne 0ajJaHca aMMHOKHCIIOT —

HapyuieHue ymcmeeHHo20 OH
u Qus. pazeumus Sy L

. |
Jeuenue : nckimounth GA P
3aMeCTUTEIIbHAs Tepanus PA-1ua3ou i, CH,
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PeHUNKeTOHYPUA: HacneayeTcs
ayTOCOMHO-PELIeCCUBHO.

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

PaCHoOJIO0’KCHHbIC HA IT'OMOJIOI'MYHBIX XpOMac. @ @

Unaffected

ayTOCOMaX, SIBJSIIOTCS MOBPEXK/IEHHBIMMU. "Carrier”

Father

Unaffected
"Carrier"
Mother
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IIposiBiieHUS: IOPaKEeHUE HEPBHOM
CUCTEMBbI: CHUKEHMEe MHTEJIJIEKTA, it chance e chanee | ind ehance
HaApYIICHUC peun, Cyaoporun )

00a poauTEs SIBISIOTCS
HOCHUTEIISIMH TIOBPEKICHHOTO I'eHa



3aboneBaHus, cBA3aHHbIe C HapyLWeHuem
MeTabonuama ®A

Metaboanueckue 0J0kM: 1 - peHnaKeToHypHa; 2 -
AJbOMHM3M; 3 - AJIKAIITOHYPUS; 4 - THIIOTHPEO3

b

NH2
HNonunasza
/
v e fommraramn 1]

TUPOKCUH

v

4
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PEeHUNNUPOBUHO- rOMOreHTU3MHOBanA
rpagHan kucnora KMcnoTa
Q %; 3
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O

\/

CO,+H,0

T'opMOH IIMTOBHIHOU KeJ1e3bl
BIISIET HA 0OMEH BEIIIECTB,
KOHTPOJUPYET POCT U PA3BUTUE

HO
m
OH

OtcyrerBue okcuaassl I'TK

AJIKANTOH - HaKaIlJICHUE B
OMOJIOTMYECKUX KUIKOCTAX, B
CyCTaBax, HapyIIaeT MOJBUKHOCTh



Cxema cuHTe3a TUpeouaHbIX FOPMOHOB
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JleyeHue runmorepuosa




Metaboauzm TUPO3INHA

co—
& , ANKANTOHYPHA
g . thyrapoaaa
L-Tuposus EMGnoTa I:DE
ST FOMCOTEHTIMZIMHOBAR +
i :’ HH':HCJTA D QG - aleT ovECYSHaN
i reHasa KMCNoTa Hz0
I:I:lE TRPRHGIAMMHHMROBIHME
EHUNKETOHYPHH TUPO3WHOSZ ANBEMHHU M
s
2 H, O o, ,
BEHMIAMAHMH THPO3MH | A nops ¥, 000A
THRC3IMH-
HALDH., Ha rm,.u,pgmmnasa J/
TPRHGAMHWHWPOBaHWE MOOMHaAS CDE KENAHIHEI
e IE / Hepeuas IIurMeHTHBIC
GEHWNMNMPYBAT BEPOXAEHHEIA AOTAMMH  TKaHb KICTKH
KPETMHHUZM
ACOTIAP O2AHE HOPADPEHAH
AOPEHAIH

TIHPOKCLETH




AOOAMUH

T'opmoH oTBeuaer 3a 4YyBCTBO
YAOBOJbCTBUA BJIMSCT HA
MpPoLecChl MOTUBALIUU U
o0yuyenus! Tpynorosmku,
CIIOPTCMEHbI!

Jopamun BbIpadbarbiBaeTcst BO
BpeMS NMOJIOKUTEJIBLHOI0 ONBITA
(BKycHasi muIa, Meaajib B
COPEeBHOBAHUSAX).

Acnoab3yercss MO3roM s
OLCHKU U MOTUBAIIMH,
3aKpeIJisisg BaKHbIe IS
BbIKUBAHUSA U MPOJAOIKCHUS
poaa AeuCTBUA.

Henocrarounocts njopamMmuna
MPUBOIUT K NMOBBINIECHHOM
UHEPTHOCTH - HAIIPpUMeP
OoJsie3nb ITapkuHCcOHA

N3 TUpO3MHA CHHTE3UPYIOTCH
OMOJIOTMYeCKU AKTUBHBbIE BellleCTBA:
JODA, nopaMuH, THPEOUIHbIE TOPMOHbI

Tupoaun CH,— CH NH,
(MHIeBAA AMAHOKHCIOTA,
TIOIBEQTAETCA BOJAEHCTEHID \U
thepMEHTA THPOSHHIHAPOKCHAAIR)
| OB~ GH N
L-I0DA :@’
(npefmecTBeRHEE nodaMHHA)
l CH,—CH,—NH,
Hdodamnu ;@/
I HO
H—EHE NH,
Hopazpesanin U
\ CH CH,— NH
AfpeHanHH :Iiz:rr

£c0l0gyapohtaliu purtal ru



Serotonin & Dopamine Biosynthesis

Tryptophan 5-Hydroxytryptophan Serotonin

NH, HO NH; HO NH;
O " e — O~
COCH COOH
N N - : N
H H E\romatuc L-Ammﬂ H
Hydroxylase Acid Decarboxylase
tph-1

Tyrosine L-Dopa Dopamine
NH

HO NH, HO NH,
COOH —™ cooy —3 ]Q/\/
HO HO HO
Tyrosine Aromatic L-Amino
Hydroxylase Acid Decarboxylase,

cat-2

CepoTOHMH TaKX€ OTHOCUTCS K KJIacCy HEMpoMeanaTtopoB. I opMoH
VIIPaBIISIET «YyBCTBOM CIIOKOMCTBUS». Ero cojiepkaHue 3aBUCUT OT
HaAJIMYUS PECYPCOB ISl PYHKIIMOHUPOBAHUSI OPTaHU3Ma.

Ecnu neuezo ecms, ypoBeHb CEpOTOHMHA B KPOBU HU3KWU. Yen0BEK
AKTUBEH M COBEPIIACT JICHCTBUS, HAIIPABJICHHBIC HA JOOBIBAHUE TTHIIIH.

Ecnu pecypcoeé oocmamouno, ropMoHa MHOTO, YEIOBEK CITOKOEH,
MO3IroBasi J€SATEILHOCTh HE aKTUBU3UPYETCS. Yea0BEK OBICTPO )
3achlnaeT BeuepoM. CTUMYIHPYETCs NPOLECC OTAbIXa U
BOCCTaHOBJICHMS.
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2. HapyweHusa yrneBogHoro oomeHa

HenepeHocuMoOCTb JJAKTO3bI
(MOJIOYHOI'O caxapa)

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

CH-0H
0. CH-OH CH-0OH
CH30OH OH Lactase OH *]_Da OH //"7":".&‘
OHL—o0_ 0 OH - OH + L OH
y M H40
OH OH 'L'EIHL(:IH
OH OH

OH Lactoss D-Galactosa D-Glucose



I ajTaKkTOo3eMMS - HEIEPEHOCUMOCTH MOJIOYHOTO
caxapa, CBSI3aHa C OTCYTCTBHEM B KJI€TKAX MeYeHHU
rajakro3o-l-dochar-ypuania-rpanchepassl

HacJjenyercsi 110 ayToCOMHO- peneccuBHOMY THiIry. Ilo
qacToTe 3aHuMaeT 2-¢ mecto nocjiie OKY

Organs Affected by Galactosemia

Brain

ENEUSETELT:

' Eyes

Onucada 8 1908 roay,

oAHaKo agedekr obmena,
ee obycnasnusaloLLni,
ObIN1 OTKPLIT NUWL B 1956 roay.
Yacrorta cuHapoma or — 1 Ha 20 000
N0 1 Ha 120 000 HOBOPOXAEHHbIX.




rajakro3o-1-cdochar

rananose M uﬂ ABJIACTCH I'ClIATOTOKCHYIHbIM
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Hepuuut pepmeHTa e
ATO 1
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ypuamiI-Tpancpepasa _ T ——— ,
NAKOreH I
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rajakTo3bl B b =5 |
o |3 2 :
FJIIOKO3y cdar-4-anumepasa ./L |
YA®-ranakrosa :
CHMIITOMBI: rvoroso ot o
HENEPEHOCUMOCTH MOJIOKA, I ©
AHOPEKCHS, BochomEmNMyTR
3aJIeprKKa YBEIUUYCHMS MACCHI Tela, TOSR0-D-ROCONT Zr=y =% 3 17N
KaTapakra, J Mevers
OTEKH, P

nopaxenue [[THC Fnioxoaa



GALACTOSEMIA

Normal Galactosemia

-

Oaii-y Products

l

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

l l

Glucose + Galactose Glucose + Galactose

N\ N\

Glucose Build up of Glactose
Energy
Energy For Body Health Problems

For Body



HapyweHue
obpa3oBaHunA
KOHeYHbIX NPOAYKTOB
M HaKonneHue
cyocTparoB

B B B Ey

At )it [y’ P

EI E2 B E‘ Kiseckme
A== ===40 =4 ) IOReHA

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

[ tukoreH-pe3epBHas




bone3Hu, BbiI3BaHHbIE HapyLUeHUeM
obmMeHa rnuvkoreHa (rfimkoreHo3)

Tun mimkoreno3za HeakTuBHbli  Opranbl, TKaHU B KiimHn4yeckast

Ha3BaHue 00J1e3HU (epMeHT KOTOPBIX Je(peKT (¢hopma 00J1e3HH
(epmenTa
| (6one3ns I'mpke) [Mr0K030-6 ITeueHp, OUKH, [TeueHb
docdaraza CIIM3HCTasi TOHKOTO
KHIIICUHUKA
|1(6one3ns Ilomne) Kucnas 1,4- [IedyeHs, MOYKH, ['enepanuszo-
III0KO3HMda3a CEJIe3CHKa, MBIIIIIBI, BaHHAas
JM30COM HEpBHas TKaHb
[11(6one3ns Kopu) Ammuio-1,6- IIe4eHb, MBIIIIIEI, IleueHs,
IJII0KO3Mda3a JICUKOIIUTHI, MBIIIIIBI

SPUTPOLATHI




HapyweHue pacnaga rnMKkoreHa B
neYyeH" v BbICBOOOXAEHUA rMI0KO3bl

IIpumep: 60130 I'upke (b,

I n- Lo Ja
(orcyTcTBHE (hepMEHTA IJIHKO030-6- (Famworen)., 4| @octopuren

(docharasbl): TOpMO3UTCA Imioko3o-1-Gocdpar |

‘ docdoraokomyTasa

paciiaa INTMKOI'CHA IICYCHU

1'mioko30-6-thocdar |
| moko30-6-

Ilposenenus: ' unoriaukeMusi-

[ auKkonn3

(hocaraza

- HU3KUI YPOBEHB IIIOKO3bI B KDOBH; Vs \, (Heven)

® ITupysar -

Tepanus: 9acThIii TPUEM IHIIH C ] N

BBICOKUM COIEPKAHUEM TITFOKO3bI JlakTar  C0;:+ 10 4
Kposb

®—° " Fnwoxo3o-6-
¢pocpamaza
H OH H \
H Dy

I’ moko3o-6-chochar mwoxo3sa




CuHTe3 un pacnag rnmkoreHa

Kp

300g

0

3'

mukoreH
neyeHu

1-4 — peaKkuuun cUHTe3a IMUKOreHa B NeYeHu 1 MblllLax;
5-6 — peakuumn mobununsaumnm rMmuKoreHa B Nne4eHb 1 MblLlLbl;

7—8 — peakuun gedochopunmupoBaHua rMoKo30-6-gpocdara n NocTynneHme roKosbl B
KpoBb. PeaKkuusa nponcxoaut B NeYEHU B OTIMYME OT MblLLLL, B KOTOPbIX OTCYTCTBYET GpEepPMEHT

docdarasa




bone3aub Momne
HegocTaro4HOCTb KUCHOH
o-(1—4)-rnioKo3upassl (hep- | <
MEHTa NU30COM) NPUBOAKT K Ha-
KONJIEHWHD FMUKOreHa, 0Co6eHHo
B CEpALE, NeYeHH W MbILLILaX

InokKo3a

Bnepssie onrcano: B 1932 roay 3a0oieBaHuE U3
IPYHIbI JM30COMHBIX O0JI€3HEW HAKOIIIICHUS



HakonneHue rnukKkoreHa
(rmukoreHo3)

KPAMHWUE
MEPbl

boJse3ns llommne: HakomjIeHHue
VIMKOTeHA B JIM30COMAaX, IOBPEKIaeT
CepACYHYI0 MBILINY, AbIXaTeJIbLHYI0 U
CKeJIETHYI0 MYCKYJIaTypy

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

IIposaenenue: pa3BUTHE MBIILICYHOU
cnaboctu (Muonarum). Hapymienue
pa0OThI MBIIIIL U CEPLia

«CepAeYHBIN IITUKOTCHO3)

Jleuenue: TepaneBTUUECKOE 3aMEIICHUE
OTCYTCTBYIOIIETO (hepMEHTA
(aabriamKo3muga3a )

Ilpemapar
«Muozum» - GpuiIbM
«KpanHue mepbD»




HapylweHue nunuaHoro oomeHa

t&-—

2 e\

O:xupenue

. .
A4

«JI'000Bb NPUXOAUT U
VXOAHUT, a KylIaTh
X0UeTcH Bceraia»




Jiunuabl — 0AUH U3 KNACCOB NPUPOAHDLIX COeAUHEHUM
BaXXKHeUwWuX ana GyHKLMOHUPOBAHUA OPraHU3MOB

DYHKI[UU JIUIIU/I0B:

OHepretTruueckas (1 rkupa = 38,9 k/Ik)
3aracaroifas (3amac s3Heprud ¥ MeTabos1. BO/IpI) B
TernnousonsALrsA (IOAKOXKHBINA U Oy phIii XKHP) '
CTpouTesibHasA (KOMIIOHEHTbI MeMbOpaH, BOCK)
BogooTTa/sKriBarolas (Bock)
PerynsatopHas (ropMoHbI, BUTAMUHbI)
TpaHCIIOpTHAs (JMIONPOTEH/IBI — XO/IeCTEPUH) 5
3allATHaA («KUpoBasi MO/IyIIKa», 3/IaCTUMHOCTD)

ol

&~

O NP”




CTpPYKTypHbIe KOMMOHEHTbI IMNUA0B

XapakTtepuctnyeckme CTPYKTYPHbIE€ KOMMOHEHTbI -
BbICLLUME KapOOHOBbIe KUCNOTbI U CNNPTHI,

MOryT cogepXxaTtb ocTaTku poccpopHOU KUCIOThI,
aMUHOCNMUPTOB, MOHO- N onurocaxapuaos.

1. MemGpanb1 Onosoruyeckue

Q "'.b'
....."" ...." .' '
S

M CTPOCHHA OHONOTHYECKO MEMOPAHBL:

Y] v}
T R R T O e U L S Ry R et g e ol 2, R BRSO e, | ) —~ (IRl DA ; |

N\ Mnapodmnohan
noAAPHaR
roN0BKA

JKupnokuciomuulii cocmag — ————— e
MemMOpanHvix hocghonunuoos, SO
HEIOCTATOK MJIU U30BITOK

X0JIeCTepoJia B MEMOpaHe
BIIUSICT HA JICSTEIIbHOCTD
MEMOpaHHBIX OEJIKOB,
PELICIITOPOB, MOHHBIX KaHAJIOB.
ITO BJICUET 32 COOOM
M3MEHEHME padOThl KJIETOK U
(yHKIIA BCETO OpraHa

FuaApodoGHLe
XBOCTH



NMunuabl

e

HeitpansHbie nunuas | Dochonunuaw Mukonunuae
Tpuauunrmuuepuab Bocku ®ochomuuepuas DocihochuHronunnakb

DHE":' —CO— R\, FHTQ—CQ — Cy7Hzss ?H l'i':l — X

I CH -0 -CO— Cy7Hs3 = CH— CH-— CH

0,

CH -0 -CO—R | 0 X I |

| g  CHrO—P —O—CHCHNH (H I
':HE":' -C0O—Ek O - CH O

o
CH»CH,CH,CH,CHyCH,CH,CHyCH,CH,CHyCHACH,CHyCHy -Cfg (?Hﬂ”
CH;CHyCH,CHyCHy CHyCH, CHyCH, CHy CHy CHy CHy CHyCH, © CH;

b4

Hemunnansmuam 3 - OCTATOK MOHO- MM OAMFOCAXEPHAE




OCHOBHbIe HaCbIWEeHHble XXNPHbIE KUCNOThbI

amnnaos 00LIHE CTPYKTYPHBIE IPU3HAKY:
* IBISIOTCSA MOHOKAPOOHOBBIMY;

* COZIEpKAT HEPA3BETBICHHYIO YIIIEPOAHYIO LIEHb;

e BKIIIOYAIOT YETHOE YHMCIIO aTOMOB YINIEPOJA B LETIH;

Hazganue KMCNOTHI Y4cno aToMOB T.nn.,
~ dopmyna a

TPUBHANEBHOR cHCTeMaTU4ecKoe yrnepoja G
MacisHas byranosas 4 CH(CI,),COOTH 8
Karnporosas | ckcanonag 6 CH(CIL,) ,COOH 2
Karmputonas Okranopas 8 CH4(CH,),COOH 16
Kaupunosas Hexkanopas 10 CH(CH,),COOH 31,5
Jlaypuroras Homekanopas |2 CHL(CI,),,COOIT | 44
Mupuctunosas | Terpajsekanonas 14 CH(CH,),,COOH 54
HaapMuTHHOBaS | leKcaeKaHoOBad 16 CH(C] IQ)M(I()()I [ 64
Creaputiopas OxkTajekatonas 18 CH(CH,),,COOH 70 )
ApaxuHoBasd DHKosaHoBas 20 CH(CH,),,COOH | 78,5




« KK nmeroT Hepa3BeTB/IEHHYIO CTPYKTYpPY C
OCHOBHbIle YeTHbIM YMCJ/IOM aTOMOB Yyrjiepoaa, valle BCero
C 16, C .5 C 20
MOHOHeHachbIWeHHbIe XK, coaepXxXaT ABOUHYIO
CBSi3b B MOJIOXKEHUUN 9;
eC/In ABOWHbIX CBSA3EN HECKOJIbKO, OHU
pa3aeneHbl rpynnou CH:;
e BOWHbIE CBA3N UMEIOT YMC-KOH(pUrypaumio.

HeHacblLWeHHble
KK nunupos

Haasa e KUWENOTH) | Yucno
ATOMOR
YrNepona Tun T.nn,
‘l ; ! KHCROTbI Mopayna i
TPMEMANEROE CHCTEMATHYECKDE"" | )
ABOAKEX
CBAZ8A
. - 's--;unsv -\_ ¢ \;_F 9 15
| ENTBYE: [ekentenen Ciep | OMerd m\/\/\/:‘\/\/\/\/mo" 0,5
O IOBAA Y-0nax
Orewrionast  OkTajeie Ciy |oMera-9 m\/\/\/\/=9\/\/\/\/000}{ 14
Y-onay
Drasnnopan® mparc-Okra- Ciey | omera-y = /W\/\//g\/\/\/\/CDOH 32
JcncH-Y-onasn
Jnnoren Oxrasekaanen- | Cy | oMern-6 12 g 5
[isouenas KId.(eKa el s [OMEII-6 e e A A~ O00H
9.12-0Bus
S e ES——— . I I 9
JMaoicHonas Om.n,rm.npmn Cigy oMera-3 |18 _5 _2 o COOH I )
0.12,15-crag
Apaxuononan goraverpaen- | O, . | omera-6 H il 8 3 49.5

58,11 14-0Ra4




HomMmeHknarypa HeHacbiWweHHbIX XK,
He3aMeHuMbIe unu acceHumanbHbie XK

CHs\/}—\/?-\/q?/\/\/\/00OH

THHONEHORAS KucnoTa 18} -

oJienHoBas kucjaora C18:1 (omera-9)
JnHojgeBas kucaora C18:2 (omera-6)

apaxugonoBasi C20:4 (omera-6)

BaxkxeH npaBubHBIM OalaHC JIMIIHUJIOB TPEX
THIIOB KHUCIIOT B PaIlOHE ITUTAHU.

oMmera-3 (JIbHSIHOE Macio, PhIOHil KUp),

oMera-6 (Io/ICONHEYHOE, KYKYypy3HOEe Macia)

omera-9 (0JIMBKOBOE MacCJIo).

boismuHCTBO JKUPHBIX KUCJIOT CUHTC3UPYCTCSA B
OpraHn3mMe 4CJI0BCKa,

IToteHOBbIE KHUCJIOTHI — HE3aMEHNMBbIE

HJIN 3CCCHIIMAJ/IbHbIC



Luc-xoHdurypaumsa ABOMHON CBS3U B

XK
A H H
C=C~L‘/\j
\Irr COOH \

Y

anudarnueckas 1emnb KK — n3ornyra
HapyILIAET YIIOPAJOYCHHOE PACIIONOKEHUE
HACBHIIECHHBIX PAAUKAIIOB KUPHBIX KACJIOT B
dbochonunuaax meMOopaH

cHUXKaercsa T miiaBjIcHUS.

UYeMm Oosbliie TBOMHBIX CBA3EH B AKHUPHBIX
KMCJIOTax JINIUJIOB, TEM HUKE TEMIIEpaTypa
UX IJIABJICHUS.




Jinnonesan
{umc, yrc-oxragexasven-9, 1 2-oasan)
HMCNOTA

OH

X # NN
)
T

n
x

0
F

H.C

F\n/\/
x

X
]

Ir X
O==
(@)
X

X
(5]

B
/E N/

£
A
X

7 NS
0
I

0
X

YKTYpbI MNonnHeHachbIlWeHHbIX XXMPHbIX

Jimnonenosan
(umc, ume, yuc-oxragexarpren-9, 12, 15- onan)
HHCNOTYA

H.C

HC

H:C

N\



da3oBble nepexoabl B bMuomeMbpaHax

da3oBbIil mepexo: reJb (Ly)- N3MeHeHMe 10JH
KU/IKO-KPUCTAJLINYECKOe cocTosiHue (Lo)  yyc-xoHdopMepoB B memsix

L

Gel-like consistency Fluidlike consistency

T°C
R W\ &ite




CocraB XXK nogko)XHOro xxuvpa 4yenoBeka




-

Al CH;0C0C7Hzs

H(I/IPBI — COCTaBJIAIIOT OCHOBHYIO MACCY JIMIIUJIOB B

Cy5Hz OCO H
OpraHusMe 4YejaoBeka. Y yenoBeka ¢ M 70 kr B HOpMe 1551
conepxkutcs 10 10 Kr )Kupos.
ASD A P CH,0COC sHay
OHM 3amacaroTcs B dKUPOBBIX KJIETKaX- aIUMOLUATAX U
MCHOJIb3YIOTCSI KAK HCTOYHUKHU YHEPTUU. 1-0NEMHOMNLHNANLMUTOMN-  Sa-TAMLEPHH

T Hacpimen

HenachblleHHbIe s KUPHbIE KHCJIO0THbI, %

IIaBJa€eHust, | HBIE : 18:2 18:3 20:4 20:5
°C KHCJOThI,

%

+(28-33)  52-70 27-40 3-5 <1 cL. -
+(36-46)  37-45 37-50 8-10 1 ot i
+(44-51)  53-60 42-43 3.5 <1 i i
+(46-55)  55-65 36-43 3 0 i i
T e 16-20 20-22 2 3 3 6-8
L(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




DochoauIuabI Head group

| -H

M PE
's i ‘-»_H

0 (B CHj

N
i s

OcHOBa KJIETOYHBIX MEMOpaH;

00pa3yoT NOBEPXHOCTHBIN TuapodmwibHbIN cioi JIIT kpoBu

KOMITIOHEHT JIeroyHOro CropakTaHTa: BHICTUIAIOT TIOBEPXHOCTH AJIbBEO,
[peIoTBpaIas CJIUNAHUE CTCHOK BO BPEMS BBIJIOXA. )




XonecrtepuH ]

CTpoOUTEeNnbCTBO
KNeTOYHbIX

CTPYKTYP

HcTouyHuK Oona YNpaeneHue
CMHTEe3a OpYrux OHUOXMMMHUYECKMMH
KOMMNOHEHT OB npoueccamm

MuenuHo Bununua- KopTHKO-
- [ nuko-
BHE HbLIA CNoi CTEpOUMA- Crepoun ButamMuH Wenuw Heo-
06 0MN0DYKH IpUTPO- HHE HbIE n reHes
LHHTOB rMpHOHH ropHMOHE
XC BXOIUT B COCTaB MEMOpaH U
| BJIMSIET HA CTPYKTYpy OHUCIIO,
YBEJINYUBAs €€ KECTKOCTD.
o " Hapymenne oomena XC npuBOauT
R-C-0

Xonecrepon

K Pa3BUTHIO aTePOCKIICPO3a.

3dup xonecrepona



Mem6paHHbIM 6ucrnon. Perynauma n oomeH B
XMBbIX CUCTEMAX OCYLLECTBMAETCA Ha rpaHnuax
paspena a3

Fibers of Carbohydrate EXTRACELLULAR
extracellular FLUID

matrix (ECM) .

Glycoprotein

Filaments of Cholesterol
cytoskeleton

Peripheral Integral == :
protein protein CYTOPLASM




TpaHcnmopT JIMIK/A0B - B COCTABE

J]I/IHOHpOTe]/[HOB DYHKIIUN ANIONIPOTEHHOB
dopmupyrot ctpykrypy JIII;
Benxu B3aUMOJICHUCTBYIOT C

pelenTopamMu KiIeTOK
Onpenerstot 3axBat JII
TKaHSIMH

Kodakropsl hepMEHTOB,
nevctByromux Ha JIIT.

Tpraumnrnuueponb!

2dup xonecrepona

Qochonunuas

Xonecrepon




Medscape® www.medscape.com
o "

0 . 4 Classification of Lipoproteins
-

L

* ¥k "Bad" "Good"
> bINE (Non-HDL)
» *
X &
* *
Buabl JIMIIONIPOTEHHOB: i todai .. I
¥ 4 - - *
oH o &= B
Chylomicron VLDL IDL LDL HDL
T
Chr)gr?:::;%rton Lipoprotein Lipoprotein Lipoprotein  Lipoprotein
1000 nm 70 nm 40 nm 20 nm 10 nm

» XHJIOMHUKPOHBI (XM)
(tpancnopt KK M3 KMIIeYHU KA
B TKaHU B Bujge TAI)

» JIHOHII (pe-B-JIII)
(rpancnopt KK u3 neyenu B Tkanu B Buje TAI)

» JIITHII (B-JIII)

(tpancnopt XC u KK U3 ne4eHu B TKAHM)

» JIIBII (a-JIII)

(rpancnopt XC u 7KK U3 KpoBM K IeYEHH) )

2 i1 medmovie.com™



Tunol JIII | X®njI0oMUKPOHBI JIINOHII JIHIIIII JIITHII JIIIBII
(XM)
2 10 11 22 50

3 18 23 21 27
2 7 3 3 4
3 10 30 42 16
85 55 26 7 3
Tpancnopr Tpancnmopr  IIpomexkyroun Tpancnopr Ynanenue
JUTIHIOB U3 JIUTIHUIOB, asg popma  xosectepona B n30bITKa XC U3
KUIIECYHUKA cunresupyembix  JITIOHII B TKaHU KieTok u JIIT.
(?K30TE€HHBIEC B [ICUCHU JITHIT og, Jlonop
JIATIA]IBI) (3HIOTCHHBIC JNEUCTBUEM anonpOTENHOB
JIUATIHIB]) JIII-mumasel A, C-I1I
Onurenuid TOHK. Knerku neuenu Kposb KpoBb (3  Knerku neden -
oOpa3zoBaHusl KHUIIEeYHIKA JITIOHIT u JIII)  JIIBII-tipeau.
Bonbime 120 30-100 21-100 7-15
B-48 B-100 B-100 B-100 A-l
anoJIII C-IL, E C-ILI, E E C-ILE




JKvipbl nAwm
MepeBapueaHue Xupos it Conun <~ CO0°

(amynbruposaxue, ruaponua) pH7.8 XENYHBIX KUCNOT HEPEBAPI/IBAHI/IE .JII/IHI/II[OB
s Swnwmganuuﬁ XUp
; FpeRTI R I'opmoHbI, akTHBUpYIOLLIHE
Konunasa .
< T et nepeBapuBaHue 31mp013.
g L. OH g= KJICTKH CIIM3UCTOM 000I0YKH
S Ouaumnmuuepon ’ OH KMpHbie KUCNOTbI
Baiiiraibon TOHKOI'O KMIIICYHUKA
§  Obpasosanwe mauenn (80%) XOJIEHMUCTOKMHMH (1enTHI)
£ ¥ BcacsiBaHue B CUIUCTYIO £ .
= 06ONOUKY KMWEYHUKA % ? 000 CTUMYJIIMPYET COKpaIICHUC
Coo= Moy [OH : .- =
;zq;‘{oﬁ— ©-CO0 KEITYHBIN ITy3bIPS,
£ P ccs6 Y CEKPEIIHIO
e i MUIIEBAPUTEIBHBIX (DEPMEHTOB,
| (maHKpeaTHYeCcKoil JTUNA3bI)
> PecuHTes xupos
g H,C-OH 2aumn-KoA H,C-O-CO-R; 5
- HE-0-CO-R, ~— HEOCOR, CeKpeTHH — IENTHIHEIH TOPMOH
s H,C-OH HSKoA H,C-O-CO- Ry CTUMYJIUPYIOIIUN CEKPEIIHIO
a L\
g - ’;"::::;j":’"omﬂ l (HCO3-) B cok momxenya04Hou
g anoB-48 KeJIe3bI
XUNOMUKPOHbI
5 (Hespenbie) ¥

|
DopMupoBaHue 3penbix 1 )

XUNOMMKPOHOB
anoC-ll ————— anoC-l anoB-48
anoE ———» anoE

dochonunupb!

KpoBb




AKEJIYHBIE KUCJIOTBI o0ecrieyuBarOT 3MYJIbIHPOBAHME JKUPA

OH COO0 CO0
CHs CH3
CH C
HO H OH HO H OH
Xonesas kucnora XeHoae30KCMXONesan kucnora
QH ) n .
OH C-N-CH,CO0 C-N-CH;CH;-S0;
CH; CH;
CHjy CH
HO H OH HO H OH

Fnuxoxonesasn kucnora TaypoxeHOae3oKCHXonesasn Kucnora



[eicTBUe NaHKpeaTU4yeCcKkon nunasbl

pannua pasgena
a3 sogalkup

(conepKuT XEen4Msie KUcnoTsl)

AKTUBHBIA LEHTP Bona.: XKvp
fE E
SEE
o
oo'.‘ E 5
E EE
Er
H5ERE B
o E E
E
E
El
C-KkoHeu °0. 5 E
.O
Konunasa O CH»O ('c-': R 2 H,0 0 CHOH
~0-C-Ry 2
M ecKan i
) RrC-0-CH O S el acllias > RyC-0-CH
MmapodoGHeIA CHz-0-C-Rs \ CH,OH
AoMeH
RyCOOH
Tpwauunrnuuepon R2COOH 2-MoHoauunrnuuepon

£ - monexynt TpuauMnruueponos




MNepeBapuBaHue dochonunuaoB u XC

0

TH2OC~/\/\/\/\/\/\/\ RCOOH CH:OC\/\/\/\/\/\/\/\ RCOOH CH,-OH

H,0

HC- C\/\/\/\/'\/“\/\/\ .\.Z_. HC-OH HC-OH

l ®ocho- NMuaogo-

ca,op OCH,CH:N'(CH 0 chornrass | S

OCH:CHaN'(CHs)y  nunasa Az CH,0P- OCH,CHN'(CHy) CH;0P~ OCH,CHN'(CHs

0 Xonu 0 (o)
DochaTUANNXOMUH Nuzodocharnaunxoniu rnuuepodochHoxonnH

DepMEHTBI CHHTE3UPYIOTCS B OIKEITYI0YHOM JKee3e:

docdomnmmnaza A2 (aKTUBHPYETCS OTPAHUIYCHHBIM IPOTEOJIU30M);
JInzodocdonumasza

@« Xonecreponacrepasa . ﬁdéﬁ\ﬁ
R- C 0 RCOOH H

3dup xonecrepona Xonecrepon




PECUHTE3 JIMIIUAOB B DOHTEPOLIUTAX

AKTHBAINS 5KUPHOU KUCIIOTHI PecunTe3 Tpuanuiaruieposion
Q Ayun-SKoA-cunmemaza = L y=0-% -,
Rb=0H > Rb~SKoA MAT-ayun-T® | RAT-ayun-T®
/“ /‘\ 0 H-O%—Rz > CH=0-Y-R, H=0-X~R;
KupHas kucnora ATo Auun-S-KoA CHz-OH CHp=OH CHp=0=C=Ry
HS KOA 2-Mownoaumn- »O‘\ _S.Ko 1,2-Aunauun- S‘\_ KoA Tpuauunrn on
AM@+¢®H rnuu:pon Dty HS-KoA rmuuepon N HS-KoA S
\
Ayun-$-KoA:xonecmepon- Pestepuduxanmus
dyunmpanceepas > X0JIeCTEPOJIa HATIPAMY IO

0 BJIMSIET HA €ro BcacbIBaHHe B
H e R-a-o ™ KPOBb.
RO\\ " B HacTosiIIee BpeMs UILYT
~(~SKoA
XOﬂCCTCpOﬂ HSKoA aqmp Xonecrepona BO3MOKHOCTH NMOAABJICHUSA

3TOM PeaKIMU 1JI1 CHUKCHUS

Pecunte3 GhochoaunuaoB - B KJIIETKaX CIU3UCTON KUIIICUHHUKA,
koHHeHTpauun XC B KPOBH.

yT0 HE0OX0aumo aJist popmupoBanus JIIT

CHz0H
20 c':uz-o-® (=0 ?Hz-o&-a,
______ > {0 GH-OH Agun-To , ci-o-t—k,  Ilocxe pecunresa ®JI, TAT, 5XC
CHa=OH CHy=0~(P) CH;-0~(F)  YIIAKOBBLIBAIOTCS B JIHIOMPOTEH
AvoKcnayeTon- Muuepon3 ,o N e v QocaruaHasn U B TaKON (bopMe OHH MOT
Fnioxo3a thoctar <pocar e 2 KMCNOTA
> HEHoA MMOKUHYTh SHTEPOIIUT.

®ochamasa



XUNoMUKpPOHDI:

TpaHcnopT KK u3 kumeynnka B Tkanu B Bujae TAT

XapakTepucTuka
XUJIOMUKPOHOB

CTpoeHue JIUIOIIPOTEUL0B I7Ia3Mbl KPOBU
(XM, JINMOHIT, JITTIIIL, JITTHIT, JITIBIT)

«hOPMHUPYIOTCS B KUIIICUHUKE U3
PECHUHTE3UPOBAHHBIX JKUPOB,

*B cocTase npeodaagaor TAI', man
oenka, pochomunuaoB u XC (2%
oenka, 87% TAT, 2% XC, 5% OXC,
4% DJI)

*OCHOBHBIM aIT00EIKOM ABJIIECTCA

anoB-48, B 11a3Me KpOBU MOTYYaKOT
ot JIIIBII 6exxu anoC-II u amnoE,

°B KPOBH ITOABJIAIOTCA ITOCJIC IIPUCMA

NI, IOJIHOCTBIO MCUYE3aI0T Yepe3
10-12 gacos,

*HC aTCPOI'CHHBI.

[Tepudeprueckue aromnpoTenHsI

(uwammpumep, amoA-II, amoC
\

-11, aro-E)

Xonectepon

A

WHTerpanbHele N
arloTNpOTEUHEI
(ammoB-100 wiu anoB-48)

Boclomm s %jx;}i%;gt%? :

Y

T pHaLMITTHLepOJIBI
(TATD)

\
| Tmapodobuere

T JIUNIAJ B

SR

- T

I
!
!

Oduper
X0JIecTeposia




XUNOMUKPOHDI

Tpancnopt KK u3 kuimeynuka B Tkanu B Bujae TAT

Nuwaga
XUnoOMUKPOHBI
Crevku
: Kpogb i
XUNOMUKPOHbI
Knetku snurenus SO
TOHKOW KHILIKH
Xuno-
MUKPOH XK — CO2 + H20
TAr Msiwuya
nuaocomu O O MNeyeHb anok
OcraroyHbie
. XUNOMMUKPOHb LRl
Xonecrepvm v '
AMWHOKUCNOTS! anol, PeuenTopst

FnuuepuH




XM u JINMOHM: Tpancnopt TAI B TkKaHU, Ucnonb3yloliue
XUPpbI, XKMPOBYIO TKaHb, JiIerkue, neYyeHb, MUOKapA,
MOJIOYHYIO Xerle3y, KOCTHbLIW MO3r, NoYku, ceneseHky =JIMMII.

XMUNOMMHUKPOM

v

I NMUMKOZAMHUHOIMUKaM
/

Ha nmosepxnoctu XM
2 daxkropa s
aktuBHoctu JITTJI.
AnoC-I1 aktuBupyer
dbepMeHT,

Anobenok C4l (&) ®JI y4acTBYIOT B
CBA3BIBaHUU (hepMEHTA

c XM.

Nunonporenwnunasa @)

MemOpana 2
IHAOTENMNANBHOMN KNETKH

Ha suporenny KanuuisipoB HAX0AUTCS Junonporennaunasa (JIILJI). )
KonudectBo hepMeHTa yBEIUUMBACTCS MIPU JICUCTBUM MHCYJIMHA U IIPOTeCTEPOHA.
KK nmepemeniaroTcsi B KIIETKM OpraHa v 3anacaercs B coctaBe TAI




MoOuu3anusa sKMPOB U3 KUPOBOH

IMocse npuemMa NUINM B KJIETKAX mnww“ HacbleHHbie KK mocrynmaer u3
XM u JIITOHII m 3anacaroTcs B COCTaBe

Ecnu Ob1 HEprUs, 3amacaeMas B )Kupax, XpaHuiach B GopMe INIMKOTeHA, Macca Tefa
YeJI0BEKa YBEJIMYMIIACh Obl HA 15 KT

IIpu rosonanuu, pusndeckoii padore, OXJaKIEHUN, CTPECCe —TOPMOH-3aABHCUMAS]
aktuBanus TAI'-1una3sl aTUNOUMTOB aAPEHAJTUHOM U [IIIOKATOHOM.
I'uapoaus TAI' 1o miMuepruHa U AKUPHBIX KUCI0T Kartaausupyercs TAI -nmuna3zoi

cnroj-m CHy=OH CHy=OH CHy=OH
TAl-nunasa AAr-nunase MAT-nunase
cu-o-@-az T CH-O-@-R; T’ cn-oj-az T’ CH=OH
? 0
CHZ-O—A-Rs KUPHIR CHz-O—g-R3 AHDHAS CHZ"OH KHPHAR CHZ"OH
KHCNOTY WCNOTA KHCNOTA
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PaBHoBecue JInnmorenes - Jinnoamns

3pensie Ocraroumsie
XUNOMUKPOHB! XHUNIOMMKPOHLI

S~ Nlunasa

Moxou

AScopbmuanhiu nepuod
PaGoma, Nnonodanue

Awnonwvuia

A Nivnorenes
Moxou
PaGoma o
y ) Moxou Abcopbmueansil nepuod
Fonodanue
[<okuncnerHune XK CunutTes XK
Moxou
Y

Abcopbmuanhit nepuod
Fmoko3a » Auerun-S-KoA MNonodawue

Patoma (Mevens)
Paboma Fonodanue
Fonodanue (HenevenounLIe mxany KertoHoBbie TENA

obecnieuepvie 50% sHEPrun KIETKU

[Ipu nuTensHOM TOJIOAaHUN

Livkn
TPMKAPOOHOBLIX
Kncno

KupHbie xucnots: € > TPHaUMNIMUUEpOnb!

J




Hakomienue TAI' B KpoBH (0:xHpEeHHE)

B HopMme: oOpazoBanue XM B kumeuHuke (Tpancnopt TAI' B
TKaHHW) — B KPOBb - ToJay4yeHue anooenkos ot JIIIBII-

JIIT-nmumaza ornoreruisiet KK - B TkaHM-

ocrarounbiec XM u JITTIOHII nomamaroT B remaronuThl ITOCPEACTBOM
petenTopHoro (amoE) sHIomuTO3a B pa3pyIIaloTCs B JIM30COMaX
Hapyumienus:

CHI)KEHHUE aKTUBHOCTH (pepmeHTOB oOMeHa JIIT (JITI-numa3za)
HenocTaTok armooenkoB (amokE, amo-C) u ®JI (ITAB)

cHkenue peuenuuu JII1 Ha knerkax nedeHu

0s10k coopku JIII yacTun mmpu Bo3ACHCTBUM TOKCUHOB

JledeHue - CHU3UTH MOTPEOJICHUE JKUPOB C MUIIEH;
du3nyeckass Harpy3ka — aApeHAJIMH U MOOMIN3ALHS JTUITUI0B )
JIunonutnyeckue (HepMEHThI, BATAMUHBI




«l'eH oXxupeHUn»

KosnyecTBO moTped/isieMoil MUK ONpeae/sieTcsl peryjasaropamMmu
YyBCTBA I'0JI0Ia U HACHIILICHUS:

KOHICHTPALMA B KPOBHU IVIIOKO3bI U TOPMOHOB -HHUIIUUPYIOT
YYBCTBO HACBIIICHUA: XOJCUUCTOKUHUH, HEUHPOTECH3HUH, JICNITHH.
0cqok JIEIITHUH - cunTe3upyercs aiunouuTaMu B3auMOJACHCTBYET C
peuenropamMu rumnorajamyca. B pesynbrare ero 1eMcTBUS CHUKACTCHA
CeKkpenusi HelponenTuaa Y, KOTOPbIM CTUMYJIUPYET MOUCK U
norpedjeHne MUIIH.

Oskupenue - npu geeKre «KreHa 0KMpPeHUsD>. HU3KUK YPOBEHD
JIETITUHA B KPOBH CIIY>KUT CUTHAJIOM HEAO0CTATOYHOI'0 KOJIMYeCTBA
3amaca ;KupoB B OpraHu3mMe; BKJIIOYAET MEXAHU3MBI, IPUBOJAIINE K
YBEJIMYCHUIO alMNETUTA U YBEJINYECHUIO MacChl TENA.

Y 20% O0OJIBHBIX — HA0JIAAKT N3MEHEHUS B CTPYKTYpeE JenTHHA )
Y 80% O0NBHBIX - reHeTH4YeCKUi 1e)eKT penenTopoB JeNnTHHA B
runoTajiamyce. A KOHIIEHTpalysl JIENTHUHA B KpOBHU OoJbliie B 4 pasa.




MpuunHbLI NepBUYHOrO OXUPEHUR:

» reHeTudeckue HapymeHnus (10 80% ciaydaes
O)KUPEHUS - PE3yNbTaT TCHETUUCCKUX HAPYIICHUN );

» COCTaB M KOJIMYECTBO NOTPEOIIEMON MU, METO
[IUTAaHUSI B CEMEE;

» YPOBEHb (PU3NUECKON aKTUBHOCTH;

» TICUXOJIOTHYECKHE (PaKTOPBHI.

)=



I puHIUIIBI JICYeHU S

* CHM3HUTb KOHIICHTPALMIO )KUPHBIX KMCIIOT B KPOBHU
— YBeJIMYCHUEC (PU3NYECKUX HATPY3OK,

* 00€CIeUuTh YIAJICHUE JKUPHBIX KUCIOT U3
reIaToUTOB — MPHEM JIMIIOTPOIHBIX
(paxkTopoOB,

* TpenoTBparuTh cuHTe3 TAI B r1eueHu — auera co
CHUKCHHEM >KUPHBIX U CIAJIKUX IIPOTYKTOB,
OTPEOJICHUE MOJTHOLICHHOIO OEJIKa,

* [IPU TOKCHYECKUX ITOPAKECHUAX — JICUCHUE
renaroTPoONHbLIMM JCKAPCTBEHHBIMU
CPEICTBAMU.



HapylweHus nunuaHoro oomeHa

I'inep Xunji1oMUKpPOHUA-
HAKOILICHUE HEUTPAJIBHBIX
Junugos TAT

TEHETUYECKast HEAOCTATOYHOCTh
JII1-nunassl

IposiBisieTcss O)KUPEHNEM;
(baKTOp pUCKa PA3BUTHUSI
uH(apKTa, MHCYJIbTa, 11adeTa, TRy I
TUIIEPTOHU A

I'mnepXoJecreposemusi-

HakoIieHue xojiecrepuna (XC)

CBSI3aHO CO CHMKEHHEM A(D(PHEKTUBHOCTHU

JIII-nmuna3er winn

PELENTOPHOTO IHAOIMTO3a )
IHoBbimeHHbI XC — aTepocKiIepo3 — HHPAPKT, HHCYJIbT



[ 'urep/iuriornpoTreuHeMmuu

7 [lepBHuHbIe (BpoKieHHbIe HapyLIeHWs)

Tan o sayBanme

AHCTHINONIP OTCHH eMHH

Tom 1
(Hac/1e ACTBeHHAA THIIEPXH-
JTOMHMKP OHeMHS )

Tan 11
Tun 11
(cemerHan
ponemus)

ryrepxosiecre-

Tuan 111
(cemerHas KomOHHMPOBaH-

Has THIeP/IHITHAEMIS )

Fene rmae CKHH
Aedexr

Aedext  cTpyKTYpBI
JHI-mamasel.
AedexT  CTPyKTYpBI
amo CII

Hedexr peuermropos
JIITHII wm myraips
reda ano B-100

Hedexr B cpykType
ano E, cuHres umso-
¢opmet ano E, xoro-

pas IVIOX0 B3aHMO-

JAEHCTBYeT € peLjer
Topavmu JITTHII

Hposmrenna

[MTosbnuerye B kposu XM 1
JITIOHIL.

Kcanromaros  (or/noeHMs
TAT B Koke), yBeTHUCHME
MeueHH, cesle3eHKH

[loBbuiieHye KOHUEHTPaLpH
B KPOBH JITTHII,
rHIIepPX 0/1eCTepUHeMHS.
Panrigi aTepocisiepos.

[loBblteHMe KOHLEHTPALPH
ocrarounbix XM, JITTOHII,
JITTHIL,  rvmepxonecrepose-
MM, THITePTPHALT HLe-
postens.

Mimenmms smokapaa (MBC),
aTePOCK/IePo3, KCAHTOMATN3

Koppexman

Orpamueriie B
THTaHAH KD OB,
BbIC OKOKATOPHIL-
HBIX MPOAYKTOB

Orparsuerue B
[TaHHH
xonecrepona,
BbIC OKOKATOPHI-

aTepocKnepo3a

Huera.
[Tpodmnarriaca

aTepocKaeposa




TpaHcnopTt xonecrepuHa (XC) u ero acdpuposB
(9XC) c NNBM » JINHN

Xonecrepon Schup xonecrepona




Chylomicron
and
Chylomicron
remnant

1000 nm

"Bad"
(Non-HDL)
*
x4
~ " " * 3
~ > e = > i
~r *"- :_ *.**
* &
2 ) %
VLDL IDL LDL
Very Low  Intermediate Low
Density Density Density
Lipoprotein Lipoprolein Lipoprotein
70 nm 40 nm 20 nm

Classification of Lipoproteins

"Good"

[

HDL
High
Density
Lipoprotein

10 nm

70



S

Tparncnopt XC B neuyeHb ¢ JINBIN ’”“

2 ocHoBHbIe pynkuun JIIBII: e

MMOCTaBJIAOT anonporennsl ApyruM JII1 B kpoBu y4acTByIOT B
«obparHoM TpaHcniopTe» XC, TpaHcnopT nojueHoBbIx KK.

MeyeHsb

XenyHbie KNCnoTLI
nnen

Xonecrepon

Nusocoma \
Fwko3a

N

XC—
X,X€ Membpana
e KNeTku

Knerka




JINHMN: TpancnopTt XC u nosmenoswix
KK B KIeTKH 1151 CHHTEe32 rOPMOHOB

- caMbIi areporeHHbin Tur JIIT)

oOpasyrorcs B meuenu u3 JINMOHII ¢ TAT-nunasou neyeHu—

B KpoBH - B3aumoaerucTByoT ¢ JITIBII nonyuator 9XC —
BbITaJdkMBaHue anmoB-100 — penenTopHBIM YHAULUTO3 B TKAHAX U
JIU30COMAJILHBIN pacnaj

Peryasinusi: [Tpu cHrokennn koHeHTpamnuu XC B KIIETKE -
aKTUBUpYETCA cuHTE3 peuentopo JIITHIL, yuacTByror ropmoHsbi:
WHCYJIUH U TPUHOATUPOHUH, M0J0BbIe TOPMOHBI. OHI
yBEJIMYMBAIOT 00pa3oBanue peunentopon JITTHII.

Hapymenus meradoauzma XC:

cHukeHue peuenuuu JIITHII Ha kiaeTkax (rOpMOHbI)
HapylICHUE CUHTE3a ano0eIKOB

CHUKeHMe aKTUBHOCTH (pepmeHTOB 00MeHna JIII-
neuutuH- X C-amunrpancdepassl v JI-mumnaszer )

Hapymenne coorHomenus mexay JITTHIL, JITIOHII u JITIBIT



HapyweHue merabonuama XC:
6nokapa anoB peuenTopHOro aHAOUUTO3a

B yciaoBusix amurenabnou JI u XC, nimn

JlumoperyjasaropHas QyHKI A JIEWCTBUM CTPECCOBBIX (DAKTOPOB ATH

kjiaeTok Ileuenn ¢pyukuuu Ileyenu 0OJ10KUpPYHOTCH:

cuHTe3 anodesikos u JIII, MN30bITOK BHYTPUKJIETOUHOTO XC

UX PELENTOPOB, PETYJIALUA osioxupyet cunrte3 JINTHII-P Ha

MeTadoanueckoro oananca JII1T MemOpaHax " - oAuH U3 MyCKOBBIX

MEXAaHU3MOB aTEPOCKJICPO3a -HAPYIICHUE

BbIBeIcHUST XC 13 opraHusma.

IIpu 6nokanae arnoB-100 perenTopHOro

SHJIOIATO3a - B KPOBU HAKAIJINBAKTCH

JIITHIL.

[,,/ Y ool v B 95% ITO COCTOSIHUE (DYHKIIMOHAIBHOE,

\___/ omHm ~ 5% OONBHBLIX UMEIOT IreHeTHIeCKHe
AeeKThbl CHHTE3a peuenropa uiu anoB-

HXOpOLUMﬁ“ AT oTUURCKAA
XOHGCTepMH 6nawka (HanunaHue
NTTHIT) 100
(NTTIBTT)




ATepocknepos

XpOHUYecKoe 3abonesaHue apTepui, XxapaKrepusyiolleecs
MHUNLTPUpOBaHUEM B CTeHKY cocyaa ateporeHHbIX Jill ¢
nocrneaylowWuM pa3BuTMeM COeANHUTENLHOW TKaHMU,
¢punbpo3HbIX OnslleK, U HapyLueHUueM KpoBooOpalleHUA

OBMEH XOJIECTEPUHA
oTaoxkenue XC u 9XC B
, O . APTEPUA

COCJIMHUTEIILHON TKAHU CTEHOK
‘, apTepui, B KOTOPBIX BBIpaKEHA
’ MEXaHUYECKas Harpy3Ka Ha

O

& o -
o A CTEHKY: KOpOHapHas apTepus,
o) o™ TIOJIKOJIEHHAs apTepus,
OeapeHHas apTepus, IpyaHas

aopTa, COHHBIC apTEPHH.

XONECTEPVH © )




ATepocknepo3 — otnoxeHue XC B cocyaax

| ctagusa - moBpexAeHUe COCYI10B- TTOBBIIICHHAS NPOHUIIAEMOCTD - B HHTUMY COCYZIOB
NpOHUKarOT MOHOUMTHI 1 JITTHII

2 cTajus - aKTUBUPOBAHHBIE TPOMOOIIMTHI -MEIUATOPHI BOCIIATICHUSI- MOAU(UKAIUS
JMIIONPOTENHOB — HapyuieHue cea3biBanus JIII ¢ penenropom — HaKkonieHue
JUNMUAOB -Makpodaru- Bocnangenue. ['M kietku nponaudepupyrot — nomiomarot JIIT

3 craausi- NIEHUCThIC KIETKU UHKarncyiaupoBanue XC — oOpa3oBaHue GuOpo3HON OJISIIIIKU
4 craausi- TpoM003 U TPOMOOIMOOIHSI

i (. IviomHOIGMTEI Kame

—e TN e




JleyeHune aTepockrnepo3a
CHMXeHue coaepxaHua XC u TAI

1) Jluera runokagopuiiHas 1
THUII0X0JI€CTEPUHOBAS.

2) HHXKK, Bona, BATAMHHBI, YCHJIEHHE
cunrtesa JIIIBII; antumokcugantsl, JITIHII n
X METa00I13M; IOJIJIEPKKA IICUCHU
(accennmane Gopre)

2) ®u3-Harpyska

3) MequKaMeHThI

guopamot (k1opuodpar, peHoduodpar) -
axmueamoput JIII-n1una3vl — yCKOPAIOT
karadoau3m JITIOHIT u XM

cmamunbl — AHTUOUTOPBI cuHTE3a XC
Iooaenenue ecacvieanus XC ¢ KKT —
AaHHMOHOOOMEHHBIC CMOJIBI (XO0JeCTUPAMHUH,
XOJIeCTu).

JlekapcTBo: noiumep
(XonecTUpaMHH) B KUIIICYHUKE
a7copOUpyeT JKEeITUHbIC
KUCJIOTBI 1 YMEHBIIIAET UX
BO3BpAT B MIEYCHb.

B nedyenu yBenum4uBaeTcs
3axBaT XC U3 KpOBH JJIs
CHUHTE3a HOBBIX KETUHBIX
KHUCJIOT.



OcHOBHbIe HanpaBneHusa 3H3MMO-Tepanum

1. 3amectuTenbHasi (pepMeHTHAS Tepanus (yCTpaHEeHUe
nepuuuTa pepMeHTOB)

l1a) ®epMeHTHI KOPpPEKUINN NMULIIEBAPEHUS]

10) Jleuenue HacC/IeACTBEHHBIX 3a00/1eBaHMil (Mpo0JIemMa
HAKOILJIEHUS MeTA00JIMTOB B TKAHSIX) BonesHb loLle (oTnoxeHue
Llepebpo3naoB - Liepesnm)

2. Koppekuus cucteMbl CBePTHIBAHUA KPOBM (TpomboobpasoBaHyie-
donbpnHonus) (cTpenToknHasa, ypoknHasa, niasmuH, TPOMOUH)

3. Tepanus 3;10Ka4eCTBEHHbIX HOBOOOPa30BaAHUI METUOHWH-
JMasa, u3 NoYBeHHbIX OakTepuil Pseudomonas putida

4. IlporuBoBOCHIAJUTENbHAS Tepanus (MpoTeasbl TUHAPOJIN3
€HATYPHPOBAHHBIX KJETOYHBIX H TKAHEBBIX CTPYKTYP)
PaccacpiBaHne MOCTTPABMATHYECKHUX PYOILOB - THAJIYPOHHU/1a3a
paciiernieHue rIII0K03aMIHOIIINKAHOB (J1H1a3a)

5. JleToKCHKAaUs Opranusma (yrajeHue TOKCHHOB, METOIbI
3 depeHTHON Tepanumn) )

6. IIporuBoBupycHblie npenaparsl PHKa3a u /IHKa3a
UCHOJIb3YIOT NPH JICYCHUH AICHOBUPYCHBIX KOHBIOHKTUBUTOB



AcnaparuHa3sa npuMeHseTca Ans
neyeHua nMM@oobnacTHbIX fIeMKo30B

0 0
0 0 c’(NH ¢
C. C. AcnaparvHcuHTeTasa (':H : (':HOH
|H0H + | "NH; : i T2 + AMO
EHz i:z +AT® ?H ~NH, ?Hz
W i COOH CH~NH, +HiP:O;
H -
COOH CI: NH, COOH
COOH
L-AcnaparuHosas L-FnyTamuu L-Acnaparwi  L-TnyramuHosas
KMcnota KucnoTa
//o //0
C N C ~
| "NH; | "OH
(|3Hz . AcnaparvHasa (|:Hz "
- » +
c':u ~NH; ) ('ZH— NH, ;
COOH COOH )
L-Acnaparus L-AcnaparMHoBan

MCcnoTa



Gliadins+glutenins
pepsin+
trypsin

pepsin+triticain
+rypsin

depmeHTHble MpenapaTtbl A4/18 NeYeHna Leanakmm
HapylieHne cAM3NCTOMU KMLIEeYHMKA NPU KOTOPOM
BCACbIBAOTCA HE4OrMAPO/IM30BaHHbIEe NenTUAbl
YyBCTBUTENIBHOCTb K F/IIOTEHY - 6€/IKYy K/IeMKOBUHbI 3epeH
3/1aKOB - OKa3blBaeT TOKCMYECKoe AenCcTBHe

TputukanH-0. — peKOMOMHAHTHAS IPOTEA3a U3 NIIEHULBI,

cTaOniIbHAS B YCJIOBUAX KCJITYAOYHOI'O COKaA.



IH3MMOAUATHOCTUKA

IlocTaHoBKa AMarHo3a 3a00/ieBaHNA HA OCHOBE OIpeaesIeHUus
AKTUBHOCTH (hepMEHTOB B OMOJIOTHYECKHUX SKUIKOCTAX

I puHIUIBI S H3UMOAMATHOCTHKH

» IIpu MNOBpeKICHUU KJIETOK B KPOBH YBeJIMYMBACTCHA
KOHIEHTpauus (pepMEeHTOB MOBPEKIAEHHBIX KJIETOK;

» YpOBeHb AKTUBHOCTH (PEPMEHTOB B ILJIa3Me KOpPpeIupyer
CO CTCNEHbIO MOBPEKICHUA KJIECTOK

» Psa (pepmMeHTOB uMeeT IPeUMYLIECTBEHHYIO
JIOKAJIM3AIUIO B OIPEICJIEHHBIX OPraHax;

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

» UCmoab3ylT I JAUHATHOCTHKM 3200JI1eBaHUU cepala,
MO3ra, EYCHHU, MOIKETYT0YHON, CKEeJIETHON MYCKYJIATYPbI




. acrapraraMuHOTpaHcdepasa

SH3IUMOAUAITHOCTUKA
npu uHapkKTe MMokapaa

KparHoe yBennmyeHme aKkTuBHOCTU

(hepMeHTOB OTHOCUTENbHO

HOPMAnbHbLIX 3HAYEHUH

i i
C—NH, Kk, C~NH-POH;
—_

bIJ-CHa +ATO l:l-CH; +All®

CH; CH; R "

| I 0 24 48 72 % 120
COOH COOH ” f Bpomn, 4
Kpeatuu Kpearundocdar u:;".;‘;i’a

?Ha nar (|:H3 KK, JIATI' u ACT - karodueBbie pepMeHTH 0OMEeHa
H(IJ-OH +NAD* +— (|3=0 +NADH + H'  BelriecTB, peryJMpyIoT Hpouecchl

(500} coo’ OMOJIOTNY€eCKOr0 OKHMCJIeH s, 00eCTIEINBAIOT

Tpadncnopt AT®, U3 MUTOXOHIPHN B LIUTOIIA3MY

Naxrar Mupysar

» Ilpm wuHapkre HAOJMIOIAIOT JOCTOBEPHbIE WU3MEHEHUS B KPOBH
akTUBHOCTH (pepMeHTOB KK

» OOHapy:xkeHue mnoBbilieHHOW axkTUBHOCTH KK B miiasme KpoBu -
OCHOBHOM JH3MMO-IUATHOCTHYCCKHUN KpUTEePHil HH(PapKTa

» Jlomo/iHMTE/IbHOE MOATBEPXKACHUE TUATHO3A - O0HAPYKeHHEe AKTHBHOGTE
ACT un JIII' B KpoBHU. YpOBEeHb MOBLINIEHNSI AKTUBHOCTH KOPPeEJTHUpPYeT ¢
pasMepaMu MOBPEKIAEHUS CePAEYHON MbIIIIIbI.




Uctopuu ycnexa B 6uodapme B CUAY cneLMdprKu OTpacAu MeHblue ﬁ’ Inbio

Ha CAyXy, YeM, HanpuMep, B IT, HO He MeHee 3axBaTbiBaloLLHe ~ & ventures
/ OcHoBaHa B 1980 roay Yuabamom boysom. I'Iepsah [(J G | LEAD
BeHUypHas nHBecTuums - $200K ot wectu
MHBECTOPOB, Aanee elle $19M. Boiwaa Ha IPO B /mrwy MaliknoM PrOpA@HOM C
1982 ropy. LeAbI0 60PbObI C BUPYCHLIMU MHPEKLIMSIMU MOCAE
° KoMnaHusa npousBeAa ﬂepBbIﬁ peKOMﬁMHaHTHbIVI TOro, Kak oH nepeﬁo/\e/\ /\MXOpaAKOVI AEHre.
YeAOBEUYECKUI 3PUTPONOITHH U NepBbIi Npenapar * [puBrekna $12M BeHUypHOro GUHAHCUPOBAHUS,
AN AeYEHUA PEBMATOUAHOrO apTpuTa. BbllWAa Ha IPO B 1992.
€ « Tekywas kanutanmsauma- $100B, Bbipyuka 3a

*  Tekywas kanutaamdaums — 6oree $100B, Bbipyuka 3a 2015

k roa - $22M, uncras npubbinb - $7B.
AMN \ npuHec $10B nepBbIi roa NPoAaX — AYULLIWNA )
enentBCh OcHoBaHa B 1981 leHpu baspom ¢ \

NPUBAEYEHUEM BEHUYPHOTO KanuTaA1CcTa
OcHoBaHa B 1976 roay BeHUypHbIM LLleprpaHa CHaiipepa AN MPOM3BOACTBA
KanuTaAMcTtoM Pobeptom CYOHCOHOM K

2015 rop - $33B. Mpenapar Sovaldi ot renatita C

MOANOULIMPOBAHHbIX 3H3UMOB AAS NIH.
broxnmmrkom fepbeptom Bortepom. MepBblii odUC pacnorarancs B NOMELLEHWU
* B 1977 ropy komaHAa BriepBble CkAaAa oAexAbl npu Medical School.
ycrnewHo BHEAPUAA YEAOBEYECKUM FEH *  KoMnaHusa cneunaAusnpoBanacb Ha 3H3UM-
B OakTeputo, C NOMOLLbIO YEro 3aMeCTUTEAbHOMW TEPaNUU PeAKUX
CUHTE3NPOBaAa COMaTtoTponuH 3aboneBaHUit. [epBbiM NALUEHTOM B
(ropmoH pocra), a B 1978 cmoraa Qenzwne UCCAEAOBaHUSAX CTaA 3-A€THUI CbliH OAHOTO U3
CUHTE3MPOBaTb YEAOBEYECKUU BoAOHTEPOB NIH ¢ 60Ae3HbIO [oLe.
WHCYAUH. * B 2011 roay 6bina noraowieHa Sanofi 3a
K B 2009 roay 6bina kynaeHa / $20,1B, K 3TOMy MOMEHTY KOMMNaHWs CTana
KOHrAOMepaTom La Roche 3a $46.8B TPETbEN MO BEAUUUHE BUOTEXHOAOTMUECKOM

KOMMNaHWen B MUpE.




" "KoMnaHWH B 0OAACTH guoq)apru BbiCTynaloT

ApaiBepoM UHHOBaLUK U MPUHOCAT peaAbHYIO MOAb3Y h)Inblo
MUAAUOHAM MaLUeHToB

TexHOAOrMK NPEeAOCTABAAIOT HOBbIE BO3MOXHOCTK Tepanunu AecAatkam MUAAMOHOB NaLMEeHTOB,
YAYYLLAKT Ka4yeCTBO XMU3HU, yBEAUYUBAIOT 3QPEKTUBHOCTb AUArHOCTUKU, CHUXKAKOT CTOMMOCTb

NEeYEHNA.

OHnkoJiorus

12M
NanMeHToB

JIuadert

26M
NALMEHTOB

UctouHuk: Patient Capital 3.0

TapretHasa Tepanus f
MonekynpHas @eBpo.nor
AMArHOCTUKa _ )
Tepanua L ’4
MOHOKAOHaAbHbIMW [ 7M nanmeHTOB ]
aHTUTEAAMMU

MWHMMaAbHO MHBa3MBHas
6uoncus

NmmyHoTepanus or
PeKOMOUHAHTHbIN
4eAOBEYECKUN UHCYAWMH
[MOCTOSIHHBIN MOHUTOPUHT
YPOBHS MAHOKO3bI
JHAOBACKYAAPHbIE
npubopsbl PFIIkHe
NHCYAMHOBbBIE MOMIbI

[OPMOHbI, CHUXatoLwne 60@31“1

caxap 30M
ManuecHToOB

nmanueHTonB

ventures

MWHUMaAbHO-
MHBa3WBHblE onepaumn
Ha NO3BOHOYHUKE
Henpoctumyasums
Kndonaactmka
Baroctumyasauus

AHrnonaacTtmka
ApTepuanbHble CTEHTHI
UpeckoxHasa 3ameHa
CEPAEUYHbIX KAanaHoB
HoBble aHTHarperaHThl

Jakafi® (mnenodmnbpoa)
Kalydeco™ (MykoBMCLIMAO3)
depmeHT-3aMecTUTeAbHas
Tepanus

83



BbIBObI:

Cnacunb6bo 3a BHumaHue!




