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Joapic Nel

1. Takpipbin. 7ZKacylmiaHbIH MOJIEKYJIAIBIK 0HO0J0TUsICHI. JKacylIaHblH HETi3T1 KOMIIOHSHTTEPiHIH
KYpPBUIBIMBI MEH KbI3MeTi. buomemOpananap apKbuUibl 3aTTap/sl TackiMainay. MemOpananap IbiH
aare3uBTi Kbi3MeTi. ChIPTKBI CUTHAJIBI JKacyiara Oepy. Curnain 6epy »oJjgapbl MEH CUTHAJ Oepy
KYUEJIepiHiH Typaepi.

2.Makcarpi: JXKacyma TipuIiiiriHe KaTbICaTblH HETI3T1 KacCylIalbIK 3JEMEHTTEp Typalbl, COHJa-aK
KacymaapaiblK OaimaHpICTapABIH TY31Ty MEXaHHM3MIEpi, aare3us, >KacymanaH ThIC MaTpHUIla Typajibl
TYCiHIK Oepy.

3.Jlopic Te3ucTepi: MoJieKyJIaJbIK OHOJIOTHSI - TCHETUKAJBIK aKIapaTThl cakTay, Oepy JKoHE CHTI3y
MEXaHU3MJIEpiH, TYpPaKTbl eMec OuomnonumepiepAiH (OelokTap MeH HYKJICHH KbIIIKbLIIAAPhI)
KYPBUIBIMBI MEH KBI3METIH 3€pTTEHTIH OMOJOTrHs FHUIBIMAAPHIHBIH KelleHi. JKacyliaHelH yII HETi3Ti
KOMITOHEHTI: SJIpO, IIUTOIIa3Ma JKQHE OJIap/bl KOpIiam TYpFaH jkacyllla MeMOpaHachl - Maa3MoJIeMMa.
[{uTorurasma (UMTOILUIa3Ma) KacyllanapFa THAOIUIa3Ma, OHBIH KYpPaMBIHAAFBl MIiHICTTI >KaCyIIalIbIK
KOMIIOHEHTTEp — OpraHesuiajgap, COHAal — aK OpPTYpidl TYPaKThl eMec KYPbUIbIMIAp-KOCHIHAbLIAD
Kipemi. ['manoruasma-akybei3gap, HYKICHH — KBIIIKBUIIAPBI, IOJIMCAaXapuiaTep CHAKTHL  dpTypui
OouornonuMepaepi KaMTUTBIH KYpAedi KOJJIOWATHIK >KyHe. ['Manormima3MaHbIH KypamblHa HeETi3iHEH
OpTYpIi TIOOYJSAPIBI aKyb3Aap Kipeni. ['manmoria3zMaHblH MaHBI3AB (DEPMEHTTEpiHE KAHT, a30TThI
HeTi3/1ep, aMMHKBIIKBUIIAPbI, JMIUATEP >KOHe Oacka Ja MaHbI3/Ibl KOCBUIBICTApAbIH METabosIn3M
dbepmentTepi xaransl. [manorinasmana akybl3 CHHTE31 Ke3iHIE aMHUHKBIIIKBULIAPBIHBIH aKTHBTEHY
depmentrepi, Taceivangay (tparcdeprrik) PHK (TPHK) opnanackan. YKaHa opraneuianapablH naiiaa
Oomysl ylIiH OyphIHHAH O0ap opraHHesUIa/laH PyIUMEHT HEMECEe MaTpHIla TYPIHJE aKmapaT KakeT. Opoip
OpraHouJ| THAJIOIUIa3MaJia OHBIH MaMaHIAHIBIPbUIFaH (YHKIUSCHIH OPBIHIAY YIIiH OHTAMIBI OPBIH
ananpl. OprasesJiiep - jKacyniaHbIH aca MaHbI3[bl KOMIIOHEHTI, KaTaH OENTJICHT€H KYPBUIBICHI MEH
byHKIUsAIaphl 0ap xKacymia KYPhUTbIMBIL.

OYHKIMOHAIIBIK 0enrici OOMBIHIIIA OpraHesuagap:

1 - >xanmbl MaHBI3BI Oap OpraHesnaiap;

2 - apHalibl MaHBI3BI Oap OpraHesanap;

KypbUIsIMIBIK MPUHIUT OOMBIHIIIA OpraHeaiap:

1 - memOpananeix (Mutoxonapusiiap, EPS, KI', nm3ocomanap, nepokcrcomanap);

2 - wMeMmOpaHanblKk emec ((UOPWILIAPIBIK oOpraHemianap (MHUKPOTYTIKTEP, MHUKpO(QUIaMEHTTED,
KIpIIKIIEenep, JKTYTHKTEP, I[EHTPHOJAAp) »JKOHE TpaHyJsapisl  opra”emaizap (pubocomaiap,
nojucomainap). Opranenianap IUHAMUKAIBIK KYPbUIBIMAAP OOJBINT TaObUIAIbI; OJIIIEMIEpiH e3repTe
anmaapl, Oipak KaielmTacThipMaiinbl. JKaHa opraHeyutanapabl Kypy YIOIH PYAMMEHT HEMece MaTpHIia
TYpPIHIEri aKmapaT KaxeT. Op OpraHeiia T'Hajorja3Maja OHbIH MaMaHIaHABIPbUTFAH (DYHKIUSCHIH
OpBIH/AY YIIiH OHTAMIIBI OPBIH AJIafIbl.

buomemOpananap - OyJ1 jKacyllaHbl CHIPTIHAH IIEKTEUTIH >KoHe KeiOip opraHeiianap/sl, COHIai-aK
SPOJIBIK KAOBIKTHI - KapHOJIEMMaHBl KaJBIITACTBIPATHIH JIMIIOMPOTEUATIK TYy3UTiMIep. XUMUSIIBIK
KypaMbl, MeJlIepi XoHe (QYHKUHMsIAphl OOMBIHIIA epeKIIeNeHeTiH, OipaK KYpbUIBICTBIH OipbIHFai
»ocrapbl 6ap OipHerie MeMOpaHaiap TYPiH aXKbIpaTabl.
KacymanbiH 0apiblKk MEMOpaHaIapBIHBIH JKaIbl CHIIATHI OJIap JTUMONPOTEUATI TAOUFATTHIH KIHIIIKE (6
- 10 uM) kabarrapsl OoibIN TaObLIaABl (SFHM aKybI3Jap KeIIeHIHJeT1 aumnuarep). Kacymaabik
MeMOpaHaTapAblH HETI3T XUMUSUIBIK KoMmmoHeHTTepi munuarep (40%), akysnmap (60%) xoHe
keMipcynap (5-10%) Gonbin TabGpuiaasl. Jlumuarep (rpek. lipos - mail) - cyna epimeiitin, Oipak
NoJIsApABl  eMec epitkimrepae (ximopodopmaa, 3¢upae xoHe T.0.) epuTiH TaOUFU 3arTap TOOBI.
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Jlunuarepain Monekynanapbl aMGuGUIbAl O0IBIT TaOBLIAABI, SFHU JIMOUATIH OpOip MOJIEKYIACHIHBIH
ruapoduIIbIl (cyaa epuTiH) «b6acTtapbl» jkoHE eki THApodoO0TH (Cyaa epiMEeUTIHIAEP) «KYUPBIFBD (6, A-
cyperrep) Oomanbl. «KyHppIk» MoONeKyIaapsl Y3bIH KOMIPCYTeK Ti30eri OOJbIm TaObLIaIbI.
MemOpaHanapablH aKybI31aphbl KacyllalblK MeMOpaHanap canMarblHbIH 50% -bIH Kypaiasl. Onapasiy
pedi MemOpaHaapabiH (yHKIIMOHAJIBIK OCIICEHAUTITIH KaMTaMachl3 €TyiH/Ie, aTall alTKaH/a:

1 - 3aTTapabl TackIManiayFa KaTbICalbl;

2 - KeJIIK COpFbhIIaphl MEH HOHJIBIK apHaJapAblH KYpaMbIHa Kipei;

3 - JKacyIlara curHai oepyre Katbica OTBIPBII, GEPMEHTTEP MEH pelLenTopiap O0JbI TaObUIa kL,

4 - MUTOCKENETTI KacyIlaJdaH ThIC MATPUKCIIEH OalIaHbICTRIPA/IbI;

5 - Tamak 3arTapbiHbIH 3HEPrusacbiH AT® MoseKyIachIHBIH MaKpOdHEPreTUKAIIBIK OaillaHbICTaphIHBIH
XUMUSIIBIK - SHEPTHSICBIHA alHangslpansl. MemOpaHaga oOpHajlaCKaH OpHBI OOWBIHIIA aKybI3Jap
HWHTETPaJIbJIbI )koHE 0eTKi (rmepudeprsIbiK) OO OOTHET].

MemOpaHanapabiH akybI3aapbl pyHKIUsIaps! OOWBIHINA:

1 - KYpBUIBIMIBIK;

2 - KOJIKTIK;

3 - are3uBTIK (MKacCylIANbIK ©3apa dPEKETTeCy Al KaMTaMachl3 €TETiH);

4 - 6ip TOpAaH eKiHII TOpFa CUTHAIAApABI Oepyre KaThICyIIbLIap;

5 - KaTaJIUTUKAIIBIK.

MoutekynanblK OMOJIOTHSI Tapuxu Typae Omoxumus Oerimi periane naiga 6ommbl. XXI FackIpbpiH
Oaceinia agamMublH Oapnblk JIHK-ChIHBIH JKoHE MeAMIIMHA, aybUl MIAPYalIbUIBIFBl KOHE FHUIBIMHU
3epTTeyJep YIIH aca MaHbI3ABI OipkaTap 0acka Ja OpraHu3MIepAiH 0acTanmkbl KYPBUIBIMBI TYpaJibl
JepeKTep albIHAbI, Oyl OuoNorusga TreHOMHuKa, OMOMH(pOpMaTHKa KoHe T.0. OipHeme XaHa
OarpITTapAbIH Maijga OosyblHa okenal. MeMOpaHaAbIK TachbIMaJs - JKacylla MeMOpaHachl apKbUIbI
Kacyllara HeMmece >KacyllaJaH 3aTTapAbl TackiMayjgay, oJ1 KapamailbiM Iuddysus, >KeHUIIETUIreH
mup¢y3us KoHe OenceHnal KoK TETIKTepIHIH KOMEriMeH JKy3ere acblpbulajibl. BHOJOrHsIbIK
MeMOpaHaHbIH MaHbI3/Ibl KaCHET! OHBIH jKacyllara jKOHE OJIaH op TYpPJi 3aTTapbl ©TKI3y KaOuleTiHeH
Typaasl. MeMOpaHanblK KediK (JUnuATi OMCION apKbUIbl 3aTTapiAbl TackIMajjay): MAcCUBTI JKOHE
Oencenni. bencenni mMeMmOpaHanbIK TachIMall - XHUMUSUIBIK TPaMEHTKE Kapchl (RJIEKTPIiK), SFHU
SHEPTETUKAIBIK WIBIFBIHJAD KaKET (PHEPreTUKAIBIK THIMJI MPOIECICH >KaHacy): OacTamKbl >KOHE
Kaiitanama. [TaccuBTi MemMOpaHasbIK TachIMall - (3MEKTPIIK) XUMHSIIBIK IPpaHeHT OoibIHIIa, Tuddy3Hs
HeMece KeHUIeTuireH audQy3us SHEPreTHKANbIK IMIBIFBIHAAPABI  Tayian ernedal.  bencenai
MeMOpaHaJbIK KeJiKKe apHaiFaH sHeprus kesnepi: AT® runponusi, )KapblK, TOTBIFY-KaJIMbIHA KEATIPY
peakuusuiapbl, (SIEKTPIIK) XUMHUSAIBIK TpaaueHt. bactanmkbl Oe€liCeHl TachIMaa YIIIH DYHEPrus
OypblHHAaH Oap (RJIEKTP) XUMHUSUIIBIK TI'PaJIMEHTTEH ©3relle Ke3[eH Tycedl. AKybI3-KaHaugap (aKybl3
apHajapbl) - TachMajjay aKybI3bIHBIH TYpl, MEeMOpaHaJgarbl YaKbIT CHUSAKTBI OpEKET eTelll, Ol Cy
MOJIEKyJlaJlapblH HEeMece YJIKeH eMmec HoHAapAbl Te3 eoTkizeni. Cy apHachbHBIH —aKybI3gaphbl
(axBamopuHaep) Ccynbl MemOpaHa apkpuibl eTe Te3 auddyHarayra MymkiHaik Oepeni. MowHmsr
KaHaJIapAblH aKybI3apbl HOHAapFa MeMOpaHa apKbUTbl OTKI3UTyiHe MYMKIHAIK Oepeni. Kem skarmaiina
Kacylia 1nrHAe curHan Oepy (epMeHTTep >Ky3ere achlpaThlH JIOHEKTI OMOXMMHUSIIBIK peakIusiap
Ti30erin Oungipeni, omapasiH Oip OOIiriH eKiHII peTTik aennannap Oencenaipeni. MyHnai mporectep
ONIETTE JKbUIIaM OOJIBINT TaOBLIAbI, OJNIAPIBIH Y3aKTHIFBI - MOHIBl KaHAIIAP JKarJaiblHAA IIaMaMeH
MWIIMCEKYH/ KOHE MMHYTTap - MPOTEeMHKHMHA3 JKOHE JHUMHJ-)KaHamMa KHUHazaap OerceHmipiareH
Karmaina 6omaapl. Anmaiiia kerbip karmanaapaa KacylaHblH CUTHAJIBI alyblHAH OacTam OFaH Kayar
OepreHre JieiiH cararrtap, TilTi Oip TOYJIIK ©Tyl MYMKIH (T€HAEp dKCHpeccHsichl xaraaibiHaa). Curnan
Oepy JKOJIIapbl HEMECE CHUTHAJ JKOJIIAphl KU1 CUTHAIIBIK Kackaarap (aFpulmibiHINa signal cascade)
peTiHae YHBIMAACTHIPBUIAIBI CUTHAIIBI Oepyre KaThICAThIH aKybl3 MOJICKYJIaJapbIHBIH XKoHE Oacka na
3aTTapJblH CaHbl OAacCTanKbl BIHTAJAHIBIPYAAH aJlllIaKTaFaH CalblH opOip Kejlecl Ke3eHjae ocel.
Ocpuraiiiia, TIiMTi CalBICTBIPMAIIBI TYPJIE AJICI3 BIHTAIIAHABIPY J1a aTapJIBIKTal JKayar TyAbIPYbl MYMKIH.
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Byn kyObUIBIC CUTHANIBIH aMIuM(uKanusacel nen atanaabl. TymHycka TepmuHi: signal transduction
anram pet 1974 xxpuibl pedepeHIyM KypHaJIIapbiHa manaa 00Jibl, al Makaia ataybiHaa 1979 xeuisl
naiina 60Jpl.

4. Lnunoctpanusibik Matepuas: [lony, npesentanus
https://www.youtube.com/watch?v=j0sEi_Dscd8&feature=youtu.be Xacyima
https://www.youtube.com/watch?v=QSfntmjVtpQ~&feature=youtu.be Taceimanmay
https://www.youtube.com/watch?v=V6Y C97DjSE0&feature=youtu.be

5. 9neduer: 1 KogaHOAHBI KApaHbI3

6. bakbliay cypakrapsbl: (Kepi 6ailyiaHbIC)

buomembpana KypbUIBIMBI

buomemOpana KbI3MeTi

bruomemOpanaHbIH aare3uBTI KbI3METI

AKTHUBTI TPaHCIIOPT.

[TaccuBTi TpaHCHOPT.

XKacymra opraneiacbIHBIH KYPBUIBIMBI MEH KbI3METI

S ApOHBIH KYPBUIBIMBI MEH KbI3METI1

XKacymra memOpaHachIHBIH KYPBUTBIMBI MEH KBI3METi

I'onbKM anmapaThIHBIH KYPBUTBIMBI MEH KBI3METI

10 MUTOXOHIPUSHBIH KYPBUIBIMBI MEH KbI3MET1

11. JIu3ocoMaHBIH KYPHUTBIMBI MEH KBI3MET1

©oN R WNE

Japic Ne2

1. TakpIpbIObI ZKacylIaHbIH MOJIEKYJIATBIK 0HOJI0THsACKI. JKacylaHblH MOJIEKYJIANbIK OMOIOTHSCH.
MemOpaHaHbIH aare3uBTl KbI3MeTi. CBIPTKBI CUTHAJIIBI JKacyIara oepy.

2. Makcatbl: MeMOpaHanap/plH aAre3suBTIK QYHKIUATIApbl Typaibl TYCIHIK Oepy. ChIpTKbI CUTHAIIBI
TOpFa Kioepy.

3. lapic Te3ucTepi: Perrerin MosieKynanapabIH KOIIIIUIT YIIiH 0JapAblH MEMOpaHaJbIK pelenTOPMEH
OaliTaHbICHI )KOHE JKAaCyIIaHBIH COHFBI PEAKIHMSCHI, SFHU OHBIH JKYMBICBIHBIH ©3Tepyi apachlHIa Kyp/ei
OKUFa cepusiapbl - CHTHaIABI OepyaiH Oenrimi Oip Koamapsl KOCBUIAAbI, OacKalla CHUTHAIIBIK
TPAHCAYKIHUS SKOJIIAphI JeT aTanaabl. JInranaTeiH TaOuFaTeiHa OaliTaHBICTBI CUTHAIBI TOPFa OEpYIiH
YII KOJIBIH KapacTelpajbl. 1. DHIOKPUHAIK peTrTerimrep (ropMOHAAp) SHAOKPHHIIK >KacyllaJapMeH
KaHFa OeJliHedl >KOHE OJ1 OPTraHU3MHIH Ke3 KeJreH KepiHae Ooybl MYMKIH jKacylla-HbICaHAJIapFra
Keripinesi. 2. HelipokpHHIK peTTerimTep HeHpOHIapMeH HbIcaHalap JKacyllajdapblHa TiKeJIeH KaKblH
xepae oemineni. 3. [Tapakpunik 3arTap Gipmiama anbic 60caThiIa kI, OipaK pernenTopiiapFa KeTy YIIiH
oJlapFa KETKUTIKTI TypJe >KakplH. [lapakpuHik 3aTTap kacymaiapabiH Oip TYpiMeH epeKIIeNiHeal, al
OackachkIHa ocep eTell, anaiiaa Kenoip karaaiiapia peTTerimTep oJapabl OeJTeH kacylaiapra HeMece
COJ Typre JKaTaTblH Kepluijec kacymanapra apHairaH. KeiOip kapnmaiinapia CHTrHaJIBIK
TPAHCAYKITUSHBIH COHFBI Ke3eH1 0enrii 6ip 3¢ dekTopiblk 6enokTapasl hochopuiaeyaeH Typaasl, Oy
oJapbIH OeJICeHUNINHIH KYLIeloiHe HeMece TYHIIBIFYbIHA dKeJei, ajl OyJI ©3 Ke3eriHjae opraHu3mre
KaKeTT1 JKacylIaJIbIK peaklUMsiHbl aHbIKTaiiabl. bemokrtapnasl docdopunneyni NpoTeMHKUHA3AAp, ajl
nedochopunaeyni mporemHdpocdarazanap ky3ere aceipanbl. [IpoTeHMHKUHA3IBIK OEICEHIUTIKTIH
e3repyl peTTerilmn MoJIeKyJaHbl (OKaJIIbl JKaFaaija JWraHj Jen aTtaiaabl) OHBIH MEMOpaHaIIbIK
penenTopsiMeH OalIaHBICTBIPY HOTHIXKECIHIE 00saabl, Oy OKHFA KAaCKaATapbIH iCKe KOCaabl. OPTYpii
MPOTEHMHKWHA3AAP/IBIH OCJICEHUTIT pelenTopMeH TiKeleld emec, KaiTarama MecceH pkepiep (eKiHim
PETTIK nenmanaap) apKbUIbl peTTeNe/l, onapabiH peii, mbicanbl, [[AM®, TM®, Ca2 +, uno3uTton-3-
dbocdar (IP3) xone mmamwmirnumepon (DAG). byn perre nuranarel MeMOpaHAIBIK PEIENTOPMEH
OaliaHBICTRIPY KaliTallaMa MECCEeHUDKEpAIH JKacyIailliiK JeHreliH esrepreni, Oyl ©3 Ke3eriHae


https://www.youtube.com/watch?v=j0sEi_Dscd8&feature=youtu.be
https://www.youtube.com/watch?v=QSfntmjVtpQ&feature=youtu.be
https://www.youtube.com/watch?v=V6YC97Dj5E0&feature=youtu.be
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POTEHMHKUHA3aHBbIH OeJIceHiIirine acep ereni. KemrereH perTerim Mosekynajgap reTepoTpUMEpIIiK
I'Td-6aiinanbIcTRIpyIIbI OeoKTapaAbIH (reTeporpumepinik G-OemokTapabiH) Hemece MoHoMmepil [ Td-
OaiaHbICTRIPYLIBI OeNOKTapAbIH (MOHOMEpIi G-0eI0KTapAbIH) KaThICYbIMEH CUTHAIABIK TPAHCAYKIIUS
KOJLIApBl apKbUIbI JKacyIIaJbIK Mpolectepre acep ereni. Jluranaa monekymnanapsl rereporpumepii G-
aKybI3IADMEH OPEKETTECETIH MEeMOpaHAIBIK pelenTopiapMeH Oailnanbickan ke3ne G-akye3asiH GTF
OallJIaHBICTRIPY apKBLIBI OelCeHal Kyire aybicanbl. bencenmipinren G 0Oenok KeWiH KemTereH
3¢ dekTopIbIK OeToKTapMeH, €H alIbIMEH aJeHIIATIINKIa3a, Gpochoaudcrepasa, pocdonumaza CUIKTHI
dbepmenTTepMeH opekertece ananbl. JKanmbel cunarramanapiaa G-akybl3apAblH KaTbICYBIMEH CHUTHAJ
TPAHCAYKUHUSACHI )KOJIBI - IPOTEHHKWHA3 MbIHAIal Ke3eHAep i KAMTH/IBL.

1. Jlurang >kacyma MeMOpaHAChIHIAFbl pelentopMeH Oaitnaneicanpl. 2. JluranameH OailiaHbICTHI
perienitop G-akysi30eH opekerTecin, OHBI OenceHmipeni xoHe Oencenmipiired G-akysds GTF
0aiiIaHBICTHIPAbI.

3. bencenpipinren G-akybl3 Oip Hemece OipHemie KeJeci KOCBUIBICTADMEH OpEKeTTEeCeIi:
aJieHuIaTIuKIa3a, hocdoaurcrepasa, hocdonumnasznap, ogapasl aKTUBTEHAIPY HeMece HHruoupiey. 4.
HAM®, IT'M®, Ca2 +, IP3 nemece DAG cusikThl 6ip HeMece OipHelIe KaiTtajama MEeCCeHDKepIepaiH
KacylIaillliliK JeHreill eceni Hemece TeMeHaeiai. 5. Kalitamama MecceHKep KOHIEHTPAIMSCHIHBIH
e3repyi oraH Toyesai Oip HeMece OipHelIe MPOTCMHKWHA3ILIH OCJICCHIIUIITIHE dcep €Teli, MBICAIIHI,
HAM®-1oyenai  nporeuHkuHaza, [M®-Toyenai  OpOTEMHKHMHA3a, KAJIbMOAYJIMHIE  TIYeINIi
nporennknHaza (KMPK) kanmaii na Oip MOHABIK apHaHbl OenceHpipeni. 6. DepMeHTTIH Hemece
MOHJBIK KaHaNAbH (pocdopumnaey AeHreii esrepesi, Oyl )KacylIaHbIH COHFBI jkKayaOblHa OaiaHBICTHI
MOH/IBIK KaHAJIJIBIH OCJICEHITITiHE acep eTei.

MornekynanslK OHOJOTHS - TEHETHKAIbIK aKMmapaTThl cakTay, Oepy J>XoHEe EHTri3y MeXaHW3MIEpiH,
TYPaKThl eMec OuononuMepiepais (0eloKTap MEH HYKJIEHH KbIIKbUIAAPhl) KYPbUIBIMBI MEH KbI3METIH
3epTTEUTIH OMOJIOTHS FBUIBIMAAPBIHBIH KemleHi. JKacyllaHblH VI HEri3ri KOMIIOHEHTI: sIpo,
[IUTOIUIa3Ma KOHE OJlapJbl KOpIIam TYpFaH Kacyma MeMmOpaHacel - IurasmosniemMma. lluTormasma
(uMTorUIa3Ma) Kacylanapra ruanoria3mMa, OHbIH KypaMbIHAAFbl MIiHJIETTI ’KacyIIalblK KOMIOHEHTTEP
— opraHeiianap, COHIAall — aK opTypil TYpakThl €MeC KypbUIbIMAAp-KOCBIHIBLIAP KIpesi.
['manomnnasma-akysIi3aap, HyKJIEHH KBIIIKBUIAAPHI, TTONUCAXaPUATEP CUSIKTBI OpTYpii Ouomnoaumepiepai
KaMTUTBIH KYpJeil KOJUIOMATHIK Kyihe. ['mamoruiasMaHblH KypaMmblHa HETI31HEH OpTYPJI TI00YIISIPIIBI
akypi3nap  kipemi. ['manmommasmanblH —~ MaHbBI3ABI  (EepMEHTTEpiHE  KAaHT, a30TThl  HErI3Jep,
AMHUHKBIIIKBULIAPEI, JTHIUAATED XXKOHE 0acka Ja MaHBI3IbI KOCBUIBICTAPIBIH METa0oIu3M (pepMeHTTepi
xatajapl. ['manormmasmana akybl3 CHHTE31 Ke3iH/Ie aMUHKBIIIKBUIIAPBIHBIH aKTUBTEHY (hepMeHTTepi,
taceivanaay (tpancheprrik) PHK (TPHK) opnanackan. Kana opranemianapisiH maiga O00dysl YIIiH
OypbIHHAH Oap opraHHe/IaJlaH PYyJUMEHT HeEMece MaTpHlla TYpiHAe akmapaT KaKeT. OpOip opraHouj
THajoIUIa3Maga OHBIH MaMaHIAHABIPBUIFaH (DYHKIMSACHIH OpBIHAAY YIIIH OHTAMIBI OPBIH alabl.
Opranennanap - J>KacylmIaHbIH aca MaHBI3[bl KOMIIOHEHTI, KaTaH OeNriieHreH KYpbUIBICKI MEH
byHKIMsIapel 6ap xKacyiia KYphUIbIMBIL.

OyHKIMOHAIIBIK OenTici OOMbIHINIA OpraHeIaiap:

1 - >xanmel MaHBI3BI Oap opraHeiaiap;

2 - apHalibl MaHbI3BI Oap opraHesnianap;

KypblabIMIBIK TpUHIUI OOMBIHIIIA OpraHesiaiap:

1 - memOpanansik (Mutoxouapusnap, EPS, KI', nu3ocomanap, nepokcucomanap);

2 - MeMOpaHaiblK emec ((QHOPHWIIIAPIBIK oOpraHewiagap (MUKPOTYTIKTEp, MHKPO(UIaMEHTTE,
KipIiKIIenep, KTyTHKTEp, IEHTPUONAAP) KOHE TpaHyJsIpiel opraHemnansap (pubocomanap,
nonucomainap). Opranemianap AUHAMHUKAIBIK KYpbUTBIMAAP OOJBIN TaOBIIAIbI; ONIIEMIIEPIH 03repTe
ananel, Oipak KambImTacThipMaiinel. JKaHa opraHemtanapibl Kypy VIIH PYyIUMEHT HEMece MaTpHila
TYpPIHIErl aKmapaT KaxeT. Op opraHeiyia Tuajoria3MaZa OHBIH MaMaHIaHJbIPbUIFaH (QYHKIMSICHIH
OpBIHJIAY YIIH OHTAWIIBI OPBIH aJIafIbl.
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bruomemOpananap - Oy jkacylIaHbl CHIPTBIHAH INEKTEHTIH >KoHE KeHOip opraHermianapisl, COHIAN-aK
AIPOJIBIK KAOBIKTBl - KapHOJIEMMaHbl KaJIbIITACTBIPATBIH JIMIIONPOTEUATIK TY3UIIMAEP. XUMHSIIBIK
Kypambl, MeJIepl koHe (YHKIUsIapbl OOWBIHIIA EpeKIIeNeHETIH, OipaK KYpPBUIBICTHIH OipbIHFail
)ocmapbl 6ap OipHele MeMOpaHaiap TYPiH aKbIpaTaibl.

Kacymranbig 6apiablKk MeMOpaHaIapbIHBIH JKAJIIbl CHIIAThI OJIAp JIMITONPOTEUITI TAOUFATTHIH JKiHIIIKe (6
- 10 BM) kaGartapsl OOJbBIN TaObUIAALI (SFHU aKybI3AAp KEMICHIHJEr1 Jumuarep). JKacymrambik
MeMOpaHalIapAblH Heri3ri XUMHUSIBIK KommnoHeHTTepi sunuarep (40%), akysnpap (60%) xone
kemipcyinap (5-10%) Gombin Tadbbutansl. Jlumuarep (rpek. lipos - Mait) - cyaa epiMeiTiH, Gipak moJspIIbl
emec epiTkimrepae (ximopodopmaa, dpupmae xkoHe T.0.) eputTiH Taburu 3artap TOOBL. Jlumumarepnin
MoJeKynanapbl aMmpudmibal O0onbIn TaObUIAIbI, SFHU JUMUATIH 9pOip MONEKYJIAChIHBIH THAPO(UIbII
(cyna eputin) «0acTapbl» koHE €Ki TuAPodOOTHI (Cyaa epiMerTiHaEp) «KYUPBIFB 0onmaabl. « Kyipbiky
MoOJIeKyJanapbl Y3bIH KeMipcyTeK Ti30eri Oomnbim Talbpuiaabl. MeMmOpaHanapIblH —aKybI3Japbl
Kacymanblk MemOpanamap canMarbiHbIH 50% -bIH Kypaiinel. OnapablH peili MemOpaHazapablH
GyHKIIMOHATABIK OEJICEHIUTINH KaMTaMachl3 eTyiH/Ie, aTan aiTKaH/a:

1 - 3arTapapl TackIMaNayFa KaThICa Ibl;

2 - KOJIIK COPFbUIAphl MCH MOHJIBIK apHAIap IbIH KYpaMbIHA Kipe/Ii;

3 - JKacyIIara curHaji Oepyre KaTbica OTHIPHII, (PepMEHTTEp MEH perenTopiaap 00k TaObUIaIb;

4 - IUTOCKENeTTI KacyIllaJaH ThIC MATPUKCIIEH OallIaHbICThIPa/IbI;

5 - TaMak 3arTapblHbIH 3HeprusacbiH AT® MosieKyaacblHbIH MAaKpOIHEPreTHUKANIBIK OaillaHbICTapbIHbIH
XUMHUSJIBIK SHEpruschlHa alHangblpaasl. MemOpaHaga oOpHajgackaH OpHbI OOMBIHIIA aKybI3JIap
MHTETPAJIbIbI XKoHE O€TKI (TIepu(epusuIIbIK) OO0ITBIN OeTiHe .

MemOpaHanapibIH aKybI31apbl (pyHKIUsIIaphl OOMbIHINA:

1 - KYpBUIBIM/IBIK;

2 - KOJIKTIK;

3 - anre3uBTIK (KACYIIAIIBIK ©3apa OPEKETTECY Il KAMTAMAaChI3 €TCTiH);

4 - Oip TOpJaH eKiHIIl TOpFa CUTHAJIAapAbl Oepyre KaThICyLIbLIap;

5 - KaTalIUTHKAIBIK.

MornexynanbslK OHOJIOTHS TapuXH TypAe Oumoxumus Oenimi perinae maitaa 6onabl. XXI FackIpiblH
OaceiHga amamebiH Oapiblk JIHK-CBHIHBIH JkoHE METWIMHA, aybll INAPYallbUIBIFBl JKOHE FHUIBIMU
3epTTeyJiep YIIIH aca MaHbI3[bl Oipkatap 0acka J1a OpraHu3MIEepAiH OacTankbl KYpbUIBIMBI TYpajbl
JepeKkTep aiblHAbl, Oy Ouosiorusga TreHOMUKa, OuouHpopmaTHKa xkoHe T.0. OlpHemie »kaHa
OarpITTap/AbIH Maiia 0oybIHa oKeni. MeMOpaHalbIK KeJliK - yacylla MeMOpaHachl apKbLIbl XKacylllara
HEMece JKacylajaH 3aTTapAbl TackIMalaay, o KapanaibiM 1uddy3us, sKkeHUaeTiren 1uddys3us xoHe
OenceH/Il KoMK TETIKTePiHIH KOMETIMEH XKY3ere achIpbUIabl. BHOMOTHUAIBIK MEMOpaHAHBIH MaHBI3IbI
KAacHeTl OHBIH JKacyllara >KOHE OJaH op TYpJil 3aTTap/bl ©TKI3y KaOiuneTiHeH Typaibl. MeMOpaHasbIK
KoMK (unuari OWCIOW apKbUIbl 3aTTapibl TachkMaijay): IMAacCUBTI koHe Oescenai. bencenni
MeMOpaHalbIK KOJIIK - XUMUSIIBIK I'PaJUeHTKE Kapchl (AJIEKTPIIIK), SFHU 3HEPTIeTUKAJBIK IIBIFBIHAAD
KaXeT (PHepreTMKalbIK THIMAL TPOLECHEeH JjKaHacy): OacTamkbl »XoHe Kairanama. [laccuBti
MeMOpaHalbIK KOJIK - (MIEKTPIIK) XUMHUSIBIK rpagueHTi OoiibiHIIa, quddy3us HeMece KEHUIIETUIreH
mudy3us YHEPreTUKANBIK MIBIFBIHAAPABI Talal eTnelal. bencenai MemOpaHAIbIK KOJIKKE apHalIFraH
sHeprusi keznepi: AT® ruaponusi, KapblK, TOTBHIFY-KAJIbIHA KEJITIPY peakuusaapbl, (SIEKTPIiK)
XUMUSIBIK TpajueHT. bacTtankpl OelceHai KoK YIIH 3Heprus OypblHHAH Oap (3JEKTp) XUMHSIIBIK
TpaJUeHTTEeH e3relle Ke3[eH Tycedl. AKybI3-KaHaiaap (aKybl3 apHajapbl) - KeJiK aKybI3bIHBIH TYpI,
MeMOpaHaJarbl YakbIT CHUSAKTBI OPEKET €Te/ll, OJ1 Cy MOJIEKyJaJllapblH HEMece YJIKEH eMec HOHJapIbl Te3
eTkizeni. Cy apHAChIHBIH aKybI3Zaphl (aKBaOPUHAEP) CyIbl MeMOpaHa apKblIbl eTe Te3 nuddynarayra
MYMKIHIIK Oepeni. MoHabl KaHaNgapIblH akybI3gapbl MOHAApFa MeMmMOpaHa apkpuibl nuddyHaTayra
MyMKiHAIK Oepeni. Kem xxarmaiina skacyia imraae curaai 6epy hepMeHTTED JKy3ere achbIpaThiH JOHEKTI
OMOXMMUSIIBIK peakiusiap Tizoerin Oinmipenai, ojapabiH Oip OeiriH eKiHIN pPeTTiK Aenaaniap
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Oencenaipeni. MyHaaii mporectep 9IETTE KbUITAM OOJBIN TaOBUTAbI, OJIAPJABIH Y3aKTBIFBI - HOHJIBI
KaHaJAap >KarJaiblHIa [IaMaMeH MUJUIUCEKYH] )KOHEe MUHYTTap - MPOTEMHKHUHA3 KOHE JINIUI-KaHaMa
KHHA3/1ap OeJICeHIipiireH karmaiina. Anaiiga keilbip >karmaiiapia >KacylIaHbIH CHTHAJIBI alybIHAH
Oactam ofaH jkayarl OepreHre JAeiiH cararrap, TinTi Oip TOyJIK ©Tyl MYMKiH (Fe€HACp SKCIPECCHSICHI
xarmadpiHaa). CurHan Oepy JKoimapbl HEMece CHUTHall JKOJNJApbl JKWI CUTHAIIBIK KacKaarap
(arpummbrHIIa signal cascade) peTiHae YHBIMAACTHIPBIIAABI: CHTHAIIBI Oepyre KaThICaThbiH OeloK
MOJIEKYJTaJIAPBIHBIH JKOHE 0acka Jia 3aTTapAblH CaHbl 0ACTAaNKbl BIHTATAHABIPYIAH AJIIIAKTaFaH CalbIH
opOip kemeci ke3eHae eoceml. Ocburaifiia, TINTI CAIBICTRIPMANBI TYPAE OJICI3 BIHTAJTAHABIPY 11
alTapabIKTall JKayam TYIbIPYbl MYMKiH. Byl KyOBUIBIC CUTHAIBIH aMIUTH(QUKAIUSACHL JCT aTalaIbl.
Tynuycka tepmuHi: signal transduction anram per 1974 xbUibl pedepeHaAyM KypHaIIapblHaa naiaa
0011161, a1 Makaiia ataybriaaa 1979 xeiiel naiiaa GoJbL.

4. Unmoctpauusisik MmaTtepuadn: [lony, npesenranus
https://www.youtube.com/watch?v=BmAqg-EolVCc&feature=youtu.be membpana
https://www.youtube.com/watch?v=G7-hNjwCwaw&feature=youtu.be anre3us
https://www.youtube.com/watch?v=iv-025Dx8L E&feature=youtu.be curaan

5. 9nedmer: 1 KogaHOAHBI KAPAHbI3

6. bakbliay cypakrapbl: (Kepi 0ailiaHbIC)

1.2Kabpickak MeMOpaHabIK aKybI3ap TYKbIMIACHI.

2. MemOpaHanapapIH a0bICKaK KbI3METI

3. Curnan GepyAiH Heri3ri Ke3eHaepi.

4. CurHai MOJIeKyJiaTapbl apKbUTBI OEPUIETIH CUTHAIIAP

5. Muknaik HyKJI€OTHITED

6. Exinmni xaGapuisuiap

7. Huknaik aneHo3uH MoHOoGochaTh

8. Ilukmnaik ryaHo3uH MoHO(ochaThl

Hapic Ne3

1. Takpipbin. JKacymaHblH MoJIeKyJIaNbIK Ouoorusicobl. JXKacymanapablH MOJIEKYJIaIbIK KYPbUIbIMBI
’KOHE oJIapbIH KbI3MET1 Oy3blIFaH Ke3/ie Maiia 60naTelH aypyiap.

2. Makcartpl: OpraHouarap YFbIMBIHBIH aHBIKTaMachl >KOHE oOJapAblH Kikrenyl. Jluzocomanap,
nepukcuc aypyiapsl, OIIC-ga akysl3gapibl CcypbINTayablH OY3bUTYbl, MUTOXOHAPHSIIBIK aypyiap.
AHBIKTay oHE J]aMy MEXaHHU3MI.

3. Japic Te3ucrepi: JIuzocomansik aypynap (arsuiml. Lysosomal Storage Diseases) - nu3ocomanapiabiy
KacylIalllliJIiK opraHesuiajgap (YHKIUICHIHBIH OYy3bUTybIHAH TYBIHJAFaH ©TE CUPEK Ke3JECETIH TYKbIM
KyaJJalThIH aypyjap TOOBIHBIH >Kaimbl aTtaybl. byn Oip MeMmOpaHanbl OpraHOMITap >KacyIIaHbIH
SHAOMEMOpaHaNIbIK >KyHeciHiH Oeiri 0okl TaObUIabl KOHE 3aTTap/IbIH JKACYIIAIMIUIIK bIAbIpaybiHA
MaMaHJaHFaH: TJIMKOTeH, TNIMKO3aMUHOTTMKAHAAp, TNIMKOMPOTEUATEp >koHe Oackanap. JInzocomasbik
KUHAKTAy aypyJiapbl FeHETHKAJIBIK TYPFbIJaH aHBIKTAJIFaH JIu30coMa (GEepPMEHTIHIH KeTICIeYUIUIriHEeH
TYBIHAANABI, OyJ1 OpPraHU3MHIH OpTYpJi MyIIedepi MeH TiHAepiHIe OChbl (hepMEHTTEepAiIH CyOCTpaThl
00JIBIIT TaOBLIATHIH MAKPOMOJIEKYJIaJap/IblH KUHATYbIHA oKejenl. JIu3ocoManbIK KUHAKTAY aypyJapbl
TOOBIHAH IIBIKKAH aJIFalIKbl TYKBIM KyaJaWThIH aypyblH KIMHUKAIBIK KepiHici (Tait — Cakc aypysl)
1881 »xputbl cunatrtanrad. ComaH keiiH, 1882 KbUIbl OHBI anFall cuUmaTTaraH (paHily3 aopirepi
@umunn [NaydepnaiH aTeIMEH arajfaH aypy cumartanibl. 1932 skbUibl roaHAUSIIBIK Jopirep JlkoH
[Tommie exiHIIl TUOTEr1 TJIMKOT€HO3/bl CHMATTaabl, OHBl KeiinHeH [lomme aypysr men atamel. 1950
KbIIIApAbIH asrbl MeH 1960 >kpuigapaeiH OackiHma Oenbrusiiblk Omoxumuk Kpuctman ae J{roB
Kacymanapabl  (Qpakmusuiay OICIH KOJIJIaHAa OTBIPHIN, MaKpOMOJIEKYJIalnapablH OejiHyiHe KoHE
KOMBITYbIHA ayan OepeTiH )acylla opraHeiUiajapbl peTiHIEe JM30COMaNapabl amThl. bya FbUTbIMU


https://www.youtube.com/watch?v=BmAq-EolVCc&feature=youtu.be
https://www.youtube.com/watch?v=G7-hNjwCwaw&feature=youtu.be
https://www.youtube.com/watch?v=iv-025Dx8LE&feature=youtu.be
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KAHAJBIK JKAaKbIH apaja JIM30COMAIIBIK JKHMHAKTAy aypyJapbhlHBIH MaTO(PHU3UOIOTHAIBIK HETi31H
aHbIKTayFa MyMKiHJ1K Oepi. [lomie aypysl TM30COMaNbIK CaKTay aypybl pETiH/AE aHBIKTAIFaH aJFaIlKbl
TYKBIM KyaJlaThiH aypy Oonasl. 1963 xbutbl benbrusiipik ¢dusuomnor xone omoxumuk 'enpu Xapec
(arpummr. Henri G. Hers) ocbl cHMITOMIBIK KEHICHHIH JIaMy ce0e0iH 0-TII0KO3Ua3a TamllbUIbIFBIMEH
OaliTaHBICTRIPFaH JKQHE 0AaCKa NeHETUKAIBIK aypyJapiblH, COHBIH ilIiHIEe MYKOIOJIMCaXapua031apIbIH
oenriri Oip ¢GepMEHTTIH KETKUIIKCI3IIriMEeH OaliaaHbIChl Typaibl OoJKaM jKacaraH IKYMBICHIH
Kapusutazbl.  MUTOXOHIPHSIIBIK — aypyiap MUTOXOHAPHSUIAPIBIH TEHETUKAIBIK,  KYPBUIBIMIBIK,
OMOXMMMUSUTBIK aKayJiapblHa OaiJIaHBICTBI, OYJI TIHACP/IH THIHBIC ANYBIHBIH Oy3bUTYbIHA okeneai. Omap
TEK €Ki JKBIHBICTaFrbl Oanajapra aHajJbIK >KOJIMEH Oepinesi, ©WTKEHI CHepMaTO30MATap 3UTOTara
SIIPOJIBIK T€HOMHBIH KapPTHICHIH, all KYMBIPTKA T€HOMHBIH €KIHIII apThICHIH /1a, MUTOXOHAPUSHBL J1a
Oepeni. JXKacymanbIk SHEPTrHs aTMacybIHBIH MAaTOJOTHSUIBIK Oy3buTbicTapbl KpeOc MUKITIHE, THIHBIC aly
Ti30erinae, 6eTa-TOTBIFY MPOIECTEPiHAC XKoHE T.0. SPTYpii OYbIHAAPABIH aKaylapbl TYpiHAE KepiHyl
MYMKiH. MHUTOXOHIPUSIAPABIH THIM/I )KYMBIC icTeyl YIIiH KaKeTTi OapiblK (GepMeHTTep MeH Oacka
perreriutep mutoxoHapusiblK JHK-men koaranmaiiapl. MUTOXOHAPUSIBIK (QYHKUUSIAPIBIH KOIl
6emiri simponeik JJHK-men Oackapeiiansl. MUTOXOHIPUSIIBIK aypyJIapAblH €Ki TOOBIH aKbIpaTyra
0omanbl: MUTOXOHIPUSUIBIK aKybI3/IapFa Kayarl OepeTiH TeHIep/liH MyTaluscbiHa OalIaHbICThl alKbIH
TYKbIM KyanaiTelH cunapomaap (bapt cunnpomsl, Kepuc — Ceiip cunapomsl, [IupcoH cuHIpoMBsl,
MEJIAC cunnpombl, MERRF cunnpomsr sxxone 1.0.). [TaTorene3 i KanbInTacThIpyIbIH MaHbI3AbI OYBIHbI
pETiHJE JKaCyIIaNBIK YHEPTHUS aIMaCy IbIH OY3BUTYBIH KAMTUTBIH KaliTallaMa MHUTOXOHIPHSUTBIK aypyJiap
(moHekep TiHIHIH aypyJiapbl, CO3BLIMAIBI HIapIIay CUHIPOMBI, IIMKOTEHO3, KAapINOMHOIATHS, MUTPEHDb,
0aybIp JKETKUTIKCI3IIri, MaHIWUTONEHUS, COHIAaW-aK TUIONapaTUpeo3, KAaHT [auabeTi, paxuT KoHE
Oackanap). MuroxoHIpusIap SAPOJBIK TEHAEpre KaparaHjaa Oackamla TYKbIM Kyanailnel. Op0ip
COMATHKAJIBIK YKaCyIIaJarbl SAPOIBIK TEHIEP SIETTE €Ki aJIeIbMEH YChIHBUIAIBI (TETePOraMeTHKAIBIK
KBIHBICTAaFbl JKBIHBICTBHIK OalIaHBICTBl TEHAEPAIH KOMIIUIriH KocmaraHna). bip amiens okeciHeH,
eKIHIIIC1 aHacklHaH Oepineni. Amnaiga, mMuToxoHAapusutapasiH e3iHmik JIHK-cer 6ap, agamMHbIH op
MUTOXOHApHsChIHAA onerrte neHrenek JIHK wMonekynaceiHblH 5-10 nanacel 6omansl (KapaHbI3)
I'ereponnazmus) sxoHe OapiibIK MUTOXOHIpPUSIIAP aHA/JaH TYKbIM Kyanaiabsl. MuUToxoHapusi OesiHreH
ke3ne JIHK kemrpwmenepi oHbIH yprHakTapbl apacklHia ke3zaelcok Oemineni. Erep Gacramker JTHK
MOJIEKYJIAJIApBIHBIH OipeyiHae FaHa MyTalus 0osca, Ke3/1elCOK Tapady HOTH)KECIHIe MYH/Iail MyTaHTThI
MoJIeKyJiajiap Kei0ip MUTOXOHIpHUsIApAa KUHATYbl MyMKiH. MUTOXOHIPUSIIBIK aypy Oenriii O6ip TIHHIH
KOIITETeH JKACylIaJapblHAA MHUTOXOHIpUsnapAblH aWrapisiktal caHbl  JHK-HbIH  MyTaHTTBI
KelripMesepiH (IIeKTi SKCIIpeccusi) ajlFaH Ke3ne maiina 6oma 6acraiinsl. Mutoxonapusinbik JIHK-narst
MyTanusap optypii cebenrepmen saponslk JIHK-ra kaparanga omnmexaiga xui kesmecemi. by
MUTOXOHJAPHSUIBIK aypylap ©3[iriHeH naijga OojaThlH MyTanusulapra OailflaHBICTBI KU1 Maiiia
OonateiHbIH  Olnmmipeni. Keiime wmyTtamus kapkeiasl MutoxoHapusiapabiH JIHK  pennmukanusicea
0aKbUTAUTBHIH (epMEHTTEPI1 KOATAUTHIH SAPOJIBIK FeHIEpAeT] My TalusIapra OailaHbICThI apTaibl.
4. Niumocrpanusiiiblk Matepuad: [lony, npesenranys
https://www.youtube.com/watch?v=agLNVS3BM3w&feature=youtu.be xacyma
https://www.youtube.com/watch?v=Xyy30DuaQjQ&feature=youtu.be MmutoxoHapUsIIBIK aypyiap
https://www.youtube.com/watch?v=LtEiV110bZg&feature=youtu.be mu3zocomapik aypynap
5. Oneduer: 1 KoAaHOAHbI KAPaHbI3
6. bakbliay cypakrapsl: (Kepi 0aily1aHbIC)

1. MuTOXOHAPHUSIBIK aypyiap

2. JIu30coMIBIK aypyiiap

3. Tlepokcucom aypynapbl

4. OIIT-pa akybI3qapAbl CYphINTAYAbIH OY3bUTYBI
Koanan6a 1
5. Oneoduer:



https://www.youtube.com/watch?v=agLNVS3BM3w&feature=youtu.be
https://www.youtube.com/watch?v=Xyy3ODuaQjQ&feature=youtu.be
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