OYHKUWWN MAK
CeMunHap




TeopeTnyeckas 4acTb
3aHATUS.



KOHTAKTHAA ®YHKL WA MNMAK



Knaccuunkaumm KneTouvHbIX

KOHTAaKTOB

 BpeMeHHbIe
 [TocTOAHHbLIE

* Kneto4yHo-cybcTpaTHble
* MeXKNeToYHbIe

MexaHudeckue (agresvBHble)
3onupytoLime (NnoTHbIE)

KOMMyHI/IKaLll/IOHHbIeZ LuierieBble U
XMMN4eCKne CnHaricChbl




AnuvkanbHas

NOBEPXHOCTb N3onupytowime KOHTaKThbI
O4Y€eHb NIOTHO COEANHSAIOT
NMAK cocegHux Knetok

N3onupyoLwmim KOHTaKT

OnoscbiBaowme

I~ NeCMOCOMbI CBSI3aHbl C
aKTUHOBBLIMU pUNaMeHTamm
coceHUX KNneTok

CoeagnHUTErnbHbIN
KoMnrekc

AOre3mBHbIE KOHTaKThI

TovyeyHble 4ecMOCOMbI
CBsi3aHbl C
NPOMEXYTOYHbIMN
domnameHTaMmn coceHnx
KI1ETOK

KoMMyHMKaUMOHHBLIN
KOHTaKT (LLeneBomn)

- LLleneBble KOHTaKTbI
KneTtoyHo-cybcTpaTHbIn NO3BONSAKT COCEOHUNM
KOHTaKT KneTkam oOMeHMBaTbCS
J \_ gt S CUrHanbHbIMW MOJSIEKYIaMU U

BasarnbHas / 1l 1444 MoHaMU
MOBEPXHOCTb MNOTHbIE KOHTaKTbI

(n3onupytoLme) ceasaHbl C [MonyoecmocoMbl CBA3aHbl C MPOMEXYTOYHbLIMA

aKTMHOBbIMMK bunameHTamu, dmnameHTaMn U BHEKNETOYHbIM MaTPUKCOM

MUKPOTPyOOoYKamm wn
BHEKITETOYHLIMU MaTPUKCOM

N30OBPAXXEHUE NMOCTOAHHbBIX KOHTAKTOB



CemencTBa agre3aMBHbIX MONEKY

ALNrE3NBHBbIE TAUI CBs3b C KOHTAKT
MOJIEKYJibI LUUTOCKEJIETOM
Knaccu4eckue E,N, P VE AKmuHoeble MexaHu4eckue
Kad2epuHbl cunameHmsoi KOHMaKkmal,
CUHarcobl
JlecMocoMHbIe HecmoeneuH, | lNpomexymoyHbie |[Jecmocombli
Kad2epUHbI decMOKoJIIU ¢unameHmsbl
H (GecMonnakuH,
MnaKkoghusIfuH,
ninakoa2s106uH)
UmmyHoanobynux |N-CAM, ICAM He uszeecmHo CuHarncsi,
bl epeMeHHbIe
KOHMakmbl

Kriemok AC




CNOXHbIE MEXAHUYECKUE KOHTAKTbI — TOYEYHbLIE AECMOCOMbI

[ecmonnakuH MnakornobuH CoeguHsoLwme

[oModuIibHble B3aMOOENCTBUA MeXyY Mnakobunink | Gerkn

B6enkamu cemencTea KaarepuHoB

[Mepudepunyeckasn
nfoTHas
nracTUHKa

[lecmornenH

[lecMoKonnuH KAM

© : : : ; ()., 7 o Bi s : ‘
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MEXAHWYECKUE KOHTAKTbI — TOYEYHbIE U OMNOACBLIBAIOLWWMWE OECMOCOMbI

AKTWUHOBbIE N MUO3NHOBbLIE
domnameHTbl BHYTPU
MMKPOBOPCUHKMN

e

OnosicbiBaloLWas

JecMmocoma KagrepuHbl

MWKPOBOPCUHKN Ha annKkasibHOW
NOBEPXHOCTU KNETOK

KepaTuHoBbIE TouyeuHas
dunamenTsl (M)  AecMocoma

D\ 05

N3onupytowme
KOHTaKTbl
Myyok
aKTMHOBbBIX U
MMO3NHOBbIX
domnnameHToB

JlatepanbHag
NOBEPXHOCTb
anuTenuarnbHbIX
KNneTokK

BasanbHas

NOBEPXHOCTb BEM Monynecmocomel



U3OJIMPYIOLLUE KOHTAKTDI

KneTtka 1 Knetka 2

Baanmopgeuncrteyrowme MM

200 H™M

MexxkneTo4yHoe
NPOCTPaHCTBO : 0.6 pm
[Nonocka
TpaHCMeMBpaHHbIX Y
oenkoB
BHyTpeHHMI
MOHOCII0OMN

KneTka nunnaos BJ1C

2




VISOJIM




NMPOCBET KNWWEYHNKA

(6bicTpO
nepemMeLaroLmnecs)

N3onupytowmi
KOHTaKT

(KnayguHbl)

[MNOTHBLIN KOHTAKT

(kagrepuHbl)

[lecmocoma

(kagrepuHbl)

KepatnHoBble omnameHThl




3HAYEHUE MEXKINETOYHbIX KOHTAKTOB B NPOLIECCE
®OPMUPOBAHUA MHOIOKINETOYHOIO 3APOObILLA

1.5 oHs * 3.5 oua m‘

2 KneTku 32 KneTku

PaHHee pa3Butme amobpuoHa MblLUW.
Bo Bpems apobneHust KNeTkn cnabdo cesidaHbl Apyr ¢ APYroMm.

Ha ctagum 8 kneTtok HaunHaeTca akcnpeccus E-kagrepunHa n knetku
NNOTHO COEAMNHSAOTCA ApPYr C APYrOM.



3HAYEHUE MEXKNETOYHbIX KOHTAKTOB B NPOLIECCE ®OPMUPOBAHUSA HEPBHOW TPYBKU

[MnacTt sanuTenuanbHbIX KNETOK

NHBATMHAUWA SMNUTENNANBHOIO MIACTA
BCINEACTBUN CUHXPOHHOIO COKPALLEHNA
MNKPODUNTAMEHTOB OIMNOACBLIBAIOWMX AECMOCOM B
AMUKANBHOW YACTW KNETOK

MexaHn4eckmne KOHTaKThl,
accoLUUMpOBaHHbIE C aKTUHOBbLIMMU
domnameHTamu

ANMNTENMNANBHAA TPYBKA OTOENAETCA OT
HVOKEJEXKALLENO MITACTA KINETOK




HekoTopble npeacrasnTenu cyrnepcemMencTsa KagrepuHos

Tyrn OCHOBHAHA 12]7/1} ®EHOTUIT TTIPU UHAKTUBALIUN Y
JIOKAJIN3ALUUNA KOHTAKTA MBbILUEN
E-kadcepuH |PasnuyHbie anumenuu MexaHu4yeckue |lubenb Ha cmaduu
KOHMaKmeal 6nacmouyucmebl; HapyweHue
pa3eumusi 3aM6pUOHO8 U3-3a UX
YMJIOMHEeHUst
N-kadeepuH |HelipoHbi, KML, MexaHu4eckue |lubenb amb6puoHoe ecriedcmeuu
CKesilemHbIe MbIWUbl, KOHMaKmsli u nopokoe cepdua
Kiemku xpycmaJsiuka a2/s1a3a, | XuMu4yeckue
¢gubpobnacmsi CUHancsbl
P-kadzepuH |[lMnauyeHma, anudepmuc, MexaHu4yeckue |[lTopoku pazeumusi MOJIOYHbIX
anumenuli NPOMOKO8 KOHMaKmeal Xxesne3s
MOJIOYHbIX )KeJsie3
VE-kadeepuH | QHOomenuanbHbie knemku |MexaHu4yeckue |HapyweHue aH2uoz2eHe3a (anonmos
KOHMaKkmeal 3HAomenuanbHbIX K/1IeMOK)
Hecmokonnu | Koxa Jecmocombi O6pa3soeaHue ny3bipel us-3a
H nomepu MexKsiemo4HbIX
HecmoaneurH KOHmMakmos
KadzepuH 23 | 3numenuii HympeHHe20 Konmakm nmyxoma
yxa u dpyaue anumersnuu Mexoy
cmepeoyunusim

MOLECULAR BIOLOGY OF THE CELL, 5/E (G

Flamingo

CeHCOpHbIe U HeKomopbie
opvaue 3numesnuu

MeXXKi1emoYHbI

e KOHMmaKmbsabi

ARLAND SCIENS, 2008)

HapyweHue opueHmauuu K/1emok;
dedbekmbl HEDBHOU MbVO KU




KINETOYHO-CYBCTPATHBIE KOHTAKTbI — MNMOJTIYAECMOCOMBbI

anutenuanbHaga Knetka

KepaTtnHoBble
domnameHTbI KepaTuH
Monynecmocoma
WNCTOHWH
EM a
\ MnekTuH

e

(A) NHTerpuH (a6p4)

KonnareH XVII
— JlaMWHWH

KonnareH

(B)



[laTonornsa MmexaHn4eckmnx KOHTaKTOB - My3blpHbIE OEPMAaTO3bl

4
i o . 2 » e - -

(A). M'nctonornyecknin npenapat Koxu npu nemauryce. lNpouncxognt obpasoBaHne aHTUTeEN K 6enkam
MEeXaHN4YEeCKNX KOHTaKTOB (4eCMONSakuHy, NNakouniunHy), B pesynbtate Yero CTPyKTypa KOHTakTa
paspyLaetcs. ObpasoBaHue ny3bips Ha Koxe. (B). Okpacka aHTUTenamu npu griyopecLeHTHON
MUKpockonun. dukcauusa cneundundeckux IgG Ha NOBEPXHOCTM KEPATUHOLMTOB (CTpenka).

DERMATOLOGICA SINICA 28 (2010) 1-14



[MposiBneHue ny3bipyaTku (Ha npumepe bynnesHoro annaepmMosinsa)

ORPHANET JOURNAL OF RARE DISEASE, 2010; 5:12



KOMMYHUKALUMNOHHbLIE KOHTAKTbI
LLEJIEBBIE KOHTAKTHI

Baanmopgeuncrteyrowme MM

KaHan 2 Hv B
anameTpe

KOHHEKCOH cocTouT

N3 6 MHTErpanbHbIX
[1Ba KOHHEKCOHa hopMUpyIOT fenkoB

KaHan mexay coceaHUMU (KOHHEKCMHOB)
KneTkamu



Bonblwon
LieneBomn
KOHTaKT

Mem6paHbl

Manbin




[MTaTonorma KOHHEKCUHOB

rNPOSIBJIEHUE 3ABOJIEBAHUE reH
KOHHECKHUHA
HECUHOPOMAIJIbHAS BpoxaeHHas rmyxoTa, AP, A[l, aMreHeTnyeckas Cx 26; Cx 30
HEWPOCEHCOPHAAS
TYIrOYXOCTb Cx 31
[MyxoTa ¢ no3gHen maHudecTaumen
CUHOPOMAJIbHAS AxkmodepmanbHas ducnna3us, KID-HID-cuHOpom Cx 30, 31, 26
HEWPOCEHCOPHAS (kepamum, uxmuos, 211yxoma)
TYIrOyXoCTb
CuHldakmunus IV u V nanbues
Cx 43
APYIUE 3ABOJIEBAHUS | CemeliHass gpopma ¢hubpunnsuyuu npedcepouli Cx 43, 40
CewmeliHasi popma acucmonuu npedcepouti
BpoxxdeHHasi 2unonna3us ieebix omoesioe cepouya
Bpoxx0eHHbIl Oeghekm AV-nnepe2opooKu
TATOJI0OI U5 BpoxgeHHaa kaTapakTta (pasnuyHble TUMbl) Cx 50, 46

XPYCTAJIUKA I'T1A3A




KOMMYHUKALUMWOHHbLIE KOHTAKTbI
XMMNHECKNE CUNHATICbI

MuenuHosas
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OMNOPHO-COKPATUTENLHAS
(MTOKOMOTOPHAS) dYHKLINS
MNAK



BapI/IaHTbI opraHn3auunmn akKTMHOBbIX MI/IKpOCbI/IJ'IaMeHTOB B KJ1ETKE Ha rpumMmepe cbm6p06naCTa

KopTukanbHble \! dunonoauu
dunbpunneol \

MapannenbHaga nnoTHas
cbopka

CokpaTtutenbHble hunameHTbl enb-nogobHasa cbopka

100 nm



OPTAHM3ALMA MUKPOSUITAMEHTOB B MYYKN AKTUHOBbLIX HUTEW

AMOpP@HLIN,
NMOTHbIN
Bad PErvoH
’ Mntoc KoHew
’ F-akTuHa MuKpoBOpCUHKa
R B F-akTuH
fﬁ%ﬁi Al
! NatepanbHble
e p LY

ACB
(MMO3WH |,
KaribMOAYIH)
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TepMuHarnbHbIN
panoH
[MonepeyHble
ACB (BunnuH,
PUMBPUH)

(A)

Tpm

MUKPOBOPCUHKN 3NUTENUA TOHKOTO KuwievyHuka. (A) AKTHOBbIE brnameHTbl cBa3aHHble ACB. (B)
OneKTpoHHas MnkpodoTorpadus 3amopoxeHHoro obpasua u (C) obbivHOro obpasua.



OPFAHM3ALMA MUKPO®UINAMEHTOB B CETU AKTUHOBBLIX HUTEW

AkTnH  AgayuuH SAKOHbI MM o603HayeHa

KOMMIekKc CepbIM M1aTo Ha
cxeme

74 Q
3y T8 o
& CnekTpuHOBbLIN

4 N,

y
4

AKTUH
: P
CnekTpuH

v (]
~»—-.._ 3 ‘4
49 { 3 G

TponomuosnH -~ «=

band 4.1

/ HaN 2%

/@ band4. HOOC dnacTnyHas cBA3b

band 3 Mexay goMeHamu
FrvkodopuH . e ' B uenb

AHKNPUH




AKTVH B
KNeTOYHOM
KOHTaKTe

MOLECULAR BIOLOGY OF THE CELL, 5/E (GARLAND SCIENS, 2008) 5pm



MembpaHonaTtum apuTpoLnTOB

3AB0JIEBAHUE BEJIKU JIOKYC % rPOABJIEHUE
HacnedcmeeHHsIli O- CMEeKTpUH 1923.1 65 |[[eTepo3nroTbl - aCUMNTOMHOE TEYEHMUE
annunmoyumos (Afj) FoMo3uroTbl* - Tspkenasi aHemus
B-cnexTpuH 14g23.3 30 |leTeposuroTsbl - BapnabenbHble
FfomMo3uUraTbl® - 00bIYHO dhaTanbHble
MpotenH 4.1R 1p35.3 5 [eTepo3nroTbl - aCUMNTOMHOE TeYeHue
FoMOo3uroThl * - Tshkenaa aHemus
HacnedcmeeHHsbIU AHKHAPHAH 8p11.-21—50-60—BapuabesrsHiie-fiposisieHust————
cgpepoyumos (AP, AL])
Hpyrne 6enku 30-40
HO2o03anadHbIl Band 3 17q921.31| 100 |lemepo3uzomsbi -
asuamckuu acumMnmomHoe/fneakoe

*
- BKIMIO4asa Ccritydan KoMnaygHbIX retepo3nroT

F'omo3zuzombi - sHympuympobHas
aubenb
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HacnencTtBeHHbIN annMNTOLUUTO3: B HacneacTtBeHHbIM CTOMATOLMTO3: B

HacnencTeeHHbIN chepoLmnTos: B ngpmcbepmquKom KPOBU ngpmcbepmquKom KPOBU
NEpUAEPUIECKOl KPOBMA 0BHapyXMBalOTCA ANNUNCOBUAHBIE  OBHapYXXMBAeTCA MHOXECTBO KINETOK
SPUTPOLUTHI. c ocobeHHoCcTAMK opraHusauun MNM.

obHapy>k1MBaloTCa ManeHbkme
cthepuyeckmne KneTkm n GonbLume
NONMUXPOMHbIE 3PUTPOLIUTBI.

YBenu4yeHa naccuBHas
npoHuyaemocTtb M.



OPTAHU3ALUVA MUKPOTPYBOYEK B PECHNYKAX MEPUATEJIbBHOIO SIMNMNTEJNA

NOMNEPEYHOE CEYEHUE

NMPODUIIb

MOLECULAR BIOLOGY OF THE CELL, 5/E (GARLAND SCIENS, 2008)



Cxemaruyeckoe nsobpaxeHue Ocb

HOPMasIbHOI CTPYKTYPbI MukpoTpybotka A
bueHTpuonu (9/2 + 2) B

MocT

|
1
} LinnnapHas
|

MukpoTpybouka B

MOMepe4YHOM CeYeHNM /@; ‘membpana
MMKPOPECHUNYKN AkcoHema | HapyxHas
: ANHENHOBas
HekcuH '. = pvHKa
ﬂ
A
BHyTpeHHsS / ‘
OVHENHOoBas I
py4Kka g
QQ e
r?
3‘:“\
LleHTpanbHas
MUKpOTpYybOoUKa
Aynnet PaguanbHasi cLUMBKA
MWUKPOTPYyOo4eK :

LleHTpanbHas clumBka  MexaynneTHas clumBka (HEKCUH)

SCHWEIZ MED WOCHENSCHR 2000; 130; N19



BapuaHTbl opraHmM3aLUun pecHuYek

ONeKTPOHHas MMKpooTorpadmsa pecHmyek B nonepevyHoM cedeHun. a) HopmanbHaga ynstpacTpykTypa. B)
LinnnapHas auckuHesus (L), oedekT Hapy>XHbIX 1 BHYTPEHHUX OUHENHOBBIX pyyek (cTpernka). c) U,
AedekT pagmanbHbiX 6enkos.

EUROPEAN RESPIRATORY MONOGRAPH 2011; 54: 201-217



OpueHTauns MUKpPOpPEeCcHNYeK MepLuaTenbHOro anuTennus 6poHXoB -

ONEeKTPOHHas MukpodoTorpadus MMKPOPECHMNYEK B NONepevYHOM cedeHun. a) HopmarnbHoe pacnpeerneHue,
6e3 OTKNoOHEHNS HanpaBneHns bueHnst pecHuyek (B npegenax 11.6 rpagycos). B) LiunnapHasa gucKnHesuns,

OTKITOHEHME HanpaBneHus dueHna (oo 51.9 rpagycos).
JOURNAL OF CLINICAL PATHOLOGY 1989; 42: 613-619



[TposiBNeHna nepBUYHbIX LnnnapHbix gucknHesnn (ML)

rnepvog CUMITTOMBbI

HeonamanbHbil | >75% OoHOWweHHbIX demell uMerom pecnupamopHbIli ucmpecc-cCUHOPOM,
mpe6yrowuti NUBJT;
PuHopesi; pa3nu4Hbie eapuaHmbi 2emepomakcuu; 2udpoueghanus

Hemckuu XpoHu4eckull npodyKmueHbIl unu cyxol Kaweslb, amesiekma3sbl JIe2Kux u
eo3pacm nHeeMOHuUs1 (He ecea0a accouyuupoeaHsi ¢ NMYA);

PeaynsipHbil puHum, nosnunsil Hoca (pedKo 8 3momM eo3pacme); msixenbil
XPOHU4YecKul cuHycum y demeli cmapuez20 eo3pacma;

CpedHuli omum ¢ ebIMOMOM; my20yxXocmhb

IModpocmkoenlii u | Takue e Kak u 8 0emcKoM eo3pacme:

e3pocsibiu Yawe 6poHxoakma3snbi (83%);

eo3pacm XpoHuy4yeckasi crusucmo-2HoUHasi MOKpoma; noJsiurbl Hoca;
®yHKUUOHaJIbHbIE JIe204YHbIe mecmbl MoKa3biearom o6cmpyKmueHbie usnu

CcMewaHHble U3SMEeHEeHUSI;
Becnnodue u My)X4uH; 3Kmonu4yeckass 6epemeHHocmb U cy6ghepmusibHoCcmMb

Y XXeHWUH

EUROPEAN RESPIRATORY JOURNAL, VOL.34, N6, 2009; 34: 1264-1276



PEUENTOPHO-CUIM'HAJIbHAA
OYHKLUWNA MNMAK



Buabl 1 YHKUNN KNETOYHbIX
DeELENTOPOB

MemOpaHHbIe:
- y4acTBYIOT B TpaHcnopTe yepes [1M,

- B KITETOYHbIX KOHTAKTAaxX,

- B (pukcaumm Ha membpaHe 0enkoBbIX
KOMMJIEKCOB U OpraHonaos,

- B Nnepefade curHarna B KreTky n B ero
yCcuneHmn (bbICTPbIN OTBET Ha CUrHar)

LinTonnasmatun4yeckue:

- YYacTBYIOT B repegade curHana B 4po 1 B
N3MEHEHUN aKTUBHOCTU AOEPHbIX FEHOB
(MeaneHHbIN OTBET HA cUrHarn)



[Mepenadva curHana BHYTRb KIETKN

BEbICTPbIN
OTBET
(< cek - MUH)

BHekneTo4yHas curHanbHas MorJieKyna

~— |

CtepouHbI rOPMOH

__— Memb6paHHbIN peuenTop

LunTonnas

p%‘emop

N

Apgpo

7

U3meHeHue
aKTUBHOCTMU yXe MEONEHHbIN
CYLLEeCTBYHOLWMNX OTBET

GenkoB B KneTke (MUH - yachbl)

\ CuHTe3 HOBbIX OenkoB

\ /

3anyck MonekynspHoro npotecca

OTBeT KNneTku



AOEHUNATUMKITASHAA PELEMNTOPHO-CUTHATIBHAA CUCTEMA (1)

Apgenunarumknasa

AKTMBMpOBaHHasA
a-cyobeamHuua
G-6enka MV

CurHanbHasa mosnekyrna

MNepenava

curHana
ULAM® ose .
el !; >
MHaKTMBMpOBaHHaH : 2
MpoTenHknHasa A AKTMBMpPOBaHHas
MKA
LMTOMJTASMA

BbICTpPbIN OTBET Ha CUrHan - cboccbopunuposal-me yXXe CyLlecTBYLWUux 6enkos
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PaboTta doepmeHTa ageHmnaTumnknassl
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AOEHUNATUUWKITASHAA PELUEMNTOPHO-CUTMHATIBHAA CUCTEMA (2)

AKTUBMpPOBaAHHas
MKA

- UATOTNA3MA

AOPO \

ApnepHas nopa

AkTnBupoaHHas NKA

AKTUBMPOBaHHBIN (hOCHOPUIMPOBaHHbIN)
dakTop TpaHckpunummn CREB

-
-

//' \ \\
- AKTMBaLUUSA reHoB

AHK

" TPAHCKPUTMUWA
NPHK e e

MepneHHbIn OTBET HAa CUrHan — cCHava’sna uget cuHTe3 6enkoB,
a 3aTeM U3MEeHEeHne X aKTUBHOCTHU



POCPATNANN-MHO3NTONOBAA PELIEINTOPHO-CUTHATIbBHAA CUCTEMA

CurHanbHasa mosnekyna

® AkTnBaums A
KTMBMPOBaHHAsA
peu,enTI(-)lpa AKTnBaLNS a-c 61:%0 mim aa
B doconmnassl YOBEANHIL

G-6enka Avauunrnuuepon

>

7 \ 7 \
21Ky “EIN ®

_;//: \\\\
AKkTuBaums
AKTMBMpPOBaHHas MpoTenHkuHassl
a-cyoveamHuua G- o. © C
6enka N, ® ™ 2 ® Caz2+
OTKpbITHE
rolicC

Figure 16-25 Essential Celi Biology (® Garland Science 2010)



AP eKTbl peLlenTOPHO-CUrHAMbHbIX CUCTEM

PCC ICB | KITITOYEBOU | AKTUBHOCTb Bl ®QEPMEHT | BEJIKU-MULLEHU
PEPMEHT Ko 2
AdeHunam- + Al AT uAMo KA Omkpsbieaem Ca**
yuknasHasi npespawaem kaHanbi 8 23[1C,
e UAMo akmueupyem
¢gakmop
mpaHcKpunuyuu
CREB
dochamudun| + ®J1C dUP AT, rnKc Omkpbieaem Ca™
- pacwennsiem | U, ® kaHanbi 8 23l1C u
uHo3lumoJsioea Ha JAl" u U,® v
s -
LFCB — ryanunar-ceassiBaowuis benok (G-benok)-ALl — anenunat-uuknasa, ®AC - |

cocponunasa C; PN — cocpatnaun-uHosuton docdat; Al — anaumnrnuepon; N, ® —
nHoanTton-3-gocdart; BN — BTopnyHbIn nocpeaHuk; NKA — npotenH-knHasa A; MNKC -
npoTenH-knHasa C; M — nasamatnyeckas membpaHa



MHONBULOYAITSUPYOLLAA
OYHKLUWNA MNMAK



KneTo4yHble mapkepbl (AHTUreHbI)
-VIHpynBugyanmnamnpyoLwme (rpynrnoBblie) MapKepbl - TOKannM30BaHbl Ha
OANHAaKOBbIX TUMNax KNETOK Y pa3HbIX OPraHM3mMoB

- dnhdepeHuMpoBOYHbIE MapKepbl - TIOKaNINM30BaHbl Ha Pas3HbIX TUMax
KNIETOK OOHOro opraHu3ma

CTpyKTypa MapKepa KoaupyeTcs annenbHbIM1 BapuaHTamu
ornpeneneHHoro reHa



FPYNMNOBLIE MAPKEPbLI
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TpaHCcdy3nOHHO-3HAYUMBbIE TPYIMbl KPOBU
ISBT | System ISBT Locus ISBT System ISBT Locus ISBT System ISBT Locus
No. name | symbol No. name symbol No. name symbol
001 ABO ABO 9 011 Yt YT 7 021 Cromer CROM 1
002 MNS MNS 4 012 Xg XG X 022 Knops KN 1
003 P P1 22 013 Scianna SC 1 023 Indian IN 11
004 Rh RH 1 014 Dombrock DO 12 024 Ok OK 19
005 | Lutheran LU 19 015 Colton CO 7 025 Raph RAPH ta §
006 | Kell | KEL | 7 | o1 | Landsteiner- [y | 9 | ggg | JohmMilton 1 pypy 5
Wiener Hagen
007 Lewis LE 19 017 | Chido/Rodgers | CH/RG 6 027 I I 6
008 Duffy FY 1 018 H H 19 028 Globoside GLOB 3
009 Kidd JK 18 019 Kx XK X 029 Gill GIL 9
010 Diego DI 17 020 Gerbich GE 2




CTPYKTYPA IPYMNMNoOBbIX MAPKEPOB

MNSs Lutheran s N-glycan
Gerbich LW
Indian Xg

O-glycan w2
Q CHO .\

Cromer
Yt
Duffy Collon

Domgrock
JMH

ﬁ@ (N

...... lnside

MnkonpoTeuHbl

Cnukonunuab! lpoTenHb! (Reid ME et al. 1997)



CTpykTypa aHTureHoB A, B n H Ha
NOBEPXHOCTU IPUTPOLIUTOB Y
nogeun ¢ pasHbiMU rpynnamu

KpOBM.

Keagpat — D-ranakrosa;
lecTnyronbHuK — N-auetumn-
rafiaktodaMuH; TpeyrosibHuK — N-
aueTun-rnoKo3amMunH; Kpyr — L-

doykosa

N-auetun-
rMIOKO3aMUH

B
-

" D-ranakTosa




) _, A 1 H aHTureHnl

(G\'\‘O\ /

15
Ne

i »- / ) rewt! B v H aHTureHbl
H aHTureH —y/'

/ i% reHbl

—& A B, 1 HaHTureHol
HH or

Hh reHbl Oo / /“e/y6
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Mpekypcop —
uepamng NM \
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\‘ H . aHTuren

_ OrtcytcTBYE
- aHTUreHoB
N _ AO, AA, BO, BB , v
H aHTureH He obpasyetcs NOBEPXHOCTU

AB’ OO rensl SPUTPOLINTOB



YacTtoTa BCcTpedaemMocTu rpynn Kposu cuctemol ABO

®EHOTHI YACTOTA (%) FEHOTUIN AHTUMEHbI HA | AHTUTEJIA B
3PUTPOLIUTAX KPOBM
A (ll) 42 A/A A Anti-B
A/O
X[ 38 0/0 - Anti-A
Anti-B
B (Ill) 16 B/B B Anti-A
B/O
AB (IV) 4 AB Aand B -

YacToTbl yKkasaHbl 4ns eBponenckon nonynsauum




Mpynna kpoBu [nasma kposw BesonacHoe nepenviBaHne Kposu

oT K
AB A, B, O, AB AB
B B, O B, AB
A A, O A, AB
O
o A, B, O, AB

Copynght © 2004 Pearson Education, Inc., publishing as Benjamin Cummings.



3HayeHne cuctembl pesyc npn 6epemeHHocTH (1)

XKeHwmHa ¢ Rh(-) rpynnow KpoBu, reHoTun: MyxuunHa ¢ Rh(+) rpynnon kposu, reHOTUN:

Bce getn umetot Rh(+) rpynny kposu, reHotnn Dd

My>xudnHa ¢ Rh(+) rpynnon KpoBu, reHoTUnN:

50% peten umetot Rh(-) rpynny kposu, 50% peten nmetot Rh(+) rpynny Kposu



3HayeHne cucTembl pesyc npn 6epeMeHHOCTH (2)

TpaHcnnaueHTapHbIN Nepexos
Rh(+) aputpounToB nnoga K
Rh(-) »xeHLnHe:

Rh(-)

N

CeHcnbunusauusa
MaTEPUHCKOro opraHm3ama
(obpasoBaHme aHTUTEN NPOTUB
6enka Rh)

Rh(-) Rh(-)

2>

TpchnnaueHTaprM nepexon aHTuten lemonunTtuyeckasa 6onesHb nnoaa



ANDODOEPEHUUPOBOYHbLIE MAPKEPbI — MAPKEPBLI NMABHOIO
KOMIMIEKCA TMCTOCOBMECTUMOCTHU

- F'KC — rpynna reHoB 1 KogMpyeMbIX UMW aHTUFEHOB KNETOYHOM NOBEPXHOCTMH,
HeobxoauMble AN pacno3HaBaHUS YYXXePOAHbIX KNETOK

-9TH MapKepbl 3KCMNPeCCNPYHOTCA Ha NOBEPXHOCTN BCEX AOPOCOAEPKALLNX KIMETOK

- Y yenoseka oHM HasbiBaroTcAa HLA-aHTUreHbl

- Kaxxgbi yenoBek umeet MuHMMyM 12 reHoB cuctemsl HLA, oHn cogepxaT 6ornbLuoe
4YMCNO annenen, Kaxabli N3 KOTOPbIX HE AOMUHUPYET Ha4 ApYyrnMu

- HLA cuctema, pacnonoxeHHas B BUAe rpynnbl CLENMEHHbIX reHOB Ha XPOMOCOMax
POAUTENBCKOro NMPOUCXOXOEHUS, HA3bIBAETCS ransioTUNom

- KpailHe HeBeposTHO, YTO ABa HEPOACTBEHHbLIX YernoBeka OyayT UMeTb UOAEHTUYHbIE
Habopbl annenen aTUx reHoB (3TW pasnun4ynsi 00ycrnaBnMBalT CHOXHOCTU B noabdope
naeanbHOro JoHopa npwu nepecagke opraHoB)



'KC knacca 2

Xpomocoma 6

'KC knacca 1

Komnnekc cuenneHHbix reHoB HLA

Mapkepsbl BToporo knacca N'KC
pacnoroXeHbl Ha NOBEPXHOCTH
KNeToOK MMMYHHOW CUCTEMbI
(Makpodharax u AeHOPUTHBIX KIETOK)
N HeobXxoaMMbl 49 B3aMOLENCTBUSA
3TUX KIETOK C ApYyrMMn B npouecce
WMMYHHOrO OTBETa

Mapkepbl nepsoro knacca 'KC
pacrnonoXeHbl Ha NOBEPXHOCTH
BCEX COMAaTMYECKUX KITETOK U
Heobxogumbl AN
AndpepeHLNPOBKN
HOPMarnbHbIX KIETOK OT
YyXXepPOOHbIX:

- 3apaXeHHbIX BUpycamu,
BHYTPUKIETOYHBIMU
BGakTepnamm unm
NpPOCTENLLNMMN;

- TpaHCOPMMPOBAHHbIX
ONyXosNeBbIX KMNETOK;

- TpaHcnnaHTaToB



KonnyecTtBo annenen

reHoB cuctembl HLA

MHC KJIACC | YUCJ10 AJINIENIEUA
nmasHbIe aHMU2€eHbI:
HLA-A 1884
HLA-B 2490
HLA-C
1384
MuHopHbIe aHMU2€eHbI:
HLA-E 11
HLA-F 29
HLA-G
49
MHC KJIACC II -A -B
DP- 34 155
DQ- 47 165
DR- 7 1186

CLINICAL AND TRANSLATIONAL MEDICINE 2013; 2:6




Buonornyeckoe n MmegmuuHcKoe 3HavyeHune cucrtembl HLA

- MNon6op JOHOPOB OpraHoOB UMM KOCTHOrO Mo3ra nepes TpaHcnnaHTaumen

- OnpegeneHne oTLOBCTBA

- NoeHTndoumnkauma reHetTndeckom npeapacrnosiodXeHHOCTU KO MHOMMM
3aboneBaHnAM

- Pacuet pucka passutus bonesHem B ceEMbe

- AHTpononornyeckas xapakTepucTmka pasHblX pac U STHUYECKUX rpynn

- N3yyeHne paboTbl UMMYHHOW CUCTEMBI



OyHKUMA poacTea (y3HaBaHUSA)

pacrno3HaBaHMe CUrHanos

06pa3OBaH|/|e KINETOYHbIX KOHTaKTOB



CAMOCTOATEJIbHAA
PABOTA B AJIbBOME



3agaHue AnAa ctomaTtonorm4yeckoro pakynbreTa
no teme «TpaHcnopTtHaa pyHKuma NMNAK»

CocraButb «Cxemy euooe mpancnopma uepes ILAK» (TpaHcnopT MOJEKYI U HOHOB —
BUJIbI;; IMTO3 — BUJIBI).

Hapucosats «Cxemy padorel Na™/ K -nacocay : ykaszars [IM, LII1; Kon4ecTBO HOHOB
Na"u K", TpancropTupyeMBbIX U3 U B KIETKY 3a | UK/, 0003HAUYUTH KOJIMYECTBOM 3HAKOB
«+» nmonsgpuzanuro [IM kak pe3yasTar paboThl Hacoca.




BbIMNOMHEHUE 3A0AHUN B AlIbBOME

Tema

«PYHKLUUM NOBEPXHOCTHOro annapara
KNeTku (KOHTaKTHas, peuenTopHO-
CUrHanbHas)».

3agaHusa ans ne4yeoHoro,
neanaTpuyecKoro U CToMaToriorm4eckoro
daKkynesTeTOB.



HapucoBaTtb ¢ Tabnuubl Ha
cneaywuiem cnange

«Cxema ageHMNaTUMKNA3HOIo NyTH
nepepayuv curHana 4yepes

nrasmMaTU4yecKyro memopaHy.



AOEHUNATUMKITIASHAA PELUEMNTOPHO-CUTHATIBHAA CUCTEMA

Apgenunarumknasa

AKTMBMpOBaHHasA
a-cyobeamHuua
G-6enka MV

CurHanbHasa mosnekyrna

MNepenava

curHana
r
AMO
) ® 00y ‘ ~
- ... ® \L__/
- ‘ e
s "."“
I/IHaKTMBvipOBaHHaﬂ : 2
MpoTenHknHasa A AKTMBMpPOBaHHas
MKA
LUNTOIMIA3SMA

&
NMKA cdocchopunupyet 6enkun



HapucoBaTtb ¢ Tabnuubl Ha
cneaywuiem cnaunge

«Cxema chochaTtnannMHO3INTONOBOM
CUCTEMbI»



POCPATNANN-MHO3NTONOBAA PELIEINTOPHO-CUTHATIbBHAA CUCTEMA

CurHanbHasa mosnekyna

® AkTnBaums A
KTMBMPOBaHHAsA
peu,enTI(-)lpa AKTnBaLNS a-c 61:%0 mim aa
B doconmnassl YOBEANHIL

G-6enka Avauunrnuuepon

>

7 \ 7 \
21Ky “EIN ®

_;//: \\\\
AKkTuBaums
AKTMBMpPOBaHHas MpoTenHkuHassl
a-cyoveamHuua G- o. © C
6enka N, ® ™ 2 ® Caz2+
OTKpbITHE
rolicC

Figure 16-25 Essential Celi Biology (® Garland Science 2010)



N300pasnTb co cxembl Ha crieayloLlem cnanae

«Cxema paboTbl CUHAaNTUYECKOro KOHTaKTa»

YKa3aTtb
aKCOH 1 OeHAPUT /MblLLIEYHOE BOMOKHO,

npe- N NOCTCUHaNTUYECKYI0 MeEMOpaHy,
CUHaNTUYECKYIO LENDb,
Na*/ K™ -Hacoc,
Ca®*-kaHan,
MT B akcoHe,
NHOYUMPYEMbIA 3K30UUTO3 HeMpomeauaTopa,
peuenTopbl K HenmpomMmeauaTopy.



«Cxema paboTbl CUHANTU4YECKOro KOHTaKTa»

MuenuHoBas
o ‘ \ obonouxa
CHHaNTHYeCKHA | “AKCOH
My 3bipek \l\ \J =

Harpressiil
MoteHunan L KaHan
_ ReHcreMA :
3 1
Bxop Ca'* K
B KNeTKY ;

JKIOUHTO3 ' :
uoﬁpoummopa\

Cuuannmcm

MaccuBHbIM TPAHCNOPT MOHOB
aTpus

HeHpoMeaHaTopa =
C @ro peuenTopom I



N300pa3nTb CO CXxeMbl Ha crnegyoLem
crnavnge

«Cxema CMPOEeHUSA KOHMaKmoe. MexaHU4YeCKuUX,
usosiupyrowux, KOMMYHUKaQUUOHHDbIX».

[lognucaTb Ha cxemMme BMAbl KOHTAKTOB U X OCHOBHbIE KOMMOHEHTbI.
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CINACMBO 3A BHUMAHUE



