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Cnucoxk YMOBHHX CKOPOYEHBb

AT — anmapart lN'oabmxi

BAM - GiMmoAeKyAsIpHI AirtigHi MeMOpaHu
BMB - BeAuki MoHOAAMEAIPHI BE3UKYAHU
EIIP — ennonaa3MaTUYHUN PETUKYAYM
AITBIII — aintorrpoTeiHy BUCOKOI ITIABHOCTI
AITHII - AimonpoTteiHyn HU3BKOI MIIABHOCTI
MKA — MOHOKAOHaABHI aHTHUTIAQ

MMB — maai MOHOAAMEASIPHI BE3UKYAU
OokAITHIII — okucAeHi AimonrpoTeiHM HU3BKOI IIIIABHOCTI
[IM — naa3maTuyHa MeMOpaHa

CP - capkonaazMaTUYHUH PETUKYAYM

ABC-tpaucnoprepu — ATP-binding cassette transporters, AT®-3B’13yr0ui KaceTHi
TPaHCHOPTEPHU

AQPs — akBannopuHU

CFTR - cystic fibrosis transmembrane conductance regulator, AM®-3asexxHuUi

XAOPHHHM KaHaaA, CHagKoBUE gedeKT dKOro CIpHYHHSE KicTo3Huit  ibpo3s
(MyKOBicIIHIO3)

GLUTSs — TpaHcnopTepH OAT TAIOKO3U

MDRs — multidrug resistance glycoproteins, raikonnpoTeiHu MHOXKHUHHOI Pe3UCTEHTHOCTL
[0 AIKapChbKUX ITperaparTiB

MRPs - multidrug resistance proteins, O0iAKM MHOXKWHHOI PE3HUCTEHTHOCTI [0
AIKapCBKUX IIperapariB

Pgps — P-glycoproteins, P-raikonrporeinu

PMCA - Plasma membrane Ca2* ATPase

SERCA - Sarcoplasmic reticulum Ca2+ ATPase



1. ByaoBa Gioaoriunux mem6GpaH.

Bioaoriuni meMbpanHu € omHUMH i3 HaWBaXKAUBIIINX CTPYKTYPHUX YTBOPEHb
kaiTuHU [laasmarmyna MmemOpana ([IM) i KoMIIAeKC BHYTPIITHBOKAITHHHHUX MeMOpaH
€H0ITAa3MaTUYHOI0 PETUKYyAyMy, amnapatry [oabmxki, MemMOpaH dnep, MiTOXOHAPIH,
Ai30COM, TEPOKCHCOM, ITiHO- i dparocoM OKpiM CyTo MexaHidHOI, Oap’epHOi yHKIIT,
3aaydeHi y 6e3aid (iziosoriuHmx i 0iOXiMIYHHUX ITPOIIECIB, IPUTAMAaHHHUX BiAIIOBIIHUM
opraHeAaM i KAITHUHI B IliaoMy.

OCHOBHUMHU KOMITOHEHTaMH 0ioAoOTiYHHX MeMOpaH € aimigu (dpocdo-, Taikoaimiam,
XOAECTEepPOoA), OiAKH i ByraeBoaM (OCTaHHI y BIABHOMY BHUTASlI He 3yCTPiYaroTbCs, a
BXOOATh OO CKAQOy TAIKOAIAIB 1 TAIKONPOTEiHIB; HAIp., PELENTOPH €
TAIKO3HUABOBAHUMH OiAKaMHU).

B ocHOBi cTpykTypu OioaAoriuHHX MeMOpaH AeXUTH ¢ocdoainiguuii Oimmap
TOBIIMHOIO 0iAsT 5 HM, HEIPOHUKHUHN OAT MOAEKYA BOAM, MOOYIOBAaHUU TAKUM YHHOM,
o TigpodobHi KHUPHOKHUCAOTHI XBOCTH (POCEOAITAHUX MOAEKYyA pPO3TaIllIoBaHi
BCcepeauHi, a TigpodisbHi “roAiBKu” — 330BHi. XOA€CTEPOA MICTUTBECS B 000X MOHOIIapax
0ioaoTiYHHUX MeMOpaH — YUM OiAbIlle HOro BMICT, THM XKOPCTKIiIIIo0 Oyme MmeMOpaHa.

[Ipu mpomy Oimrap € AWHAMIYHUM YTBOPEHHSM - TEKYYiCTb MeMOpaH [IO3BOASIE
docoanininam i biankam migaaraTé aaTepaasbHil nudysii B mexkax ogHoro mapy IIM. o
TOTO 3K, MOAEKYAU (pocoAiniAiB 34aTHI 10 00epTasbHUX PYyXiB HABKOAO BAACHOI BicCi, a
iX JKUPHOKHCAOTHI XBOCTH — [0 KOAMBaABHUX (CETMEHTAPHUX) pPyXiB (HAHOIABII
PYXAMBHMH HpPH LIBOMY € OUCTAABHI MIASHKHU XBOCTIB). T€OpeTHYHO MOXKAWBUMH € i
“coaint-paon” mepexomm AimimiB — IX mepeMilleHHd 3 OLHOIO MIapy B IHIIHM; Xoda
HacIIpaBi 1le BinOyBaeTbCd HEYACTO i AyzKe IMOBIABHO BHACAILOK TOTO, IO TigpodisbHA
roaiBka ocoaimmisy MTOBHHHA IEPETHYTH BEAUKY TiApooOHY MdiAdHKY Oimiapy,
YTBOPEHY «XBOCTaMM». ToMy IIOBHUI Ilepexin omHiel MoaeKyAu (Ppocdoairigy 3 OmLHOTO
MoOHoIlIapy B iHIINH 3aiiMae Kiabka mib. Y To# ke 4yac, icHye ATd-3asexxHuit pepMeHT
dainaza, gKUP IOAETIIYE i NPHUCKOPIOE ain-aon mHepexoau (3a Horo maii yac
nepeMinieHHa (OC(OAIITy 3MEHIIYETHCA OO0 KiABKOX CeKyHZ). AKTHUBHI ainmnasu
BiANIOBIJAIOTh 3a CTBOPEHHH 1 HIATPUMKY AimigHOI acuMmerpii meMOpaH. AKTHBAIld
dainma3z MOKAMBA TaKOXK 3a HHU3KH CHenu@IYHHUX IIPOLECiB, dKi BiaOyBaroThCd Yy
KAITHHaX — HAIPUKAQJ, TaKe SIBUIIE CIIOCTEPIraeTbCsl, KOAU KAITHHA CTa€ Ha MIAGX
aronTo3HOI 3arubeai,. Y 1IboMy BUIIQAKY (PAiTa3o-3aseskHa II0siBa Ha 30BHIIIHBOMY 0011l
MeMOpaHU 3aAHUIIKIB (POCATUANACEPUHY € MapKEePHUM CHUTHAAOM JAS CyCIIHIX KAITUH
i mMakpodariB, gKUP CHOPUYUHSE IIOTAMHAHHA aronTo3Hoi KaitmHu. Kpim Toro, Ha
Bi3yaaisarlii pocpaTuaracepuHy y 30BHIIIIHBOMY MOHOIIApi MeMOpaHU 3a AOIIOMOIOIO
dAyOpECIIEHTHHUX OapBHUKIB 3aCHOBAHO OJIUH i3 METO/IB METEKIIil KAITHH, 110 CTAaAH Ha
IIIASIX aIIOIITO3HOI 3arubeai.

AinioHuii cknao 6iono2iunux memoépan.

3rinHo cydacHoi kaacudikarii, Bci ¢pocdoainian 3a HagBHICTIO B iX CTPYKTypi
CHHUPTY TAillepoAy abo ciHrO3MHY IIOMIASIOTECS Ha 2 Hmiarpynu — rairepodocdoaimiam
¥ cdirrodocdoaiminm. Bci docdonininm — gk rainepo- Tak i cdiHro- - €
aM@ipiAbHUMHU CIIOAYKaMH.

Tainepodocdoainiau — ne noxigui pochaTHAHOI KHCAOTH, [0 CKAQLY SKUX
BXOIATH BUILI KWUPHI KHCAOTH i3 IapHOIO KIABKICTIO aTOMiB BYTAEII0O — HacudeHi H
HeHacudyeHi. BoHM B CBOIO 4Yepry miadThcd Ha 6 migmiarpyn - ¢ocdaTHoUAXOAIHH,
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docaTuarreTaHOAAMIHH, docaTuaracepuHH, dochaTHANAIHO3ZUTOAH,

KapOioAilliHK, HAaa3dMasoreHH. Ha¥moImupeHImMMU 3 HUX € IepIli JoTupu. B ocHOBI
monekyan cdinrodocdoaininiB AeKUTHL HE 3aAHIIIOK TAIIIEPOAY, a IHIOWUH COUPT —
cinro3ms. OCHOBHUM IIpeNCTaBHUKOM CQIHTOAINIAIB € chiHroMieAiH.

Cepen ¢ocdoainiaiB, 3 SKUX MOOyAOBaHUM Oiltap, BUAIASIOTH YOTUPU M'OAOBHUX i
onuH MiHOpHHU. Tak, y 30BHIIIHBOMY IIapi ImAa3MaTHYHOI MeMOpaHU KAITUH CCABILIiB
MiCTATBCS dochaTuaUAXOAIH i cinromieain, y BHYTPIIIHBOMY -
docaruauseraHoramin i ¢gochaTHaUACEPHH, a TAaKOXK MIiHOPHHH KOMIIOHEHT —
docharuamainosuTos. PocharuauacepuH i PochaTUANAIHOZUTOA HECYTh HETaTUBHUU
3apsn, 110 Hajae BiAIIOBIAHOTO 3apsiAy i BChOMY BHYTPIIIHBOMY IIApy HAa3MaTUIHOI
MeMOpaHH.

Caixoaimiam: ckaagarTh Oiasg 2 % AiMigiB maa3zMaTHYHOI MEMOpPaHU i MiCTITHCH
BHKAIOYHO B ii 30BHimHbOMy Iapi. [aAikoaimigu, momibHO mo docdoainiai, 3a
HASBHICTIO y CBOi#l OyZI0OBi 3aAHIIKY TAillepoAy abo cpiHrO3MHY TeK IIOMIASIOTHCH Ha 2
HiATPYITH: TAIIIEPOTAIKOAITIAM ¥ cpiHTOTAIKOAITI M.

Faineporaikoaimiau, Ha BiaMiHy Bixm raiepodocdoaimiaiB, y 3-My HOAOKEHHi
TAIIIEPOAYy MICTATH HE 3aAUIIOK (POCPOPHOI KHCAOTH, a 3aAHILIOK BYTA€BOAY, HAIp.,
raaakTo3u abo TAIOKO3U. BOHH IIOIIMPEHi y CHHBO3EAEHHUX BOAOPOCTeH i miaHoOaKTepi,
a TaKoOIXK 3yCTpidaroThCd y XAOpoIlAacTax (Hamp., AiallATaAaKTO3HUATAIIEpH ).

Coinroraikoainian wmictarh Iepamin (LepamMioM Ha3UBA€ETBCHI CIIOAYKA,
yTBOpPEHA CIIUPTOM CC(OIHTO3MHOM i JKHUPHOIO KHCAOTOIO) ¥ OWH YU KiAbKa 3aAHIIKIB

MoHOocaxapuaiB. Hainpocrinii 3 HHX - e LIepeOpoO3HAH, HAIPHUKAAL,
raaakTo3HuALlepaMil (rasakroilepebpo3ma) i TAIOKO3HALlepaMin (rarokorepedposusn).
HaiickaamHinry OyaoBYy MalOTh TaHTAiO3HAM — iX MOXKHA pPO3TASAATH 9K ITOXimHI

nepebpo3uaiB, 1110 MAIOTh OAWH YU KiAbKa 3aAHIIKIB Ciaan0BOI KUCAOTH (Y AIOOAMHH — N-
aleTUAHeMpaMiHOBOI), a 3aMiCTh OIHOTO 3aAHIIKa MOHOCaXapHAy — OAirocaxapui.
Takoxk € cyabdouepedposuau (abo cyabdarumu - ckaamgHi edipu I1epebpo3umy i
cipyuaHoi K-TH; 3B $30K -— d4epe3 TpeTiti arom C rekco3u), raoboszmmm (abo
LIePaMiAIIOAINeKCO3UIH), 1110 B MOAEKYALI MalOTh HE OUH 3aAWIIIOK MOHOCaXapUuay, a nABa
i Oiab1IE.

Ha 1me omuH AimigHui#i KOMIOHEHT MeMOpaH - XOAECTEPOA - B CEPEIHBOMY
npurniagae g0 30 % Bcix AimigiB maa3maTHYHOI MeMOpaHHM CccaBIiB, iM o0uaBa
MOHOIIIAPH MeMOpaHU 30aradyeHi HOPUOAM3HO PiBHOIO Mipow. Bucokuii BwMmicT
XOAECTEPOAY POOUTE MeMOpaHy OiABII KOPCTKOIO, a HHU3BbKUH HOro BMICT 30iAbIIye
TEKYYiCTh..

Mem6paHM oOpraHidaMiB pi3HUX TaAKCOHOMIYHUX TI'pPyIl MOKYTh MOBOAI CHABHO
BiApi3HATHUCA 3a AlTIAHUM cKaamoM. Hampukraaa, memOpanHa E. coli MiCTUTH TOAOBHUM
4ynHOM (pochaTuauseTaHOAaMIH. XOAECTEPOA, HABIIAKH, 30BCIM BiCyTHINM y MeMOpaHax
OakTepiii, a y MITOXOHAPIAX MICTHUTBCH y AyKe HU3BKUX KOHIIeHTpallisx. KpiMm Toro,
IIEBHOIO MipOI0 BiApPi3HAIOTHECS 3a (POCHOAIIITHUM CKAQIOM MEeMOpPaHU Pi3HUX OpraHeA
KAITUHM (30KpeMa, B MeMOpaHax MITOXOHAPIH BiACyTHIM cdiHromieain), a TakKoxk
MeMOpaHU pi3HHUX THHOIB KAITHH OZHOrO i Toro K oprauiamy. Tak, Haiibiablie
TAIKOAITIIAIB (0c06AMBO 11epebpo3uacyabdatiB) MICTUTBCA B Mi€AiHOBiE 000AOHIN M
mAa3MaTH4YHIE MeMOpaHi MiKPOBOPCHHOK KHIIeYHHKAa. MeHI (pyHKIIIOHAABHO aKTHBHI
MeMOpaHU MIiCTATH MEHIIe AimiAiB (Hamp., Mieain — no 80% aimiziB i auine oamH 6iA0OK
AimoiaiH), y To# dyac 9K OiAbIl (PYHKIIIOHAABHO aKTHBHI MeMOpaHu — OiabIiie 6iakiB. Lle
HOSICHIOETBCH THUM, IO (PYHKIIIOHAAbHa aKTUBHICTH MEMOpPaHH IIPsIMO IIPOIOPILIiHA
BMICTY B Hi#l pepMeHTIB, IKi IpeacTaBAEHI IIPOCTUMHU a00 CKAQTHHUMH IIPOTEIHaAMH.
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MiHOpHHMH AINiZAHMMH KOMIIOHEHTAMH MeMOpaH € TOKO(epoAH, YOIXiHOHU
Ta iHIII XiHOHHU, 7-KETOXOAECTEPOA, PETHHOA, MiaIlHMATAIIIEPOA, MOHOAIIMATAIIIEPOA,
BiABHI KHPHI KHCAOTH (30KpeMa, apaxijoHOBa — II0IIepeJHUK eHK03aHOINiB).

Y 1997 poui nHimeubkui#t BuyeHuY Kaii 3uMoHC BUCYHYB Teopiro "AimimHuX
padTiB. 'onroBHaA imea 3uMOHca mHoAsIrae B TOMy, IO IIEBHI MIASHKH MeMOpaHH!
camMoopraHi3oBaHi y 6arati Ha xoaecTepoA padTu - "TIAOTH", 110 € OIABII MIABPHUMH, HiXK
IHII OiATHKH, 1 34aTHI BIABHO pyXaTHCd B OTOUYIOUHX Aimigax. 3aaexKHO BiJ HOAiH, aKi
Big0yBaIOTBCS 13 KAITHHOIO, Ii "TIAOTHKHU' MOKYTh 30HMpaTHCH y BEAUKI IAATPOPMH, i
TOAi MOAEKyAH OiAKiB, dKi OO0 IIbOrO MICTHAMCS Ha Pi3HHUX '"maoTax’, HaOyBaroTb
3aTHOCTI 3yCTpidaTHCs i B3aEMOIIATH.

3a CBO€I0 CTPYKTYpoOlo AimimuHuii padt (aura. lipid raft - ninioHuii naom) €
MikpogoMeHoOM AimigHoro Oimapy IIM, mro Garatuii Ha xoaecTepoa, ciHroAimigy i
HacudeHi ¢ocdoainigu (3Bimcu ¥ acoiliamig i3 MIASHKOIO MIIABHOYITAKOBAHOIO AlITify,
10 «IIAaBa€» Ha IIOBEPXHI «pimkoro» pocdoaiminy) (puc. 1.1).

A £ 2 3 a

ittt h A0 A N I- '||"<I .,IQH”,.
%%}jﬁ il 1.{;'-J J]-ni- ﬂt}: ¥ -.-r |;Lh ’If‘m

Puc. 1.1. Crpykrypa AinigHoro padTy. A — IUTO30Ab; B — mo3akaiTUHHU IPOCTip;
1 - Aimixg B pigkili HeBHopsaaKoBaHIN pasi, III0 OTOYyE LIIABHO yIIAaKOBAHUH AirmigHUH
padt (2); 3 - TpaHcMeMOpaHHHH O0iAOK, crooaydeHuUH i3 aimigaum padrom; 4 -
0inOK KAITHHHOI MeMOpaHH; S - oairocaxapuiHi 3aAMIIKKM Ha 0OiaAKy padra
(ramkomipoTeiH); 6 - rAiKO3uA(OCHATUAUAIHOZUTOA; 7 - XOAECTEPOA; 8 - oAirocaxapumHi
3aAHUIIKY HAa AlTiiax (TAiKoAiTTim).

Aimmimaui padT BiZHOCHO HEPO3YMHHUP y OTOYYIOUOMY AiMifi, € [JOCTaTHBO
reTepOreHHOI 1 HecrabiabHOIO cTpyKTyporo (50 - 200 =M). BOymoByBaHHS
crierupiyHUX MeMOpaHHUX OiAKIB y AimmigHu# padT cunpuduHse ioro crabiaizartiro, a
HaCTyIIHE 3B’s13yBaHHS AiraHmiB i3 penenrropaMu  abo  TAiKociHTrOAiTimammu,
pO3TalllOBaHUMH Yy TaKUX padTax, 3alycKae Iepefady BHYTPIITHBOKAITHHHOIO
CUTHaAY.

AinigHi padTu crifiki 1o 0O0pobku metepreHTamu. [Ipu 1bOMy AinizHa MeMOpaHa,
IIpeacTaBA€HA PIOKOIO  HEBIOPSAKOBAHOIO (Pa30i0, PO3YMHAETHCS, a MeMOpaHa y
pinokiit BiopgaakoBaHiii ¢a3si (TobTo y miagHIli padTH) 30epirae CBOIO IiAiCHICTE. Y TOH
JKe Jac, o0pobka MeMOpaHU IIMKAOAEKCTPAHOM, IO CIIEIU(IYHO 3B’d3y€ XOAECTEPOA i
BUOaAad€e Horo i3 aimimHoi mMeMOpaHH, COPUYMHSAE PO3YMHEHHS pPadgTy B OTOYYIOYUHX
docdoaininax i magKpecaAroe BasKAUBICTE XOAECTEPOAY [IASI YTBOPEHHS padra.

Heaki Oiaku crnenu@idHO AOKAAI3yIOTBCHI V AimigHmxX padrax. [Hmi OGiaknm
IIPUENHYIOTHCI N0 padTy AUIIE IIicAs akTuBallii (peurenitopu T-KaiTuH, perientopu B-
KaiTuH, CD39 To1110). ¥ TOM 3Xe Jac aeski 6iAKH B3arasi He MOXKYTb OyTH HPUCYTHIMH y
padrax, i, o6 3abe3neuynTH ix B3aeMoziro i3 GiAKAMH-KOMIIOHEHTAMH padT, KAiTHHA
pyiiHye yacTuHy padTiB i 3BiAbHIOE HEoOXiaHI 6iAKH.

AirrimHi padpTH BUKOHYIOTH ABi OCHOBHI (PYHKIILI — MalOTh Oe3rocepegHe 3HAYEHHS
[AS 3OiMICHEHHSI BHYTPIIIHBOKAITMHHOI CHUTHaaizarlii, a TakoxXK 3aAydeHi 40 peLernTop-
OIIoCepPeIKOBAHOTO €HAOIUTO3y XapdOBUX KOMIIOHEHTIB, TOPMOHIB, XeMOKIHIB, OeIKHUX
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BipyciB, Oakrtepili, mapasuTiB i OakTepiaAbHHX TOKCHHIB. OCTaHHE € OCOOAHBO
XapaKTEePHUM [Afd Kaeeo i — CIIelliaAi30BaHUX AIMiJHUX yIPYyHOBYBaHb, Ha SKi 34aTHIi
nepeTBopOBaTUCA padTH; KaBeoAu MaioTh Burasga 50-100 vm “BrmHanp” I[IM i 3a
OymoBOIO CXOKi Ha AlmiaHi padgtu. KaBeocomu, 1110 yTBOPIOIOTHCS ITif Yac €eHI0IUTO3y B
MIASTHKAaX KaBeoA, € OIABIII CTabiABHUMM, Hi3K €HIOCOMH, i IepeHoCcdTh “BaHTaxK” o EP i
anapaty 'oapmki. TakMM YHMHOM IIOTAMHAHHSA B QIASHKAaX KaBEOA 03BOASIE IIaTOT€HaM
VHUKHYTH IIepeTpaBA€HHS B AidocoMmax i merpapgarii. A MOAEKyAIpPHOI MeIUIIMHU
padTH cTaaum AaHKOIO, KO HE BHCTA4YaAO [OAS PO3YMIHHA MEXaHU3MIB PO3BUTKY
OaraTbox 3axBOpPIOBaHb. Hampuraazd, BUSBHAOCH, 10 Bipycu (y T. 4. # Bipyc CHIdy)
BHOHpPAIOTh CBOEI0 MIIIEHHIO y KAITHHHIH MeMOpaHi came aimimHi "maoTu" i 3BiaThé
PO3IIOYHNHAIOTE CBOE IIPOHUKHEHHSI y KaiTuHy. IIpioHOBI 1 HelpoaereHepaTUBHI
3aXBOPIOBAHHS TEXK 3aAy4YalOTh MIASHKH padTiB.

JK BXKe 3a3HaAYaA0Csd, KaBEOAH, MOAIOHO Mo AimigHux padrt, € miagaramu [1M,
OaraTUMM Ha XOAECTEPOA, CQIHroAimigM, TAIKOCKIHTOAIMAM, SKOPHI TrAiKompoTeiHH,
pelienTopu-"yaoBAIOBadi” (scavenger receptors) kaacy B, 3okpema SR-B1l (yaoBaroBau
ATIBII, AITHII, anioHHHX ¢ocdoainiaiB, amonTO3HUX KAITHH, TPUTAILIEPHUIIB,
ToKO(pepoaiB) i CD36 (yaoBaroBau okucaeHHuxX AITHII[ (oxAITHII), >XKHPHUX KHCAOT,
aHioHIB pocdoaimmigiB, amoNTO3HUX KAITHH). Ha BigMiHYy Bif AimigHUX padT, KAaBEOAH €
BorgyTuMHu giagukamu I[IM i mictaTh 6iA0K KaBeoaiH-1 (178 aMiHOKHMCAOTHUX 3aAUIIKH),
110 € TpaHCMeMOpaHHUM OIAKOM i 3MaTHHUH B3a€EMOISITH i3 CUTHAABHHUMH MOAEKYAQMH.
I[li CTPYKTYypH BUSBASIOTBCS V UYHCAEHHHUX THIIaX KAITHMH, HaWyacriiie B
€HO0TEeAlaABHUX; V KAITMHaX HEPBOBOi CHCTEMHU IIi CTPYKTYpPHU €, an€ MOP(OAOTIYHHX
O3HaK KAAaCHYHOI KaBEOAU HE MAaIOTh.

Y miangHIII KaBEOAH AOKaAi30BaHi YMcAeHHi 6iakY (y ToMmy umcai ¢ eNOS); mapkepom
KaBeoa € KaBeoaiH (1992, Rothberg). Mwurri, HoKayToBaHi 3a reHOM IbOro 0OiAKa, He
BHUSIBAFIOTH JKOOHOI MOPQOAOTIYHOI O3HAKH KaBeoA, TOOTO pOAB KaBeOAiHy —
crabiaizarliss KaBeoA IK MEMOPaHHOTO YTBOPEHHS; JOIOMIKHY POAB IIPH IILOMY Biirpae
aKTHUHOBUI KOPTEKC, 110 YTpUMy€e KaBeoan y [IM.

BiAKOBi KOMIIOHEHTH CTPYKTYpPH MeMOpaH

Bci 0iAKM KAITHHM yMOBHO MOXKHa IIOMIAUTH Ha 2 Tpynou — MeMOpaHHi i
LUMONNASMAMUUHL.
Kaacucikamia memOpaHHUX 0iAKiB 32 (PYHKIISIMH JO3BOASE YMOBHO PO3MIAUTH X
Ha:
* Oiaku-pepmentTu (iHTerpaabHi — ATdasum; nepudepidini -
aleTHAXOAIHecTepasa, AyKHa i Kucaa doccarasu, PHKaza);
* OiAKH-pPEeLEeNTOPH (IK iHTerpasbHi, Taxk i repudepiii);
* CTPYKTYPHI OiaKHY;
* TpaHCHOPTHI 6iAKH, TOIIIO
3a aokaaizamiero y ¢ocdoanininHomy 6Oimapi MemMOpaHHUX O0iAKIiB BHOIASGIOTH
HACTYIIHI OiArpyIyu OiAKOBHUX MOAEKYA:
* ImTerpasbpHi (mommu, KaHaAH);
* YacTkoBO 3aHypeHi (“3agKkopeHi’);
» Tlepudepiiini (po3ramoBaHi 3 30BHIIIHBOTO abo
UTOIIAa3MaTHYHOTO 60Ky MeMbpaHu);
OkpiM MeMOpaHHHX i IHUTOIIAA3MATUYHUX OiAKiB € rpyma T.3B. amM@PimponHux
6i1Kie, 3MATHUX iICHYBaTH 1 y BIABHOMY, i Y MEMOpPaHO3B’d3aHOMY CTaHi; CUTHAAOM OAS iX
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BOyZIOBYBaHHSA y MeMOpPaHH CTAaIOTh Pi3HI THIH MOCT TPAHCASLiIHHOI Mommdirarii -
Hal4yacTillle alfMAIOBaHHS Ta i30IIPeHUAIOBAHHS.

Y Moaekyrax mepuHpepiHHHX OGiAKIB (Halp., CHIEKTPHUH E€PUTPOLIUTIB) 3aAHIIKH
rizmpodiAbHUX aMiHOKHCAOT PO3TAalllOBaHi Ha MOBepxHi 6iAKOoBOi raobyau. [lepudepitini
O0iaAkM MeMOpaH BiApi3HSIOTHCS Bif iHTETPAABHHX MEHIIIOI T'AMOWHOI0 INPOHUKHEHHS Y
Gimap i OiAbIl cAaOKHUMH OGiAOK-AIDIZHUME B3aeMomisMU. BOHH yTPUMYIOTBCH Ha
IOBEPXHI MeMOpaHU iOHHHUMHU i BOAHEBHUMH 3B’d3KaMH MiXK HUMHU Ta iHTETrPaAbHUMHU
Oinkamu i TOMy He MIIIHO 3B’d3aHi i3 MeMOpaHaMu. 3aBAgKH boMy HepudepiiiHi 6iaku
AETKO BiIOKPEMAIOIOTBCS Big MeMOpaHHM 3a il COABOBHX PO3YHHIB (EKCTPAaKIIis
KapOoHatamu), 3MiHu pH i T.11., a TaKoXK 3a Aii AeTepreHTiB CepeaHbOI CUAH.

IHTerpaabHi GiAKH (rAiKOoOpPHH, GAKTEPIOPOIOIICHH) MAIOTh BEAHKI TiapodobHi
MIASHKY (CTPYKTYPH THUILY A-CIIipaai), po3TallloBaHi BCepeAnHi MeMOpaHH, i (pikCcyroTbCcs
y Oimapi 3a [O0IOMOIOI0 EAEKTPOCTATHYHHX CHA (HAa PIBHI IOAIPHUX TIOAIBOK
docdoaininin) i rimpodobHux B3aemoaitt (y ToBIIMHI Oimtapy). TpancmebpaHHi OiATHKYU
TakKuX OiAKIiB [E€peTHHATh MeMOpaHy OauH (raikodopmH) abo KiabKa pasiB
(rakTO30mIEpMeEa3a, bakTepioponorncuH). BoHu TicHO 3B’a3aHi 3 MeMOpaHHUM Oirrapom, i
3MiHa cTaHy HIUX OiAKIB IepemaeThbCd Ha OTOYYIOUi iX AimigHI MOAEKyAu (Tak 3BaHi
AHYNSPpHL inidu). [dedaki iHTerpasbHi OIAKM € KOMIIOHEHTaMH OAITOMEPHHUX KOMIIAEKCIB
(H*-ATdaza/ATd-cunTaza BHyTpilIHBOI MeMOpaHu MitoxoHApiti, Na*, K -ATdPaza
naazmaTudHoi meMmbpanu, H*, K*-ATdaza can3oBoi 000AOHKH KHIIEYHUKY), IIPUIOMY
CTYIIiHb OAiroMepH3allii € BaXKAUBOIO [IAS BapiloBaHHS aKTHBHOCTI TaKHUX (PEPMEHTIB 3a
pidHUX PYHKITIOHAABHUX CTaHiB KAITHHU.

Taki 0iAKM MOIKHA BHOIAUTH 3 MEMOpPaHU TIABKH IIASXOM il pyHHyYBaHHA 3a
JOIIOMOTOI0 €KCTPAaKIIii AeTepreHTaMu abo opraHiYyHUMH PO3YMHHHUKAMH.

HdeTepreHTH — 11e aMQpinaTUIHI MOAEKYAH, III0 MICTATH HMOAIPHI rpymnu (“roaiBra”
i moBru#i ByraeBOAHEBHUH TimpodoOHME aaHIOr (“XBicT”), i 3aBOIKH Takid OymoBi y
BOIHOMY CEPEIOBUII  YTBOPIOIOTH MilleAHM. Y CKAa[i MilleA [AeTEepPreHTH 3OaTHi
coaro0iaizyBaTH y Bozi rinipodoOHi CTPYKTYpH, 30KpeMa, iHTerpasbHi OiAKOBI MOAEKYAH.
IIpo conrobinizauyiro cyosime no nosei 6inka abo eionoeionoi 6ionoziunoi
axmuerocmi e Haodocaodoeiil piouni nicns 6UCoKoweuodKicHo20
uenmpudgpyzyeanus (1 200, 105 000 g) - 3a yux ymoe ocaodxyemocst 6invwicmo
membpan. Y miporieci coarobiaizariii qerepreHT MOBUHHUN 3aMiCTUTH TiApodpoOHi AirmiaHi
JIATHKH MeMOpaH! HaBKOAO TPaHCMeMOpPaHHOI 4YacTUHHU 0iAKa 3 YTBOPEHHAM OL1K080-
demepzeHmMHOI Miyesu, IPU 1ILOMY He HOPYIIYIOYH BTOPHUHHY i TPETUHHY CTPYKTYpHU
npoteiny. BiaAku BOYIOBYIOTBCS Y TakKi MilleAH 3a OIIOMOTOI0 TiapodoOHUX B3aEMOSIii,
a caM JIeTepreHT KOIIitoe AimigHe GimrapoBe otodyeHHd 6iaka. [laai 6GiAKOBO-OeTEepPreHTHY
Mineay Tpeba pO3MiAHMTH, OCKIABKU AETEepreHT Oyde BIAMBATH Ha BAACTUBOCTI Oiaka
(3apan, eaeKTpodOpPeTHYHY PYyXAHBIcTb). [ad 1poro 3a3Budail 3aCTOCOBYIOTH Aiaais,
OpyU [BOMY II€BHA YaCTHHA MOAEKYA [JETEPreHTy BiJOKPEMAIOETHCH. SIKIIO
BUKOPHUCTAHHS METOAYy YCKAQIHEHO, TAaKOX ICHYIOTh CremudiyHi cMoaHn, 9Ki
O03BOASIOTH BiIOKPEMUTH OiAOK BiZ AE€TEPreHTYy.

3a npupoodoto 2pynu 2i0popinbHOl 20ni8KU MOXKHA BHUIOIAUTH HACTYIIHI KAacH
OEeTEePTEeHTIB:

- ioHHi (KaTioOHHI Ta aHiOHHI — “roaiBKa” MiCTUTB 3apsaxKeHi rpynu). [Ipukaanu:
COML JKOBUHUX KUC/NOM — XOAAT, NE30KCHUXOoAaT (aHIOHHUU OemepzeHm, IO MiCTHUTH
KapOOKCHABHY i TAPOKCHUABHI rpynH); ododeyuncyasgpam nampiro (SDS, ACH - arnioHHuil
demepeeHm i3 CyAb(PATHOIO TPYIIOI); ANKUIMPUMEMUNAMOHIESL CONL (KAMIOHHUU
demepzeHm — MICTUTb TPUMETHUAAMOHiIeBY rpyny); LTAG (LeTHATPUMETHA-1-aMOHIiN
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Opomim — KamioHHUllL OemepeeHm i3 TPUMETHAAMOHIEBOIO Trpymom). Kpim “roaiBru”,

MicTaTk ByraeBomHeBHE aAaHIpor (SDS, IITAB) abo KopcTKe cTepoigHe gapo
(me3zorcuxoaaT HaTpilo). Hanexams 0o JdeHamypyrouux oOemepzeHmis, W0 30amHi
nopywysamu cmpykmypy oinka.

- HeloHHI — OKTHA-[3-D-rarokomnipaHo3uns (oxkmusientoxko3uo) i IOAIOKCHEeTHAEHOBI
noxigHi tuny mpumony X-100, aybpony PX, TWINs. [JeTepreHTH OAHOTO KAacy B
TOAIBIII MalOTh He3aps/KeHi TigpodiabHI TI'pymnH, III0 MICTATH I10AIOKCHETHAEHOBI
KOMIIOHEHTH (TpuToH X-100) abo TAIKO3UIHI rpynu (OKTHATAIOKO3U,
[OOAEIINAMAaAbTO3U). JemepzeHnmu yiei epynu Kpauwie npuoamHi Onsi pYluHY8AHHSL Jinio-
JUNIOHUX 1 NINI0-611Ko8UX 83aemo0ill, HUK 6inok-6inkosux. Tomy 60HU 88arKaromuCs
HedeHamypyrouumu i WUPOKO 8UKOPUCMOBYIOMbLCSL 0151 BUOLTEHHSL MeMOPaHHUX 6L1KI8 Y
6101021UHO AKMUBHIU ¢hopMmi.

- ueimep-ionHi (CHAPS -  3[(3-xoaamizmomporria)-quMeTHAaMOHiIH]-1-
npornaHcyabgoHaT; ygimepzeHm cepii 3-X). Lli clIOAyKH MalOoTh BAQCTHUBOCTI 9K iOHHUX,
TakK i HEIOHHHUX OETEPreHTiB: K 1 HEIOHHi, He HECyTh E€AECKTPHUYHOIO 3apday, iM He
BAAQCTUBI €AEKTPOIIPOBIAHICTD i €AEKTPOPOPETUYHA PYXAUBICTH, BOHH He 3B’I3YVIOThCH i3
i0HOOOMIHHHUMH CMOAAMU; 5K [ IOHHI, € e(heKMUBHUMU O/l pYUHYBAHHSL OL10K-OL1KO8UX
830.eMO0ill 1 MOMY HANLEHKAMb 00 OeHAMYPYIOUUX.

3a HU3BKHUX KOHIEHTpAI¥ M[OeTepreHTH 3B93yloThCcd i3 MeMmOpaHoio i
OEeCTPYKTYPYIOThb AimimHui Oimrap. 3a OGiablll BUCOKHX KOHIIEHTpAaLiil, KoAu Oirmapu
HaCH4YeHi AeTepreHTaMH, MeMOpaHa Ae3iHTerpyeThbCd 3 YTBOPEHHSIM MiIlIaHUX MilleA, B
AKUX TigpodpobHi miAgHKH MeMOpaHHUX O0iAKiB OTOYeHi TigpodoOHUMU AQHIIOTAMH
mirtea. Ha KIiHIIEBUX CTamisX COAMOOiAi3allis KOMIIOHEHTIB MeMOpaH 3yMOBAIOE
dopMyBaHHS MINIaHUX MiIleA, IO CKAQAIOTCd i3 AiOiAiB Ta OETEepPreHTiB, Ta
[AETEePTeHTHUX MilleA i3 BKAIDUYEHHUMHU B HUX OiakaMu (3Bu4aiiHo 1 6irok Ha minieay). [Tpu
3aCTOCYBaHHI IIPOMiIKHUX KOHILIEHTpPAIli#l MOXKAUBI iHIIi KOMOiHAMii MilteA, HaTIpP., Almig-
Oinok-meTepreHT. Milean, IO MICTSITh KOMIIAEKCH OiAOK-AE€TEpPreHT, MOIKHa
BiIOKpeMUTH BiJ iHIITUX MilleA 3a iX 3aps oM, Po3MipoM i TyCTHHOIO.

“SaakopeHi” OIAKHM yTPHUMYIOTBCS B MeMOpaHi 3aBOSKH HASBHOCTI KOBaAEHTHO
IIPUEIHAHOTO TinpodgobHoro “akopsa” (puc. 1.2).

No3akniTMHHWA

npocTip
ninigHUA
Giwap

Puc. 1.2. Criocobu mpuKpinaeHHs 0iAKOBUX MOAEKyA OO AimigHoro Oimapy. 1-
[HTerpasbHUN MOHOTOIHUM 6iAOK, A-CITipaAbHUII JOMEH SIKOTO MPOHU3YE MeMOpaHy;
2-iHTerpaabHUE MOAITONMHUH 0iAOK, IO IIPOHU3YyE MeMOpaHy KiabKa pasiB; 3-
«3agKOpeHui» OiAOK, TIpUegHAHWUI MO0 MeMOpaHM dYepe3 KUPHY KHCAOTY,
4,5-ntepudpepitini 6iAKHM, gKi He MaroTh TiapoOOHUX MIATHOK, a MICTITH 3apsazKeHi
YaCTUHH, III0 B3aEMOITE 3 (pochaTHUMH rpynaMu docdoaimiaiB (4) adbo 3 iHIITMMHU
biakamu (5).
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Y poai ocTaHHBOIO MOXKYTH BHCTYHATH KUPHI KHCAOTH (IIaABMITHHOBA,
MipHUCTHHOBA), 32AHUIIOK 130IIPEHY ab0 MOCAIIOBHICTD HEIIOASPHUX aMiHOKHCAOT (HAIIp.,
y uuroxpomy bS). [ag ix BHUOIA€HHS 3aCTOCOBYIOTH NETEepPreHTH abo (pepMeHTH, IO
3IHCHIOIOTD AI3UC AlTiTHOTO “aKopd”.

BHyTpilTHEOMOAEKYAIpHA AUHaMiKa MeMOpaHHUX OiAKiB BHBYEHa MEHIIE, HixK
AimigiB. YucaeHHi meMbpanHi 6iAKM 3maTHI AeTKO OugpyHOyeamu B3OOBXK MeMOpaHHU
(4acTo i3 OTOYYIOYHMMHU iX AiifaMM) i MarOTh JOCHUTH BUCOKY 00epmanvHy pYyxausicms Yy
Mmexnax 00H020 MoHowapy. Aae KoedpirtieHTH audy3il HaBiTh y HAWPYyXAHBIIINX OiAKiB
OpubAM3HO Ha MOPSAAOK HHIKYe, HixK y AimigHux moaekya. MobiabHuMmu € 20-50%
MeMOpaHHUX 0iAKiB, iHIIII MalTh OOMEXKEeHYy PYyXAUBICTH ab0 30BCiM HEPyXOMi.
[TprynHOIO iMMOOGiaizallii iHTerpaabHUX 0iAKiB y MeMOpaHi Moxke OyTH IX acorrarlis 3
VTBOPEHHSM BEAWKUX arperatiB, B3aeMogid i3 nepudepiiHuMU 0inkaMu, 3B’I3yBaHHS
i3 eAeMeHTaMU IIUTOCKEAETY TOII0. BUaBA€Hi TaKoXK obepmanbHi pyxu monekys binkie
i3 nepemiyeHHsM 3 O00H020 MOHOWApPY 6 IHWUU 13 IIapaA€AbHOIO 3MiHOI0 CBOEI
KOH(iryparii (Harp., Tak IEPeMINIyIOThCH PYXAHUBI IIE€PEHOCHUKM Pi3HUX CIIOAYK —
Hamp., QochaTUaNAXOAIHY, (ocdhaTUAUAIHOZUTOAY, CGIHTOMIE€AIHYy, CHPHUTIOYU
porlecaM ITOAeTIIeHOI Audy3ii IUX CIIOAYK), IHMepHanidayis peuenmopie (3a meBHUX
YMOB BOHH 3aHYPIOIOTBCH Y AIIAHUN HIap, BTPadaroTh CBOIO aKTHBHICTb, MeMOpaHa
3MiHIOE CBOi BAACTHUBOCI), BOYZOBYBaHHS ILiAUX MeMOpaHHHX (parMeHTiB MeMOpaH
OZIHOTO THUITYy B iHIIII MeMOpaHHU.

ByraeBoAHi KOMIOHEHTH MeMOpaH

ByraeBomHI KOMIIOHEHTH IIPHCYTHI BHKAIOYHO Y 30BHIIIIHBOMY MOHOIIapi
0ioAoTiYHHMX MeMOpaH SIK CKAAOBi rAiKompoTeiHiB, IpoTeoraikaHiB i raikoaimigiB. Tak, y
MeMOpaHax TAiko3uapoBaHUMHU € 0iag 10% Bcix 6iakiB i 5-26% aimigiB. Y BiabHOMY
CTaHi ByrAeBoaH B OioMmeMOpaHax BiACYTHI.

Cepen OCHOBHHUX (PYHKIIiFi ByIA€BOJHHX KOMIIOHEHTIB MOXKHA BHIIAUTH KOHTPOAB
3a MIKKAITHHHHUMH B3a€MOMISIMH, IIATPHMAaHHS IMyHHOIO CTaTyCcy KAITHHH Ta
3abe3nedyeHHd cTabiABHOCTI 0IAKOBHX MOAEKYA Y MeMOpaHi.

ByraeBonHi 3aAWINIKHM, TIPHUKPINIAE€HI 40 30BHIITHBOKAITHHHOIO JOMEHY YHCAEHHUX
inTerpaspHUX 0iAKiB MeMOpaH, pa3oM i3 ByraeBoaMH, MNPHUKPIIAEHUMH OO MOAEKYA
doconininiB, PopMyIOTH 2niKoKaniKc, (PYHKILISIMH {KOTO € KAITMHHA ajresia Tta
po3Ii3HaBaHH.

BaacTuBOCTi MeMOpaH

BionoziuHum membparHam npumamaHHi HaCMynHi 8,1aCMuU80CmMi:

* BamkHeHicTh. TeopeTuyHo ocoainimHmi Ginrtap Mo¥Ke MaTH BUTAS ITAOCHKOL
CTPYKTYPH, B TOH Ke yac Taka Horo KoHcopMallis € eHepreTUYHO HEBUTITHOIO — azKe
Ha KiHIgxX Oimrapy #oro rigpodoOHi miATHKH, YTBOPEHI JKUPHOKHUCAOTHUMH XBOCTaMHU
docdoanininiB, OyayTs OGe3rocepeHBO KOHTAKTYBaTHU i3 BOAHHUM CepenoBHUIIEM. Tomy
OioaoriyHi MeMOpaHU B KAITHHI 3aBKIOHU MPEACTABACHI 3aMKHEHUMH BE3UKYAAMH.

 I[IamHHICTB 6ioAOTIYHOI MeMOpPaHU 3aA€KUTH BiM:

- KIABKOCTI AIITiZIiB HA OAWUHUITIO ITAOIIUHU,;

-CIIiBBiIHOIIIEHHS HACHYEHUX 1 HEHACHYEHHUX IKHUPHHUX KHCAOT (31
30iABIIIEHHAM BMIiCTyY BHUIIIMX HeHacudeHUX KK TekydicTh 3pocTae);

- JOBXKHWHMU KUPHUX KHCAOT;
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- TeMIIEpATyPH;
- KOHIIEHTpPALIil XOAECTEPOAY;

* AcumeTpH4YHicTh 0ioroTiyHMX MeMOpaH € BaXKAHMBOK [AS MeMOpPaHHOTO
TPaHCHOPTy, [MAii TOPMOHIB, IMYHOAOTIYHHMX peakliii i [oB’g3aHa i3 pi3HUM
MOAEKYASIPHUM CKAQ/IOM 30BHIIIHBOTO i BHYTPIillTHBOrO MOHomIapy. lle cTocyeTbca sk
AITOHUX, Tak i 0IAKOBUX ¥ BYTA€BOAHHX KOMIIOHEHTIB. I3 BCiX mpeAcTaBHUKIB AilimiB
TIABKH XOAECTEPOA OJHAKOBO PO3MOMIACHHH MiK oO0oMa MOHOIIapaMH MeMOpaHH.
Cepen IHIINX AITIJHUX CKAQOOBHUX, SIK BXKe 3a3HA4YaA0Cs, 30BHINIHIN IIap MIiCTUTH B
OCHOBHOMY docaTuamaxoain i cchiHTOMI€EAIH, a BHYTPIIIHIA -
docaruauseTaHosami, QocdaruguacepuH i dochaTuAUAIHO3UTOA,  Takuit
docdoainmimauii po3momiA Hamae BHYTPIIIHBOMY MOHOIIIAPY MeMOpaHH HEraTHBHOTO
3apany. Pizuunga 3apsaiB mo obuaBa 60KM MeMOpaHU CTBOPIOE MEMOpPaHHUI ITOTEHITAA,
BEAMYMHA SJKOTO BIIAMBAa€E Ha (PYHKIIIOHAABHUN CTaH iOHHMX KaHaAiB.

Monommapu ¢ocdoainigHoro Gimmrapy TakoK pi3HATBCS 3a OIAKOBHUM CKAQIOM.
3okpema, niepudepiiini i 3agkopeHi 0iAKH-(PePMEHTH AOKAAI3YIOTBCHI B OOHOMY 3 IBOX
MOHOIIIAPIB B 3aA€XHOCTI BiJ IIOXOMKEHHd IX cyOcTpaTiB (BHYTPIIIHBO- YU
O3aKAITHHHE). BiAKH-perenTopu, SKIIO BOHU HE € TPAaHCMEMOPAHHUMH MOAEKYAAMH,
MIiCTATBCSI BUKAIOYHO y 30BHIIIHEOMY MOHOIIIapi. Po3MillleHHsa iHTerpasbHUX OiAKiB
TaKOXK BHOCUTH II€BHHUH BKAQ y acuMmeTpito meMbOpanu. Tak, N-KiHellb iHTerpaabHOTO
MeMOpaHHOTO OiAKa €pPUTPOLIUTIB TMAiKOOPHHY € II03aKAITHHHUM, TOoAi K C-KiHenb —
BHYTPIIIHBOKAITHUHHUM.

[ITo crocyeTbCcs ByrA€BOAHUX KOMIIOHEHTIB, TO, 9K OYAO CKa3aHO paHillle, BOHHU Yy
CKAQl TOXiMHUX AIMiZmiB i 0iAKIB BUIBAGIOTHCSA BUKAIOYHO y 30BHIIIHBOMY MOHOIIApi
OioaoTiyHMX MeMOpaH, II0 € BaKAUBUM [OAd MiXKKAITHHHOI CcUTHaaizamii Ta iHmImx
IpOIleCiB, IO mepeadadaroTh B3aEMOII MiXK KAITHHAMH Ta MiX KAITHHOIO M
I03aKAITUHHUM CePEeOBUIIEM.

» BubiprkoBa HmpOHHKHICTH. BiororiuHi MeMOpaHH € HEOQHAKOBO MPOHHUKHUMH
J[AST PI3HUX PEYOBHH. | KINO OOHI MOAEKYAHW HPOXOASTH Kpi3b Hel Aerko abo BiIHOCHO
AETKO (rasorogibHi cmoayku — KuceHb, CO», Boma), To iHImi abo Maiizke He IePeTHHAIOTH
doconinigumit 6imap masgxom mrpocToi audy3il (rAIoKo3a, aMiHOKHCAOTH), abo 30BCiM
He IIePEeHOCSThC Yepe3 HBOTo (BCi ioHH).

e MunamiuHi BAacTHBOCTi 0ioAoOriuHHX MeMOpaH 3yMOBAE€HI AMHAMIKOIO iX
AlHEUX 1 OIAKOBUX KOMIOHEHTIB. Pi3HI HIAGHKU AiTiTHOI MOAEKYAM Y CKAaQi Oimrapy
MaloTh Pi3HY pPyXAuUBicTh. HaliMeHIIa — y TAIIIEPOAOBOIO OCTOBY MOAEKYAHU (BiH CAYKHUTh
JKOPCTKHUM “dKOpeM”, 10 OOMEKYye PyX ITPHUAETAUX NIASHOK BYTA€BOIHEBUX AAQHITIOTIB).
[To mipi HabAMKEHHS OO CEpeauHHU Oilapy PyXAHMBICTH AQHIIOTNIB 3pocTae i crae
MaKCHMaAbHOI0 B MIA9HITI KiHIIEBUX METHABHUX TIPyIl. /10BOAl BHCOKOIO PYXAHBICTIO
TAaKOXK BOAOIIE€ IOASIpPHA ToAiBKa AimigHol Moaekyau. OKpiM pPyxXy OKPEMHUX YaCTUH
MOAEKYAH, B Oilrapi, SK BxXKe 3a3HA4aA0Cs, TAKOXK CIIOCTEPIraloThCHd PYXH MOAEKYAU SIK
€OUHOTO IliAOTO: O0epTaHHS HABKOAO BiCi; MagTHUKONIOMIOHI i ITomaaBelbIOmiOHI
KOAVWBAHHS MOAEKYAW BiIHOCHO ii piBHOBAKHOTO IIOAOKEHHd y Oilrapi; aaTepasbHa
audysis B Mexkax MoHolIapy; dain-caon-niepexoar. Bcei 11i pyxu MaroTh pi3HY
MBUAKICTE. O0epTaHHsa HABKOAO BiCi 3MiHCHIOETHCS MAyzKe HMIBHAKO (JacToTa MOpaaKa
107-108 06/c); aarepaabHa audysias - HabaraTo noBiabHiIIe (opsgaka 10-12 m2/c);
Oy’Ke TOBIABHUMH € pain-daomn-repexonu. BurAYeHHAIM 13 BCiX AimimiB ckaamae
XOAECTEPOA, III0 MOZKE AETKO II€PEXOAUTH 3 OLHOIO IIapy MeMOpaHU Ha iHIITHH.

IMMmoOinizamia (3ynmuHKa pyXy) AimigiB MozKe BimbyBaTHcd mig dac ix B3aemomii 3
OinkaMH: iHTerpaabHi OIAKM OTOYEHi IIOTPAaHUYHHUM IIApPOM AiMiTHUX MOAEKYA (T. 3B.
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AHYNSAPHL NiNiOUW), PYXAUBICTb IKHUX oOMezkeHa abo xoya O mopylieHa B pe3yAbTaTi
KOHTAaKTYy 3 HEPiBHOIO ITOBEPXHEIO 0iIAKOBOI rAOOyAH.

[Ilomo pyxiB 0iAKOBHUX KOMIIOHEHTIB 0iOAOTIiYHHMX MeMOpaH, TO, 9K 3a3HAa49aA0Cs
paHimie, BOHH € TaKOX MOOCHUTH Pi3HOMAHITHHMHU, ase HabaraTo MHOBIABHIIIUMH 3a
IIepPECYBaHHS AlIITIHUX MOAEKYA.

1.5. MozneAbHi MeMOpaHHi cHCTEMH

MopgeapHi MeMOpaHHI CHCTEMH IIHPOKO 3aCTOCOBYIOTBCS [IAS BCTAHOBAECHHS
Qi3HUKO-XIMIiYHHUX BAACTHUBOCTEH 0iOAOTIYHMX MeMOpaH, a TaKOXK [IAS BHUBYEHHS
OPUHOUNOIB (pyHKIIOHYBaHHA (pocdoaimigHoro Oimrapy i MeMOpaHHHX OiAKiB-
depMeHTIB, TPAHCHOOPTHUX CHCTEM, penenTopiB, Toio. Cepen HaWBaXKAUBIIINX
MozeAael 6iomeMOpaH CAif BUAIAUTH MOHOIIIApU Ha MeXKi po3nomiay ¢a3s nmosiTpsi/Bona,
MOHOIIIAPU Ha TBepAifli OCHOBI, mAocki GimapoBi memOpanu (BAM), maocki Gimraposi
MeMOpaHU Ha TBEPMiil OCHOBI Ta AIIOCOMH.

Monowapu Ha mexxi po3nodiny ¢pasz nogimpsi/eooa i Ha meepoill OCHOSI.

Haiiaermuii crmoci® oTpuMMaHHA MOHOIIApPY Iepeadadace HAHECEHHS Ha BOIHY
IIOBEPXHIO KpallAMHU OpPraHigyHOrO PO3YMHHUKA 3 Aimizmom. Yepe3s mneBHUM Yac
PO34YMHHHUK BHUIIAPOBYETHCH, 1 HA IIOBEPXHI BOAU yTBOPIOETHCH ILIAp TOBIIHMHOIO B OOHY
MoOAeKYAY. [Ipyu IbOMY ITOASIPHiI TOAIBKH OPIEHTYIOTHCS 40 BOOH, a riapodobHi “XxBocTH” —
no 1mioBiTpss. Koam maommHa posnomiay ¢as 3MEHIIYEThCS 3a JIOIIOMOIOI0 PYyXOMOTO
obMeskyBada, MOAEKYAH CIIOYaTKy CIIPECOBYIOTHCH, a Hamaal MOHoIIap PYHHYETHCS:
IIPOIIIapPKN MOAEKYA “HAIlOB3aIOTh’ OJAWH Ha OAMH, i MOHOLIAp CTa€ HEBIIOPSIKOBAHNM.

docdoainigHi MOHOIIIapU BUBYAIOTH 34 OIIOMOTOIO0 8aHH (Ktogem) Aeamiopa. [das
IBOT0 MIE€BHA KIiABKICTB ANy Y AETKOMY PO3YMHHUKY HAHOCUTHCH Ha BOAHY IIOBEPXHIO.
3 oxmHOro OOKy KIOBETH PpO3TalllOBAaHHUH pPYXAUBHH IIOMIAABEIlb, IO [T03BOASE
BUMIipIOBaTH IIAOILY ITOBEPXHi, HA SIKifl yTBOPHUBCSI MOHOILIAP.

[ana MmomeapHa CHCTEMa BHUKOPHCTOBYETBLCS OAS BHMIpy IIAOII IIOBepxHi (A) i
IIOBEPXHEBOI'O THUCKY (1) MoHomiapy. [lepeBaroro MeTOLy € MOXKAUBICTH 3MiHU
3a3Ha4YeHUX IIapaMeTpiB — OTXKe, MeTOoJ MOXKHa 3aCToCyBaTH [OAS BHUBYEHHS
[IOBEPXHEBO-aKTUBHUX AillifliB, a TakKoX (epMeHTIB, n10 (YHKIIIOHYIOTh Ha MeXKi
posmomiay a3 aimim-Boma (HampuKAam, aAimas). Y TOH Xe dYac CHCTeMa €
MaAOTIPUAATHOIO OAS BUBYEHHSI IMOBEMIHKW MEMOpPaAHHHX iHTeTpasbHUX 0iAKiB, Xoda y
MOHOIIIAP i MOXKHA BKAIOYATH OiAKH.

MoHo1rapu, oTpUMaHi Ha MeXKi PO3MOMiAy IOBITpPs/Boaa, MOXKHA IIE€PEHECTH Ha
TBEPAY OCHOBY — HaIlp., Ha aAKiAbOBaHE IIPEIMETHE CKAO (3a pPaxyHOK aAKiAyBaHHS
IIOBEPXHI CKAA CTa€ Tiapoo6HOI0), IAS IILOTO JOCUTH TOPKHYTHCH CKAOM MOHoOIIapy. B
LIbOMY BHUITA[IKy ITOASPHI “TrOAIBKH” KOHTAKTYIOThH i3 BOIOIO, a rimpodobHi «XBOCTH» - HE
3 HOBiTpaAM, a i3 TigpodoOHOI TBEPAOI OCHOBOIO (MOHOWAPU HA mMeepoill OCHOS8I).
JuHaMidHi BAAQCTHUBOCTI 1 TepMOOMHAMIYHI XapaTepPHUCTHKH MOHOIIIAPIiB 000X THUIIIB
0AM3BKi 10 BiAIIOBIAHUX 3HAYEHD OAd Oilmapis.

ITnocki 6iwwaposi membpaHu (6imoneKynsspHi NiNiOHI membpaHu, BAM)

ITnocki 6iwwaposi membpaHu 3a3BUdail PopMyIOTh Ha OTBOPI (miametp Oiag 1 MM) B
rinpodobHit mepeTuHIi (i3 HOAiCTHpPOAY YU Te(AOHY), SKa PO3MiAS€e ABa PO3YUHU
EAEKTPOAITY, CKAQ[ SKHUX MOXKHAa IliAecIIpgMoOBaHO 3MiHIoBatu. Ha rigpodobry
IIEPETUHKY HAHOCATH KOHIEHTPOBAHUH po3uuH (Pocoaininny B po3yUHHUKY (HAIp., Y
nekadi). Biapiia yacThHa PO3YMHHUKY I[IEPEXOAUTH Yy BOAY, a AiiAW 3a BIAIOBLOHUX
YMOB CaMOBIABHO — IIifil BIIAMBOM BAACHOI Baru i MOBEPXHEBUX CHA — YTBOPIOIOTH
OimapoBy IAIBKY, III0 3aTATY€E OTBIip i CTOHIIYETHCH A0 TOBIIMHU Oimrapy. Lle#i mpoiiec €
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OaraTocTamiiHUM 1 MOAYAIO€ camo30upaHHdA 0ioaoriyHOI MemMOpaHu, HOro MOKHA
CIIoCTepiraTu mi CBITAOBHM MiKpPOCKOIIOM. B yTBopeHoMy Oimapi moagpHi “roaiBKu”
opieHTyIOTBCS m0 BomHOI as3u, a rigpodobHi “xBocTn” — BcepeauHy. bBimaposa
MeMOpaHa cTabiAi3yeThCs €eAEKTPOCTATHYHUME B3aEMOIIIMH MiXK i0HAMH €AEKTPOAITY #
3apdaKeHUMHU rpynamMu (ocdoaimigiB, a TakoxXK TiApoOoOHUMH B3aEMOMIIMH MIiX
rinpodobHUMM MiASHKaMH MOAEKYA PocdOoAiTiIiB.

Ha nux mozmeadax 3a AOIIOMOTOIO €AEKTPOIB, YBEAEHUX yV PO3YHHHU E€AEKTPOAITY U
HiIKAIOYEHHX OO0 BUMIiPIOBAaABHOI'O IIPHAAAY, MOXKHA PEECTPyBaTH OIip Oimapy, #oro
€EMHICTL 1 TpaHCMeMOpaHHY pPi3HHUII0O IIOTeHIlaaiB. Ilpu 1BOMYy 3a3Ha4eHi
XapaKTEePUCTHUKU OAM3BKI [0 XapaKTEPUCTHUK OiororiyHMX MeMOpaH. Ha HHX MOXKHAa
TaKOXK BUBYATH (PYHKIIIOHyBaHHA MeMOpaHHHUX 0iAKiB, 30KpeMa, i0HHUX KaHaAiB — aae
OAS IIUX IliA€H € psa TEPEIIKO/ . CAiIoBI KIABKOCTI PO3YHHHHKA, HECTabIABHICTH
GimapiB, 0COOAMBO B HPHUCYTHOCTI MOOMIIIOK AeTepreHTiB. [IAd YCYHEHHSI BIIAUBY
PO3YMHHUKA MOLIABHUM € ompumaHHsi BAM memodom Mormana-Mroanepa — IIASIXOM
3’eqHaAHHA 2-X MOHOIIApiB (pocdoaiminy, yTBOpeHUX Ha MeXKi (pa3 eAeKTPOAIT/IoOBiTps
(mronepiscoki membparu). [ass BUBUYEHHSI TPAHCIOPTHHUX IIPOILIECIB i 3AUTTA MeMOpaH
3aCTOCOBYIOTh 1 YMBOpeHHst cepuuHux O6luuapie MeToOoM BHAYBaHHS PO3YHHY
docdoanininy 3 TpydkH i3 rimpodiabHOrO Marepiasy, 3aHypPeHOI B PO3YHMH E€AEKTPOAITY.
Paniyc kpuBH3HH Takux MeMbOpaH 6iasg 1 cM, KpUBU3HOIO ITOBEPXHI MOXKHA 3HEXTYBATH,
TOMY TaKi MeMOpaHU BBaXKaIOTHCS €KBIBAACHTHUMU ITAOCKHUM.

ITnocki 6iwaposi membpaHu Ha meepoill OCHO8L (GOPMYIOTh Ha TBEPAUX
riipodiAbHUX OCHOBaX, IIOCAITOBHO IE€PEHOCAYH ABa MOHOLIApH 3 MeXi PpO3noaiAy
noBiTpd/Boga. BoHM € I[iHHUMH A9 BHUMIpPIOBaHHS  AaTepasbHoOi  audysii
MeMOpPaHO3B’d3aHUX MOAEKYA 32 JOIIOMOTOI0 (PAYOPECIIeHII.

Ainocomu

Airtocomu Oyao Brepiie BusaBAeHO y 1964 p. A. Beurxemowm. e 6imrapoBi 3aMKHeEHi
chepuyHi IyxXUpIli, YTBOPEHi i3 aMmpinmaTHYHUX CHOAYK (Hamp., ¢ocdoainiais). [Ipu
B3a€EMOii 3 BOAHUMH pPO34YMHAMH TaKi PEYOBHHU 3[aTHI CaMOOpPraHi3oByBaTHUCH Y
[ABOLIApOBi 3aMKHEHi MeMOpaHH; B IIPOLlECi YTBOPEHHS AIilIOCOM Yy HHX MOXKHAa
BKAIOYATH Pi3Hi CIOAYKHM (HEOpraHiuyHi i0HM, HU3bKOMOAEKYASPHI OPraHiuyHi CIIOAYKH,
BeAUKi 0iAKM, HyKAeTHOBI KucaoTH). OCHOBHI METOAM OTPHUMAaHHS AirtocoM po3pobaeHi y
80-x pokax XX CTOAITTS.

3a KIABKICTIO KOHIEHTPHUYHHUX OimapiB po3pi3HAIOTH MoHoAaMmeAspHi (1) i
MYABTHAQMEASPHI BE3UKYAU (HEeCATKHU-COTHI OimmapiB, po3mip — 5000-10000 uM). 3a
PO3MipOM BE3HKyA MOHOAAMEASPHI AIIIOCOMM MOXKHI HomiauTH Ha Maai (20 — 50 HM) i
BeauKki (rmoHanm 50 — 200 HM) (mani moHonamensapui eesurkyau (MMB) i eenuxi
MoHonamensipHi gesukysu (BMB), BimmoBigHo). 3aasekHO Big BMicTy BomHOI dasu
Ailocom (TobTo Bim X HaBaHTAXKEHHs]) BHIOIASIOTH [IPOTEOAINIOCOMH, IMyHOCOMH,
BipocomH, (papMaKoOCOMH TOIIO. 3a (POPMOIO AITIOCOMHU HE 3aBKAU € CHEPUIHUMH (pHUC.
1.3).
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Puc. 1.3. CTpyKTypa AilIOCOM Ta METOIAU BKAIOYEHHS Pi3HUX PEYOBUH Y AIIIOCOMHU.

[ns ompumaHHs inocom OpTaHigyHUM po3duH (POCKOAITiAIiB BHUIAPOBYIOTE OO
OTPUMaHHS TOHKOI AimigHOI MAIBKM, 9Ky IIOTIM 3aAWBAIOThL ab0 BOOHHUM OycepHHM
po3yuHOM, ab0 PO3YHMHOM CIIOAYKH, SIKYy MOTPIOHO BKAIOYHTH y AilTOCOMH. Y BUXIOHY
cyMmini, okpiM ocdoainifgiB (IPUPOAHOr0O ab0 CHHTETHYHOTO ITIOXO/KEHHS) i BOIHOTIO
PO34YHHY, BBOAATE X0AeCcTepoA (mo 40%) — me Hagae MeMOpaHaM ITiIBUIIEHOI MII[HOCTI.
liapodiabHI peYOBUHM, SKi IIOTPIOHO BBECTU Y AIIIOCOMY, PO3MIIIYyIOTh V BOAHIHM dasi;
CTOPOHHI TiApodoOHi CIOAYKH, SKHMH HEOOXiZHO “HaBaHTaXKUTH AIilIOCOMY, TeK
BBOASATH Y BOAHY (pa3y, asre y HOBOCTBOPEHHX AIllOCOMax BOHU OyAyThb PO3MIlIeHi y
AlmigHiH dasi; Ha moBepxHi Oirapy MozKHa aacopOyBaTH Pi3HI XiMiyHI pedoBHHHU abo
KOBaA€HTHO 3B’SI3yBaTH iX 3 AilifaMH Ta iHITMMU KOMIIOHEHTaMHU AITIOCOM.

[Ipu MmexaHiYHOMY CTpPYyLIyBaHHi BOAHOI aucrepcii ¢ocdoainigiB yTBOPIOIOTHCI
CyCIIEH3id, III0 MICTUTb 6azamoulaposi (MYabmMUNOMENSPHI) JINocoMU, SKi AT
€KCIIEPUMEHTAABHUX MOOCAIKEHb HE BHUKOPHCTOBYIOTBCS, XO4da € MPHUAATHUMH IAS
CTBOpeHHd papMalleBTUYHUX IIpernapartiB. Mani moHOnamensapHi ee3ukysiu popMyoTh
LIASIXOM IIOAABIIOI OOpOOKM ITi€l CycrieH3il yABTPa3BYKOM — IIPU IILOMY BigOyBa€eThCs
OPOOAEHHSI BEAMKUX IIIMATKIB AIIB i yTBOPIOETHCH ITPO30pa piaAuHA i3 HEBEAHKOIO
oraseclieHIli€ro. Hamaai oTpuMaHud PO3YMH MOHOAAMEASTPHHUX AITIOCOM (PpaKyioHyroms
3a poamipom (resab-xpoMartorpadis abo eHTpUYTYBaHHS y TpPamieHTi raimepoay) i
OIEeP3KYIOTH TOMOTEHHY CyMiIlI AilTocoM 3 miameTpom Giag 250 A.

Hepmosikom MMB € Te, m1o maoma MOBEPXHi 30BHIINIHBEOINO MOHOIIAPY
docdoaininHoro Gilmapy Maiizke BABidi Oiabllle 3a BHYTpINIHIH, i 70% AinigiB MicTUTHCH
330BHi. PocaTuanaxoain i cciHroMieAiH yepe3 0CcoOAMBOCTI OyIOBU MOAEKYAU OyAyTh
poO3MillleHi IepeBaskKHO TeXK 330BHI - BHHHUKAE acHMeTpid MeMOpaH i acHMeTpu4iHe
BOyZIOBYBaHHS y AilTOCOMH Aedkux OiakiB. Ille omHUM HemoAiKoM € Maauii 06’eM BOIHOI
¢aszu. IlepeBaroro € roMOT€HHICTH OTPUMaHOTO MaTtepiasy. Tomy B pdni BUIIAAKIB €
JOLIIABHUM OTPHMAaHHS 8e/IUKUX MOHOJNAMENSIPHUX 8Ee3UuKYNL. 30Kpema, iXx nepeBarorw €
IIOPIBHAHO BeAHMKHN 00’eM BomHOi da3zm — 5-20 A Boau/moab aimiga (MMB - 0,5-1 a
Boau/MOAb Aimiga). Cepex MeTOAiB OTPHUMAaHHS BEAUKUX MOHOAAMEASPHHX BE3HKYA
HaWIOIUpEeHIMIUMH € Mmemoou 3zaummsi MMB 0o po3smipie BMB (OBTOpHE
3aMOpOXKyBaHHSI-BiiTaBaHHs; BUKopuctanHd Ca2* gaga MMB, oo wmictars
dochaTuarsceprH).
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AirtocoMu € MOAEABHUMHU CHCTeMaMH, B sKi MOXKHa BOYyZOBYBaTH Pi3HI OiAKH i
OOCAIKYBaTH iX (PYHKIIii, a TAKOXK BUBYATH CKAaX i ctaH Qocdoaimigaoro 6bimrapy,
BAAQCTHUBOCTI OionoriyHmx MeMOpaH. AIIIOCOMH 3aCTOCOBYIOTH SIK €KCIIEPHUMEHTAABHI
MozeAi GioaoriyHMX MeMOpaH, OCKIABKH OCTaHHI MarwTh Ti K docdoainigui Gimapwu i
BiApPi3HAIOTHCH TIABKM HasSBHICTIO YHCAEHHUX OIAKOBHX MOAEKYyA. BukopucraHHS
AITIOCOM [O03BOAME:

* BUBYUTH TPAHCMEMOpPAHHY iOHHY ITPOHHKHICTb Ta BIAWB Ha Hei Pi3HOMAaHITHHUX
PEYOBUH;

* DOCAIIZKYBATH PO3IOIiA MOAEKYA AIiIB y MeMOpaHax;

* 3’gcoByBaTH (PYHKIIi OKPEMHX AIiTHUX KOMIIOHEHTIB MeMOpaH,;

* aHaai3yBaTH IIpoliec BOyLOBYBaHHS Pi3HUX OiAKIB y MOAeAbHI MeMOpaHu,;

* OXapaKTEepPU30BYyBaTH CTPYKTYPHO-(PYHKIIIOHAABHI  B3a€EMOBIJHOCHUHHU  MixkK
OIAKOBHMH 1 AIIITHUMHU MOAEKYAAMH Y MeMOpaHax;

* BUBYATH IPOILIECHU I'e€Hepallil ITIOTEHIliaAiB;

* DOCAIIZKYyBaTH B3a€EMOMII0 aHTHUIEHIB i aHTUTIA 3 MeMOpaHamu;

* BUBYATH B3aEMOJIIIO AIIIOCOM 3 OKPEMUMH KAITHHAMH, MOJAEAIOIOUYN MiKKAITHHHY
B3a€EMO/IIIO.

OxkpiM HaAYKOBHUX [IOCAi/I3K€HBb, AIIIOCOMH OTpPHUMAaAM 1 iHIIE HOpHU3HAYEHHd — IX
MOXKHa 3aCTOCOBYBaTHU Yy (papMaKoOAOTLil i MEAUIINHI sIK cucmemu 00CmasKu JUKApCobKUX
npenapamie. TeOpeTHYHO AIIIOCOMH MOXKHA “HaBaHTAXKUTHU MPAKTHYHO OyIb-gIKOIO
CIIOAYKOIO 6e3 oOMeskeHb MIoA0 IX XiMIiYHOI IPUPOAH, BAACTUBOCTEH 1 pO3Mipy MOAEKYA,
y T.4. i BHCOKOMOAEKYAIPHUMH CIOAYKaMH 0iAKOBOi IpUpoAy, $SKi y BiZCyTHOCTI
AITIOCOM Y KAITHHHM He ITPOHUKAIOTh. [lepIiri cipobu BKAIOYEHHS Y AlllocoMu (pepMeHTIB
i3 HACTYITHUM IX BBEOEHHAM y KPOBOTOK [AS KOPEKIlii MeTabOAIYHUX PO3AadiB ITpU
raikoreHosax 0Oyao 3pobaenHo y 1971 pomi. [lizHime 3’aBuamncda ainmocomaabHi opmu
OeIKUX aHTHUOIOTHKIB, IIPOTUIIYXAMHHHX IIpernapaTiB, KOMIIA€KCOHIB, TOPMOHIB,
IIUTOKIHIB (OCTaHHI - OAd KOpeKLii iMyHHOro crarycy opraHiaMmy). Y MmadOyTHLOMY
Oe3nmepeyvHo CTaHe y Haro/i BKAIOUYEHHS Y AITIOCOMH AiKiB HOBOTO IIOKOAIHHSI, CTBOPEHUX
Ha 6a3i 6iakoBoi Ta reHHoi iHxkeHepii (pparmentiB [AHK i PHK) — 3okpema, nag Teparii
CIIaJKOBHX Ta OHKOAOTIYHUX 3aXBOPIOBAHb.

BukopucranHda AimocoMaabHOI (POPMH AIKAPCBKHX ITpeIapaTiB Ma€ HU3KY IIepeBar
rnepen 3BHYAWHHUM iX BBEIEHHSM IlepopasbHO abo mapeHTepaabHO. Tak, airmocomMu He
MaloTh BAAQCTUBOCTEH aHTUIEHIB, YHEMOXKAUBAIOIOYHM B3aeMofii “BaHTazka” 3 iMyHHOIO
CHCTEMOI0, He BHKAWKAIOYM 3aXUCHHX 1 aAeprilHuxX peakliil opra”iamy Ta
3a0€e3IeuyoYd IHTAKTHICTL IHKaICyABOBAHMX B HHX PEYOBHH, 3arobirarodm ix
3B’I3yBaHHIO OiAKaMU I1Aa3MU, PyHHYBaHHIO (DpepMEHTaMHU.

HezanepeuyHny 1iHHiCTE Mae 1 “00xin” HH3BKOTO TEpPaAIleBTUYHOIO iHAEKCY
npenapary (TodTo curTyallii, KOAM KOHILEHTpAllid, B gKi¥ mie Iperapar, Maiike He
BiApi3HAETBCA BiJ TOKCUYHOI m03U) — MeMOpaHa He MO03BOASE MEPEBUILNTU AOIIYCTHMY
KOHIIeHTpallifo mpemnapary. Airtocoma (y T.4. MyAbTHAAMeEASIPHA) a€e 3MOTy IIperapary,
10 B Hel 3aKAIOUYEHUH, 3BIABHIOBATUCA IIOCTYIIOBO, y MOTPIOHUX m03aX i BIIPOIOBIK
II€BHOTO IPOMIKKY Yacy: IIOCTYIIOBUH TiAPOAi3 MyABTHAAMEATPHUX AIITOCOM 3a0e3redye
IIOBiAbHE  HAAXOMKEHHS IIperapaTry mno KaituHu. Ilpm 1npoMy mpenapar,
IHKaIICyAbOBaHUM y AiltocoMy, 3abesnedye OiAbIl e(peKTHBHY TepaneBTHYHY Aifo (Jac mii
IIPOAOHTYETECS, i 1032 MOxKe OyTH 3HAYHO 3HUIKEHA).

AittocoMu 3a XiMiYHUM CKAQIOM Qy2Ke IOAiOHI 40 MPUPOAHUX MeMOpaH KAITHHH, B
aKux Ha aAimigu mnpumnagae 20-80% 3araapHoi Macu. Tomy 3a BipHOro mo6opy
KOMIIOHEHTIB AIIIOCOM X BBeZIEHHS Y OpPraHi3M He CIIPHYMNHSIE HETATUBHUX HACAIIKIB.
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Y ToM Ke yac, y BHKOPHCTAHHI AIlIOCOM SK 3aco0y MOOCTaBKH AiKiB € IIeBHI
yCKAQOHEHHd. AiIOCOMH € OOCHTHh HecTabiABHMMH y KPOBOHOCHOMY PYCAi, OCKIiABKH
BOHM IIBHJKO BHUBOISTHCS i3 HBOTO Makpodarami; TOMY AIlIOCOMH-HOCIi dacTo He
BIAETHCH CHpPSMYyBaTH B NOTPiOHI opraHu i TKaHUHU. [JAd momoAaHH4I i€l mpobdaemMu
OyAO CTBOPEHO AIITIOCOMH i3 CHABHO TiZPO(IABHOIO ITIOBEPXHEIO 3aBASKHU KOBAACHTHOMY
IPUENHAHHIO CHHTETHUYHOIO II0AIMepy noaiemuneHznikono (PEG), 10 CIpUYUHSIE
3pOCTaHHS OCMOTHYHOI'O THCKYy HABKOAO AilocoMH 1 3amobirae 30AHMXKEHHIO i3
KAITUHAMH PETHUKYAOCHIOTEAIaAbHOI cucTeMu (Makpodaramu). B mibomy BUIIagKy dac
KUTTHI AIIIOCOM (Tak 3BaHi nezinbosaHi sinocomu — PEGilated liposomes) y KpPOBOTOLI
rnepeBUIIye 2 100K — BOHH CTAIOTh HEBUANMHMH JIASI MaKpodaris.

llikaBUM € BHKOPHCTAHHS TaK 3BAaHUX LMYHOJIINOCOM — II€ AIIIOCOMHU, [0 SIKUX
IPHUKpiNAeHI “BeKTOpHM” - MOHOKAOHAABHI aHTuTiaa (MKA). MKA 3abe3nedyroTb
crieriudpivyHe 3B’I3yBaHHS AIIIOCOM i3 aHTUTE€HIIO3UTUBHUMU KAITUHAMH, 3aBAIKH YOMY
AITIOCOMHM  [JOCTaBASIFOTH Yy HUX IOTPiOHWUE rigpodobHuE 4u  rigpodisbHHUM
TEepaleBTUYHUN areHT. 3aTOCOBYIOTh 9K 3BHYalHi, Tak i ImeriaboBaHi airtocomu i3 MKA.
Ha mpaxkTuili iMyHOAIIOCOMH BHUKOPHUCTOBYIOTBCS MOAS AIKyBaHHS OHKOAOTIYHHX
3aXBOPIOBaHb: BOHHU CIPSMOBAaHI IIPOTH KAITHH, SIKi €KCIIpecyloTk aHTureHu CD71
(peuerrrop TpaHcdepuHy), LL2 (amTuren B-kaitmHHOI aiMdowmu), Her2 /neu (penemntop
emgepmaabHOro aktopy pocty), HLA-DR (aHTHI€HH TOAOBHOTO KOMIIAEKCY
ricrocymicHocti (I'KT) II kaacy) Ta iH.

KopucHUM € BHKOPHCTaHHS AIlIOCOM y OiaTHOCTHIIi, OCKIABKH B AIIIOCOMH MOXKHAa
BKAIOYATH PaioaKTHBHI, pEeHTT€HOKOHTPACTHIi, IapaMarHiTHi CIIOAYKH, PEYOBUHHU, IKi
BiIOUBAaIOTh YABTPA3BYK, 110 CIIPUATUME ITOKPAIIEHHIO SKOCTi 300paskeHb, OTPUMaHUX
IPU KOMII'IOTePHi# ToMorpadii, peHTreHorpadii, yAbTpa3ByKOBOMY 30HIyBaHHIi.

AKTyaAbHUMH € i 0iI0TeXHOAOTIYHiI PO3pPOOKU i3 3aCTOCYBaHHSM AilIOCOM, 30KpeMa,
nag BBemeHHs JHK i PHK y kaiTuHM iHIIMX TUIIB, a TAKOXK iX BUKOPHUCTAHHS ¥
KOCMETOAOTII.

IcHye 1nBa OCHOBHI MeEXaHI3MH, SKi TIOSICHIOIOTH B3a€EMO/II0 AillocoM i3
MeMbOpaHaMu. B nepiomy i3 HUX OCHOBHA POAb HAAEKUTb eHOOUUMO3Y - IIOTAMHAHHIO
AITIOCOMM KAITHHOIO i3 HACTYIIHHM YTBOPEHHSM eHaocoMu. EHpocomMa HaAXOOUTh Y
OUTOIAA3MY, M€ 3AUBAETBCA 3 Ai3ocomMamu, (ocdoainmazmu Ai30COM TiAPOAI3YIOTH
docdonininm MemOpaHu AimocoMH, ¥ IHKaAICyAbOBaHHWIl IpernapaTr BHUXOAUTH Y
MUTOIIAA3MY KAITHHHU. Y BHIIQAKY OaratoirapoBoi AiIIOCOMH IIOCTYIIOBHM TiZpoai3
MeMOpaH 3abe3riedye IIOBiAbHE HAAXOKEHHS IIpernapary y KaituHy. [Ipyrum
MEeXaHi3MOM € 3UmMmmsi JUNOCOMU 3 KAIMUHHOW MmembpaHoto. Tlpu mpomMy AimmimHHH
KOMIIOHEHT AIITOCOMHU BOYZIOBYETHCS Y MEMOpPaHy KAITHHH, a BOLOPO3YMHHUI Iperapar
IIPOHUKAE Y IIUTOIIAA3MY.

1.6. TecTOBi NHTAaHHA
1. IoeaAHaTH AeTEepPreHT i3 BiANOBiAHOIO rpymnoro:
Coal 3KOBYHUX KHCAOT

TpuronX

CHAPS loumi

LITAB Heionni
TBiHM [IBiTTEpPiOHHI
Hoaeruacyapdat HATPIirO

OKTHATAIOKO3HU/T,
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2. KaBeoaAH Binpi3HArTBCA Bia Ainiauux padTiB 3a ABOMaAa OCHOBHHMH
O3HAKaMH:
a)

o)

3. Texyuicmo 6iono2iuHux membObpaH 3HUNCYemobest 3i 30L1bWEHHSIM emicmy e
membpani
A) mykaeotumiB; B) 0iakiB; B) xoaectrepoay; I) raikoaimizis; /1) dpocdoainiais

4. Axi i3 Hacmynnux ¢ocgdoninidie noxanizoeaHi 20106HUM UUHOM Y

308HIWHbLOMY MOHO WAPi N1A3ZMAMUUHOL MemMOpaHu?
A)PochaTuauaxoain; B)®ocharunuseranoramiy;

B)®ocharunuainosuron; I')Pocharunuacepun; ) Chinromieain

5. IInowunnui MmircpooomeH Mmembpanu, wo Mmicmumo 6azamo

anixocginzoninidie i xonecmepony, 3eemucsi:
A) kaBeoaa; B) engocoma; B) ainmigna padpra; I') kaBeocoma; [1) mepokcrucoma
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2. [IaazsmaTHYHA MeMOpaHa i eHZOMeMOpaHH

2.1. OcobauBoOCTi CTPYKTYpPH i byHkuii IIM i MeMOpaH
BHYTPIllITHBOKAITHHHHX OpPraHeA.

Cepen 06ioAoTiyHHMX MeMOpaH, MNPHUCYTHIX YV KAITHHI, BHUIOIAFGIOTH IIAAQ3MaTUYHY
meMbOpany ([IM) 1 emmomeMmOpaHu, cepex HgKHX PO3PIi3HAIOTL MeMOpaHU
€HOIIAa3MaTHUYHOI0 PEeTUKYAyMy, amapatry [oapaxKi, aaep, MITOXOHApPiH, Aaizocom,
IIEPOKCHUCOM, ITiHO- i parocom TOLIO.

IIanazMaTHYHA MeMOpaHa BUKOHYE V KAiTuHI 6ap’eprHy ([IM, sK i eHmoMeMOpany,
€ HaIliBIPOHUKHOIO), MpPaHCNopmHy (sika 3yMOBA€HA HASBHICTIO TPAaHCIOPTHUX HACOCIB
Ta CTPYKTYPHUX OAWHUILL iH(POPMAaILliHHUX KacKaliB) PyHKUIL, 3aAyIaeThCcs ¥ nepedauy
cueHanie 810 20pMOHI8, Helipomediamopis, axkmopia pocmy ma iHwux 6iosn02iUHO-
AKMUBHUX CnoaYykK, Oepe y4acTb Y MDKKAIMUHHIN adze3ii (Mi3K KAITHHAMU OHOTO THILY B
opraHi abo MiXX KAITMHAMH pPIi3HOTO THUILy — HAaIlp., B MEYiHIl, M€ € TelaToIUTH,
XOAQHTIOIUTH (KAITHHH IIPOTOKIB), KAITHHHM KPOBOHOCHUX CyauH). EHmomemOGpanu
HOMIASIIOTH KAITMHY Ha KOMIAPTMEHTH, B SKHUX 3OiHCHIOIOTBCS CcHerugigHi PyHKITII:
cuHTe3 0OioMoAeKyA (eHZOHMAA3MATHYHUE PETHKYAYM), BIiATBOPEHHS TI€HETHYIHOI
indopmartii (agpo), reHepallia eHeprii (MiToXOoHApPii), BUBIABHEHHHd IIPOAYKTIB
KUTTEAIIABHOCTI (artapat ['oAbmxi).

[MpuHIIMIIN 6yN0BU ITAA3MaTUYHOI Ta eHaoMeMOpaH € CIIIABHUMHU A BCiX THUIIB, y
TOM e dYac pi3Hi GiosoriuHi MeMOpaHM MAaloTh HH3KY CHelu@iyHHX BiaMiH, sgKi
3a0e311euyIoTh 3AiHCHEeHHS IMU BiIIOBIAHNUX 6i0AOTIYHUX (PYHKILIH.

IThazmamuuHy membpary Oyab-KOI KAITHHU 3a ocobAanBocTaAMU ii Mopdoaorii Ta
dyHKIIH MOXKHiI BimHECTH OO OOHOIO 3 ABOX THIIIB: T'OMOI€HHa abo reTeporeHHa.
I'omoeeHHa nnazmamuuHa membparHa mae nonibHy mMopdpoaorito 1mo Bci#t i moBXUHI —
IPUKAAIOM MOKe cayryBaTtu [IM epurponury (puc. 2.1).

1 — Ginox anixogopun; 2 — Memio-
pannudl srikwonpomein; 3 — Naw, K-

ATd-qza; 4 — ayemmioniHecnepasa;

5 — Ginox cnexmpur; § — minidu Gi-
wiap, 7 — Tinion, 1o KOHMaKIVIomE 3
MEMBPARHIMI GITRAML.

B

Puc. 2.1. Epurponut (A) Ta CTpyKTypa roMoreHHoi MeM6panu epurpouuty (B).
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Y eemepoeeHHili TAa3MaTHUYHIM MeMOpaHi MOXKHA BUMOIAUTH Pi3HI MOIASHKH, IO
BiAPi3HSIOTHCS 3a OyZIOBOIO i PYHKILIIMHU — 30KpeMa, TAKUMHU € MeEMOPaHU IreraTolluTiB,
XOAQHTIOIUTIB, EHTEPOIIUTIB, eIliTeAlaAbHUX KAiTHH. Llett Tum MemMOpaH CKAaoa€eThecd i3
crieluiYHUX QIATHOK, IKi MaloTh clieliidiyHe oTo4ueHHs (puc. 2.2):

- amikaAbHa
- 0a3aspHA (CHHyCOIZaAbHA)
- AaTepasbHa

[Bi ocTaHHI YacTO PO3rAIJAIOTh 9K OOHY 0a3zosaTepasbHy MeMOpaHy. OKpeMi
crierupivHI JIATHKH TeTePOTeHHOI mAa3MaTHIHOI MeMOpaHU MOXKHA BUIOIAUTH i
BHUBYATH iX OKPEMO.

EHTepoumT, XonaHriouuT, eniteniouuT MlenaTouut

—

anikanbHa

anikanbHa

6a3anbHa 6a3anbHa

Puc. 2.2. ByznoBa reTeporeHHoi maasMaTH4HOI MeMOpaHu pisHuX KaiTHH (TJ - tight
junction, miiarHi KOHTaKTH; CB — bile canaliculus, :xoBYHi KaHaAbBIIi)

AmikaabHa MeMOpaHa remaTOIHTY HE KOHTAKTyE€ 3 IHIIMMHU KAITHHAMH, a
HaIIpaBA€HA Yy IIPOCBIT 3KOBYHOTO KAHAABIlL i O0e3locepesHb0 CTBOPIOE HOTO CTIHKH —
TOMY B ITIapEHXIMATO3HUX KAITHHAX MEYiHKU allikaAbHy MeMOpaHy TakKO03K Ha3WBalOTh
KaHanikyssipHoto. B eHTeporuTi 19 OiAdHKa MeMOpaHH CIpssMOBaHA y IMIPOCBIT
IIAYHKOBO-KHIIIKOBOTO TPAaKTy. 3a Oya0BOIO allikKaAbHI MeMOpaHH HaidacTile MaloTh
Ha CBOIHM MOBepxHi crerudiyHi CTPYKTYpPH, 30KpeMa MiKpPOBOPCHHKH, IO YTBOPIOIOTH
“OITUHKOBY 00A9IMIiBKY” 1 HiABHUIyIOTH €(QEeKTHUBHICTH MeMOpPaHHOIO TPaHCIIOPTY,
30IABIIYIOYHM IIOBEPXHIO MeMOpaHH, Ta HU3KY TPAHCIOPTHUX CHCTEM [OAd i0HIB Ta
OPTaHiYHUX CIIOAYK.

AaTepaanbHa MeMOpaHa 3a0e3redye KOHTAKT 3 IHIIMMH KAITHHAMH, MAalO4H
CHelliaabHI CTPYKTypU [mad anaresii (B3aemopii), i IpakTHUYHO He MICTUTH OiAKiB-
TPaHCHOPTEPIiB.

Ba3zaabHa (CHHycoOiZaAbHa) MeMOpaHa KOHTAKTYE i3 KPOBOHOCHOIO CYIMHOIO i
3abe3reuye oOMiH PEYOBHH MiXK KPOB’IO Ta rermaTouToM. [IAd Hel, 9K i gad armiKaabHOL
MeMOpaHHU, TAaKOXK XapaKTepHa HASIBHICTb MiKPOBOPCHHOK i CTPYKTYP A aKTUBHOTO i
IIACHUBHOTO IIEPEHOCY PsIAY CIOAYK (ase y GiabIIocTi BifMiHHHEX Big TaKHX Ha allikKaAbHiH
MeMOpaHi).

Koxxauii Tun eHmoMeMbpaH, a Takoxk [IM xapakTepH3yeThCS THM YH IHIITUM
crekTpoM crenu@iyHUX MeMOpaHHUX (PEepPMEHTIB, III0 IpPEeACTaBA€HI iHTEerpasbHUMH
Oiankamm 1 3aaydeHi y OioxiMmiyHi IIporecH, BAACTUBI maHOMy TuUIly MeMOpan. Lli
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depMEeHTH OTPUMAAHN HA3By MapKepHUX. [lo mapkepHux, abo eeKkmopHux, PepMeHTIB
HaAeXkaThb IOPIBHAHO CTabiAbHI (pepMEHTH, aKTHBHICTb IKHX € JOCTATHBO BHCOKOIO i
MOXKe OyTH AeTKO BHMipsHa. 30KpemMa, MapKepHUMH ¢QepmeHTamu I[IM €
aneHisaTimkaaza i Na*,K*-ATdaza (masg G6azosatTepasbHOI HIATGHKHU) i S'-HyKaeoTHIA3a,
AeHIIMHaMIHONIENITHAA3a MW TrAyTaMiaTpaHcrentuaasa (mas amikaabHoi). MapkepHi
depMEHTH 3aCTOCOBYIOTE A iAeHTHU@IKALT ¥ OI[IHKM YHMCTOTH BUIIACHUX MEeMOpPaHHUX
dopaxkiiii.

Enoonnasmamuuruiti pemuxkyaym (EIIP) — e cucrema MeMOpaHHHUX CTPYKTYP, IO
VTBOPIOIOTH CiTKy TPYyOO4YOK, IyXHpPILB, KaHaablliB. [laoma memOpan EIIP ckaamae
IIOHAZ TIOAOBHHHM 3araAbHOi MIAOIIMHU BCiX MeMOpaH KaitTuHu. Mewmbpana EIIP
MOP(OAOTIYHO imeHTHYHA OOOAOHII KAITHMHHOIO sSapa i CKAamae 3 HEI OAHe Iliae, a
nopoxxHUHHU EIIP BimKpuBarmThCS B MiXKMEMOpPaHHY IOPOXKHUHY sAePHOI OOOAOHKH.
Mem6panu EIIP 3a0e3nedyioTh akTUBHUE TPaHCIIOPT HU3KH €AEMEHTIB  ITPOTHU
rpagieHTa KOHIEHTpAaIlii.

OcHOBHOIWO (QYHKILE€E 2paHysspHozo (wopcmikozo) EIIP e OiocuHTe3 6iAKiB Ha
pubocomax. ¥ rpanyagpaHomy EIIP, 30kpeMa, yTBOPIOIOTHCH PO3YHHHI CEKPETOPHi OiAKH,
Ai30COMAaABHI TiipoaasH, a TAKOXK HEPO3YHMHHI MeMOpaHHi Oiaku. TyT ke 3miHiCHIOETBCS
nepBuHHaA MomuQiKallisd IIUX MOAEKYA, iX CIIOAYYEHHS i3 oairocaxapugaMu (peaxitii
TAIKO3HMAIOBAHHS) i3 yTBOpeHHSM TraikomporeiHiB. ['panyaspuauit EIIP Takosk Biamosigae
3a cuHTe3 MeMOpaHHUX AimigiB Ta ix BOyZoByBaHHS B MeMOpaHy - “30upaHHS
MeMbOpaH”.

PosuuHHuii 6in0K, IO CHHTE3YETBHCS, IIPOXOAUTL Kpidb MeMmOpany EIIP
Oe3mocepeHBO Mi Yac CBOTO CHHTE3a, TOOTO KOMpPAHCAAYIHO, OMHOYACHO 3 HOTO
TpaHcadliero. Ilicaga 3aBepHIeHHa CHHTe3y BCH 0iAKOBa MOAEKyAa MICTUTBCSI ¥
nopoxkHuHi EIIP - m©mpm 1wmpoMy pubocomMa  BigoOKpeMAIeTbcd. Ilim  gac
TpaHCMeMOPaHHOIO IIEPEHOCY 0IAKOBOTO AQHITIOTA, IKUH IIIe POCTe, 10 HbOI'0 BHACAIZIOK
peaxiliyi rAiKO3MAIOBaHHSI IIPUEAHYIOTECH oAirocaxapunu. Y HOPOKHHHI IucrepH EIIP
OIAKM TaKOXK ITiJASTaIOTh HU3II OOAATKOBHUX 3MiH: yTBOPIOIOTHCH AUCYABMIMHI 3B’I3KH,
BinOyBaeThcda iX BipHe 3ropTaHHsd, 30MpaHHS TPETUHHOI i YEeTBEPTHUHHOI CTPYKTYpU
0iakiB. Aulle 0iAKH 3 BipHOIO KOH(OPMAIIEI0 B MOJAABIIIOMY OyayTh IIEPEHOCUTHUCH B
nuc-aiAgHKY arnapaty [oapmxku (AT).

[TouaTkoBi cTamili cHUHTE3y MemOpaHHUX OLlKi8 CXOXKi Ha Taki HpPU CHUHTEe31
po3yuHHUX 0irKiB. OfHAaK y AQHII03i MeEMOpaHHOTO 0iAKa, III0 CUHTE3YETHCH, € OHA YU
KiAbKa aMiHOKHCAOTHUX CTOII-IIOCAIZOBHOCTeH, dKi 3arofiraroTe IepeMillleHHIO
0iakOBOTrO AaHIlOra Kpi3b MeMOpaHy EIIP, i 0ir0K y HIASHII CTOII-CUTHAAY AWIIIAETHCS
CIIOAYYEHHM i3 MeMOpaHoI0, ase IPHU IILOMY CHHTe3 Oianka Ha prOOCOMI He 3yITHHSIETHCS.
Ile Beme mo TOTO, IO B MIASHIII CTOI-CHUTHAAY AOKaAi3yeTbcs rimpodobHa a-cmipasbHa
[iATHKAa, a BeCb OIAOK AWIIIAETHCS BOyHOBaHUM y MeMOpaHy. B pi3HHxX 6iaKax 4mHCAO
TaKHUX a-CIIipaAbHHX TPaHCMEMOPaHHHUX MIASHOK MOXKe OyTH BiZl OHOTO MO0 KiABKOX.
MewmbOpanHi 0iakHM, TOAIOHO 4O PO3YHMHHUX, MOXKYTH IIJAATATH Pi3HUM MOAHQIKAITisIM.
HaiibiabIr XapaKTEepHUMH OAT HUX € Peakllii TAMKO3HUAIOBaHHSI, B Pe3yABTATI IKUX 0iAOK
crae raikomporeiHoM. CrioaydeHHs OIiAKOBOrO AaHIIOra, IO CHHTE3YETHCH, 3
oAirocaxapuziaMiu TesK 3[0iHCHIOETHCS KOTPAHCASIIIIHHO.

[Momaarma mommudikalliss CHHTE30BaHHUX OiAKIB Hagaal 3OIMCHIOETBCH y amnapari
Foapmki, micag dYoro BOHH HalyBaroTh (QYHKIIIOHaABHOI akTUBHOCTI. [eaki
HOBOCHHTE30BaHi 0iAKM (30KpeMa, OiAKH-TpaHCIOPTEepPH, iOHHI KaHaAW, MeMOpaHHi
depmeHTH, pelenTopH) micag mMoaudikarllii (npouecurHey) y amapati ['oabazKi MOKyThb
npamyBatu no [IM i BOygoByBaTucsa y Hei.
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[ducraabHi giangHku rpagyasapHoro EIIP, aki po3TamioBaHi B 30Hi, HaOAWKEHi# o0
anapaty ['oapmKi, BTpadaioTh pubOCOMHU H yTBOPIOIOTH MEMOpPAHHI BHCTYIIH, Bil SKUX
BiIOPYHBKOBYIOTBCS MiAKi BaKyoai, siKi MicTaTh cuHTe30BaHi B EIIP 6iaku. 1lg 3oHa mae
Ha3By EIIP-Al-mpoMmixkHOro KoMIapTMeHTy. Bakyoai, mio Bimokpemuamucsa Big EIIP,
HaZlaAi 3AMBalOTHCS OHA 3 OHOIO i TPaAHCHOPTYIOTHCS 3a IOIIOMOI0I0 MiKPOTPYOOUOK
10 ITUC-TIASTHKH anapaty [0ABIIKi, /e i 3AMBaIOThCAd 3 HOro MeMOpaHaMu. Y TOH 3Ke 4Jac,
[esiKi BaKyoAal MOXKyThb IIpAMyBaTH He [0 amapary [oApaxKi, a oo IiHIINX OpraHeA:
aIpecHICTh 1 TOYHICTH 3AMBaHHS Oyab-sKUX BaKyoAed 3 iHIIMMHM MeMOpaHamMu
BH3HA4YaeTbCs creliaabHUMU Oiakamu SNARE (e iHTerpasbHi OiaKU-penenTopwH,
AlTaHOAMU SKHUX € iHIIi 0iAKH, 1110 BiAIIOBiAAIOTH 32 IIPHUKPINIACHHS 1 3AUTTA MeMOpaH).

B EIIP TakoxX B3miMCHIOETBCA CHHTE3 1 30UpaHHS AimigiB camMux MeMOpaH,
BKAIOUar4Yu ocdoainign ¥ xoasecrepoa. PepMmeHTH, 110 OEpyTh ydacTb y CHHTe31
AimrigiB, BOyzmoBaHi B MeMbpany EIIP 3 60Ky muTo30As, ¥ CHHTE3 AiMiAiB BinOyBaeTbCcs
Ha MeMOpani Tam xke. ToMy CHUHTEe30BaHi Aillinu crioyaTky BOYZOBYIOTBCS B AiITimHUN
oimap EIIP 3 0o0oKy unmuTomnaasmu, a MOTIM IIEPEeHOCATHCH Ha BHYTpPIIIHIHA O6ik 3a
JIOTIOMOTOIO0 IIEPEHOCHHUKIB (pocdoaiminiB. TakuMm yuHOM AlmigHU# Oimrap mMeMmOpaHH
pocte, 30iABIIVIOYH ITIOBEPXHIO BaKyoai abo mmcrepHu EIIP. Ileit nponec BimOyBaeThbcsa
OMHOYACHO i3 CHHTE30M IHTEerpasbHHUX MeMOpaHHUX 0iAKiB, OTXKe, MmembpaHa
b6ydyemucst i pocme 3a paxyHok 080X npouecie: cuHmesy il 86yoosys8aHHs ninidie ma
cuHmesy U iHmezpayii membparHux 6inkie. Inrerpaarti 6iaku memOpan EITP, memOpan
anapaty loapaxi, cekperopHux Bakyoaedt i I[IM wmaroTh oaHe IIOXOMKEHHS: BOHU
CHUHTe3yIOTbCd I BOYIOBYIOTECSI B MeMOpaHy B rpanyagpHoMmy EIIP. Big Toro, gki
iHTerpaspHi ¥ niepudepiiini 6iaku OyayThb cuHTe3yBaTucd Ha pudbocomax ETIP i Bixg Toro,
aKi ¢ocdoainigun OyayTh TyT CHHTE3yBaTHCSI ¥ BKAIOYATHCA B MeMOpaHy, Oynae
3aA€XaTH THUII HOBOI MIASHKH MeMOpaHH, IO YTBOPIOETBCS — 4YH OyZe BOHA
KOMITOHEHTOM raaaeHbkoro EITP, memOpan amapaty l'oabaski, am3ocomu abo I[TM.

Aeparynapruii (enadeHvruti) EIIP 3pgiticHIoe 6iocuHTE3 CTepoiniB (30KpeMa,
cTaTeBUX TOPMOHIB i1 CTepoifHMX TOPMOHIB HAOHUPHUKIB), OecaTypallilo XKUPHUX
KHCAOT, BiJlirpa€e BaskKAHUBY POABb Y ByrA€BOIHOMY OOMiHi (3aBASKH HAIBHOCTI (pepMeHTa
TAI0OK030-6-hocdaTt-ocdaTasu), BiANIOBIAAE 3a ITPOIIECU AETOKCHKAII] i3 3aAydeHHAM
€AEKTPOHO-TPAHCIIOPTYIOUOTO AAHIIOra 3a ydacTio nuroxpomiB p450 i bS. Kpim Toro,
raaneapkuit EIMP € pgemo Ca2?t - koHueHTpalisa nux ioHiB y EIIP moxe mocaratu
103 MoAB, y TOH Hac dK y IIUTO30Ai Iedl TTOKa3HUK ckaanae Oias 1077 moab (y craHi
CIIOKOIO) — IIe CHiBBiJHOLIEHHS MOiATPUMYyeETbCcsl HigabHicTIO Ca2t-ATdazu Ta Ca?+-
kaHaaiB EITP.

KAiTMHM HHPOK 1 MEYiHKH, II0 XapaKTEePHU3YIOTbCS HaA3BUYaHHO BHCOKHMU
piBHIMH MeTabo0Ai3My BYTAEBOMIB i1 AiMimiB, 9K i KAITHHM $S€4Y0K 1 SIEYHHUKIB, III0
BiIIOBiZAIOTH 32 CHHTE3 CTATeBUX T'OPMOHIB, MaioTh 0obpe po3BuHyTHii EITP.

Mapkepaumu ¢epmentamu MeMmoOpan EIIP € raroko3o0-6-goccarasa, muTOXpoMU
bS5, P450, Ca2+-ATdaza, HAIPH-nerigporeHasa.

Anapam I'onb0oKi - 11e CYKyIIHICTh OKPEMUX MeMOpaH, 1110 3aifCHIOE MOAM(piKaIlifo
i 30epexenHsa 0iAKiB, cuHTe3oBaHuxX Ha EIIP, ix ymakoBKy Ta cekpeilito. B 1mucrepHax
AT TakoxK BiJ0yBa€ThCsS CHHTE3 MOAicaxapHuaiB, IX CIIOAYYEeHHS 3 OiAKaMU 3 yTBOPEHHIM
raikozamiHoraikagiB. Kpim Toro, Al' € ;xKepeaoM Ai30COM KAITHHHU.

[Ia cTpyKTypa Mae€ IIeBHY MOASIPHICTH — B Hil BUAIAGIOTH LIHC-Bingia (0Amzkue o
daapa), MemiaAbHYy OIASHKY 1 TpaHC-Biamia (camMuit BigpgaseHUM Big sapa). Lluc-sigmia €
nouyaTkoM amapary loabmxi, a TpaHC-Bigmia — #oro 3akiHdeHHAM. [lo Xomy amapaty
Foapmki 3MiHIOETBCS OymoBa MeMOpaH, a TaKoK 3OaTHICTh A0 CUHTe3y i momudikartii
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pisHux crmoayk. lluc-miaguka anapara loabmski  3mificHioe  MomgudiKalliro
raikompoTeiHiB, CHHTe3 raikozamiHoraikaHiB. [IpomizkHa pmiasgHka amnaparta [oabmxi
BimmoBigae 3a momaTkoBi Momud@ikallii raikompoTeiHiB. Y TpaHc-miagHIii AT
3MiHICHIOETBCSI COPTYBaHHSI CEKPETOPHUX i AI30COMHUX 0iAKIB Ta BiomiA€eHHS BaKyOAeH.

Anapat loabmki Oaratuit Ha pepMEHTH TAIKO3UAIOBAHHS, 30KpeMa, T'AiKO3UaasH! i
raikosuaTpaHcdepasu, NpuyoMy Horo pisHi AIAGHKH Pi3HATHCH MixK coboio Habopom
depmenTiB. Y muc-Biomiai mictarecsa N-ameTuararokoszamiH—gocdorpaHcdepasa, gKa
IEePEeHOCUTh 3aAuIIOK N-areTuararoko3amingocdary Big YAP-N-aieTHAraroKo3aMiHy
Ha 3aAHIIOK MaHO3HM B OAirocaxapuzi, a TakoX (pocdoraiko3uaasa, 1110 Hamasi BHIAASIE
KiHIleBU# N-alleTHATAIOKO3aMiH, 3aAHMIIadi ocdat, B Pe3yAbTaTi YOro YTBOPIOETHCH
MaH030-6-occhar. B mMemiaabHOMY Bifmiai MicTarbca aBa (PEpPMEHTH: MaHO3Uaa3a
(Bimmeriatoe  MaHHO3y) #  N-ameruaraokoszaMiHTpaHcdepasza — (opuenHye  N-
alleTUATAIOKO3aMiH). [Iasg TpaHC-BiAAiAy XapaKTEepHUMHU € IeNITHAa3H i TpaHcdepasu.

MapkepHUMHU depmeHTaMU MeMOpaHu arapary Foapmxi € YAP-
raaakTo3UATPaHCcepasa, ciasriaTpancepasa, Tiaminmipodocdarasa.

/\izocoma BiANIOBiae 3a Aerpazailiio MakKpoMOAEKyA. BoHa MIiCTHTB TiAPOAITHYHI
depMeHTH — IIpPOTeas’H, Aiasw, HyKA€a3H, a TaKOXK CIOAYKH, dKi 3aXOIIAIOE KAITHHA
IAIXOM €HAOIMTOo3y (daro- i miHoimuTosy). OCTaHHI ITOTPAIIASIOTH 40 Ai30COM Yy CKAai
eHmocoM i c¢harocoM, a B Ai3ocoMax BinOyBaeThCH PO3ILETIACHHI KOMIIOHEHTIB ITMX
CTPYKTYp. [o MapKepHHX (PepMEHTIB MeMOpaH Ai30COM BiTHOCATL KHCAY (pocdarasy,
B-rarokypoHinasy, apuacyabdarasy, kucay PHKasy, kucay JITHKa3y.

ITepokcucoma — opraHeaa, obMexkeHa MeMOpaHoio, i3 po3mipom 0,2 - 1,5 MKM, gKa
MICTHTBb BEAHKY KIABKICTb (PEPMEHTIB, II0 KaTaAi3yIOThb OKHCHO-BiIHOBHI peakilii
(okcmma3u D-aMiHOKHCAOT, ypaTokcuaasa it Katasasa). Habip yHKIIH nepokcucom
PI3HUTBCH 3aA€3KHO Bifl THUILy KAITHUH — 1€ OKUCAE€HHSI XXKUPHHUX KHCAOT, PyHHyBaHHS
TOKCUYHHUX CIIOAYK, CHHTE3 JKOBYHHX KHCAOT, XOAECTEPOAY, I100ymoBa Mi€AiHOBOI
000AOHKU HEPBOBHUX BOAOKOH, Tomuio. I[lopgn i3 MITOXOHOPIIMH IIEPOKCUCOMHU €
rOAOBHHUMH croxkuBadaMu Oz B KAITHHI. TpHBaAiCTh XKUTTS [UX OpraHeA He3HAYHa —
Bcroro 5-6 ni6. HoBi mepokcmcoMu Hafdacrillie yTBOPIOIOTBCS B PE3YABTATI IOMIAY
rorepeaHix, mMoAibHO A0 yTBOPEHHS MITOXOHAPIM i XAOPOIIAACTIB, OIHAK BOHM MOXKYTh
dopmyBaTucd i de novo i3 EITP.

Bci depMmeHTH, III0 MICTITBCH B IIEPOKCHCOMIi, CHHTE3yIOThCA Ha pHUbOCOMax I1o3a
Hero. [Ias IX TIepeHoCy i3 IUTO30AI0 BCEPEANHY OpraHeArn MeMOpaHH IIePOKCHCOM MaloTh
cucreMy BHOIpKOBOI'O TPAHCIIOPTY.

MapkepHUMHU depmeHTaMHU IIEPOKCHCOM € KaTasasa,
KapHIiTHHIIaABMiTOIATpaHCc(epasa, ypaTokcruaasa.

MimoxoHOpii 30iHCHIOIOTE OCHOBHI IIPOIIECH, IO CIIPUSIOTH HAKOIIMYEHHIO eHeprii
B opranui3mi. lle nBomMemMOpaHHI CTPYKTypH, BHYTpIillHA MeMOpaHa SKHX YTBOPIOE
KPHUCTH, Ha SIKHUX 30CEpeKeHi cybcTpaTH i hepMeHTH AQHIIOTa IIEPEHOCY €AEKTPOHIB.
9k i ETIP, MiTOXOHAPid BUKOHYE POAB [IEII0 i0HIB KAABLIiIO.

30BHINIHA MITOXOHApPiaaAbHA MeMOpaHa Mae TOBIIMHY Oiasg 7 HM, Ha Hei mpuriagae
0iag 7 % Bix 1maoIi MOBepxXHi BCiX MeMOpaH KAITHHHUX opraHeA. OcHoBHa i pyHKIlia —
e oOMexXXeHHs MiToxoHApii Bix nuronaasMu. lla wMemOpaHa MiCTUTE 0COOAUBUM
KaHaAOyTBOPIOIOYHii 6iAOK mopuH - BiH ¢opMye B 30BHIIIHIE MeMOpaHi OTBOpPH
[iaMeTpoM 2-3 HM, Kpi3b SKi MOXKYTh IIPOHUKATH HEBEAUKI MOAEKYAU 1 10HH Baroio 10
S k/la. BeauKki MOAEKYyAHM MOXKYTb [E€PETHHATH 30BHIIIHIO MeMOpaHy AHIIE IIASIXOM
aKTHBHOTO TPAHCIIOPTY Kpi3b TPAHCIOPTHI OiAKM MIiTOXOHApiaAbHBIX MeMOpaH. [asd
30BHIIIHBOI MeMOpaHU XapaKTepHa HasaBHICTb (PEPMEHTY MOHOAMIHOKCHUIA3U, IKHH €
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MapKepHHUM QepMeHTOM ILiel MeMOpaHu. 30BHIIIHA MeMOpaHa MITOXOHApPIl MozKe
B3aeMoziaTu 3 meMbpanorw ETIP - me Mae BaXKAUBY POAb V TPAHCIIOPTYBAHHI AiIigiB Ta
10HIB KaABIIilO.

BHyTpimmHa wMiToXOHApiaabHa MeMOpaHa yTBOPIOE YHCAEHHI rpebHenomiOoHi
CKAQ[IKU — KPHCTH, III0 CYTTEBO 30IiABIIYIOTH IIAOIIMHY Ii IIOBEPXHi Ta, HAMp., Y
KAITHHaX MIEeYiHKU CKAQAIOTh OiAsd TPETHHHM BCiX KAITMHHUX MeMOpaH. BHyTpimHsa
MeMOpaHa MiTOXOHApIii, HA BiAMIHY BiJ 30BHIIIHLOI, HE Ma€ CHEIiaAbHUX OTBOPIB A
TPAHCIIOPTY MaAUX MOAEKyA Ta i0HIiB. XapaKTEpPHOKI PUHCOI0 CKAAAy BHYTPIiITHBOI
MeMOpaHu MITOXOHAPIH € PUCYTHICTD y Hill Kapmaioaininy. e
ocobamBHi (pocdoainiz, 10 MiCTUTE OApasy YOTHPH KUPHOKHUCAOTHI 3aAHUIIKH, POOUTH
MeMOpaHy HOBHICTIO HEIPOHUKHOIO A HNpoToHiB. Ille ogHa 0coOAMBICTE BHYTPIIIHBOT

MeMOpaHU MITOXOHApPi#l — MOyzKe BHCOKHH BMIcCT OiaKiB (mo 70 % 3a Barorw), IO
IIPEeCTaBAE€HI TPAHCIOPTHUMHU OiaKaMM, (epMeHTaMM AUXaAbHOI'O AAQHIIOra, SKi
3a¥iMaroThb BCHO TOBILLY MeMOpaHH, a TAKOXK BeAUKUMHU AT®D-

CHHTETAa3HHUMH KOMIIAEKCAMH, KpPi3b $Ki IIPOXOOSaThH IPOTOHH, HACAIIKOM {YOrO CTa€E
cunte3 ATD. YV gedgkux MiCHgX 30BHILIHSA i BHYTPIIIHS MeMOpPaH! CTUKAIOTBCS - TaM
AOKaAizoBaHUM crieliaAbHUH 0iAOK-perenTop, AKUH CIIpULIE  TPAHCIIOPTY
MITOXOHAPiaAPHUX 0iAKiB, 3aKOOOBAaHUX Yy 4Api, B MaTPHUKC MiTOXOHApPil. [ag
BHYTPIIIHBOI MiTOXOHApiaabHOI MeMOpaHu MapkKepHUMH depMeHTaMu € H+*-ATdasza,
poreHoHHeuyTAMBa HA/IPH-1mnToXpoM c-peaykTasa, CyKOMHaTAeTigporeHaza H
IIUTOXPOMOKCHIA3A.

ToBuIMHA MiXKMEMOPAHHOTO IIPOCTOPY MiToxXoHApiH ckaamae 10-20 HM. OcKiabKH
30BHIIIIHA MeMOpaHa MITOXOHAPil € HPOHUKHOIO A HEBEAHMKHX MOAEKYA Ta iOHIB,
ix BMiCT y MixkMeMOpaHHOMY MIPOCTOPI MaaO YHM BiPi3HAETBCSI Big TaKOro y
nuToriaa3Mi. Aae  BEAMKHM — OiAKaM  OAd  TPAHCIIOPTY i3  OHUTOIAA3MU Y
HEePUNIAA3MAaTUYHUN HPOCTip HEOOXiAHO MaTH CIEeIU(idyHi CHTHAABHI IIEONTHAU - TOMY
NEePUNAA3MaTUYHHUE [OPOCTip ¥  LHMTOIAA3Ma  BiApPI3HAIOTBECS 3a  OIAKOBUMH
KoMIloHeHTaMu. OxHuM i3 6iAKiB, IO MICTUTBCHA y II€pPUINIAA3MaATHYHOMY IIPOCTOPI,
€ LIUTOXPOM C — OOMH i3 KOMIIOHEHTIB [OHUXAABHOI'O AaHIIoOTa MITOXOHIPIH.
MaprepHUMHE (pepMEeHTaMH MiXKMeMOPaHHOTO IIPOCTOPY MITOXOHAPIH € amgeHiAaTKiHa3a
Ta MasaTAeTiporeHasa.

Y MaTpuKCi MITOXOHApPi#i - OOMEeXKeHOMY BHYTPIIITHBOIO MEMOPAaHOIO0 ITPOCTOPi -
MicTATBCA (PEepPMEHTHI CHCTEMH OKHCAEHHS ITHUPYBAaTy, KHUPHHUX KHCAOT, a TaKOXK
depmenTu nukay Kpebca. Kpim toro, Tyt posramoBani miTtoxoHapiaabHa [JHK, PHK ta
BAACHHM OIAOKCHHTE3yIO4YHUH anapaT MiTOXOHAPI].

510po KAITHHH OTOYeHE ABOMEMOPAHHOIO SAAEPHOI0 000AOHKOIO; B P BUNAAKIB IIi
OBI MeMOpaHUW 3’€QHYIOTBCA 3 YTBOPEHHSM SOEPHUX TIOp. BHympiwHs s0epHa
Mmembpara Mae 6% ByraeBoAiB (30BHINIHA — 16%), Oiabllle OKHCHHUX (EPMEHTIB i
pomimku JHK - amke mo Hel [DPUKPINAIOETECA nepu@epidiHUud XpOMaTHH.
dyHKITIOHAAPHA aKTHBHICTH BHYTPIITHBOI SAEPHOI MEMOpPaH! € AyzKe BHCOKOIO; iCHY€E
rimore3a, III0 BOHA 3aAydeHa MO0 peryAdiii imimiamii penaikamii # TpaHCKpPUIILIi.
308HIWHS si0epHa MemOpaHa yTBOPIOE “BUNI'AYyBaHHs’, 9Ki (POPMYIOTh BE3UKYAH, IIIO
3a NEeBHUX YMOB 3IaTHi BimOpyHbBKOByBaTucs Bin Hei — “blabbing”. Lli Be3uUKyAu
pyXaroThCsl Yy HAIIPSIMKY si0epHa membpara — EITIP — anapam I'oneoxi — IIM.

[Tin, BHYTPIIIHBLOIO HOEPHOI MeMOpaHOIO po3TalloBaHa s0epHa JAAMIHA -
¢ibposHuit map TtoBimmHOIO 20 — 80 HM, HeMeMOpaHHUM KOMIIOHEHT sIAEPHOI
000AOHKM, II0 KOHTAKTYE i3 BHYTPILIHLOIO SAEPHOI MeMOpaHor, He Mictuth [JHK i
AlmigiB. Y Micigx yTBOpPEHHS TIIOp IIed Iap IepepuBaeThcd. BiH cdopmoBaHUi
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IIOCAIIOBHICTIO OOHAKOBO OPI€HTOBAaHHX OiAKIiB MPOMIKHUX (pirnaMeHTIB, sKi
OTpUMaAM Ha3By AaMiHH. Y KAITHHax XpeOeTHHUX saepHa AaMiHa (PopMyeTbCS B
OCHOBHOMY i3 aaMiHy A, aamiHy B @1 aaminy C, gKi cTBOproIOTh 10-HM CTPYKTypH, LIO
IPUENHYIOThCA N0 creludivyHux 6iaKiB gaepHoi meMmOpanHu udepe3 C-aamiH. B-aawmiH,
UMOBIpHO, CIIOAYYEHUU i3 NEeBHUMH OiAIHKaMH XpomocoM, a aaMmiH A 3B’a3ye C i B
AaMiHU. SlmepHa AaMiHa MeXaHIiYHO CKpiIllAIOE dnaepHy OOOAOHKY 1 crpudge i
BiIHOBAEHHIO IIPH IIOIIIKO/IKEHHI, a8 TAaKOK 3adKOPIOE€ XPOMAaTHUH Ha sAePHil MeMOpaHi.

S0epHi nopu - 1ie TPAHCHOPTHI KaHaAMW, M0 HPOHU3YIOTH ABOILIAPOBY SIAEPHY
MeMOpaHy, BoHM € He T1IpocTO TOpaMH, a CKAAQOHO II00yZOBaHUMH,
OaraToyHKIIIOHAABHUMHM CTPYKTYypaMH, II0 YTBOPEHi OiAKaMH —HYKA€ONOpPHHaMH,
dKHUX HapaxoBaHO 0iag 50-tu. BiakoBa ckaazmoBa dOepHOI IIOPH Mae OKTaroOHaABHY
CHUMETPIiIo i M03HAYAETLCH TEPMIHOM «sIZIePHHH MOPOBHH KOMIAEKC». [IpDOHUKHUN AT
MOAEKYA KaHaA po3TallloBaHUH y LIEHTPi CTPYKTYPH, a iHIIy YacTHHY IOPH YTBOPIOIOTH
HYKAE€OIIOPHHHU, 3TPYyIOBaHi y CTPYKTYpPH, IO (POPMYIOTH 6 TOPHU30HTAABHUX KiAellb,
3B’I3aHUX YHUCACHHUMH BEPTHKAABHHMH CHHIIMH. KoMIAeKC daepHOi IopH
3adKOpPEeHUN Ha sSAepHid MeMOpaHi CBOEIO TPaHCMEMOPAHHOIO YAaCTHUHOIO, Bifl SKOI B
HaIIpsIMKy IIPOCBITYy KaHaaa TaKoOXK Biaxoaark couii. llga KopoBa uyacTHHa IIOPH,
nobymoBaHa i3 BOCBMHU AOMEHIB, 3 IIMTO30ABHOIO 1 saepHOTo OOKiB oOMeKeHa,
BiITIOBIAHO, HHTO30ABHHM i IAEPHHUM KiAbIsaMu (puc. 2.3). [o gmepHOro KiAbId
IpuenHaHi 0iAKOBi, CIpsSIMOBaHI BCepeqUuHy sapa, TaXi (amepHi d¢disameHTH), 10
KiHIIiB IKUX KPIIUTHCH TepMiHaAbHe Kiable. Bcd 119 cTpyKTypa Mae Ha3By AAE€PHOrO
Komruka. /o IINTO30ABHOTO KiABII TAKOX IIPUKPIIIA€HI CIPSIMOBaHI y LIHTONAA3MY
TSIXKI — IHTONMAA3MaTH4YHiI ¢isameHnTH. TpaHcMeMOpaHHA KOpoBa 4YacTHHA sOePHOI
IOpPU BKAIOYA€ 3 CHOAYYEHUX OAHWH i3 OOHUM KiABIld: BHYTPIIIIHE, II[0 KOHTAKTYyE 3
LIEHTPaABHHUM TPAHCIIOPTEPOM; CEepeAmHE, II0 I[IPOHU3YE OOKOBY MIASHKY sII€pPHOI
MeMOpaHHU, gKa popMye MHOpPy, i padiaaAbHe, pO3TallloBaHE B IIPOCBITI MiXK 30BHIIITHBOIO
i BHyTpilIHBOIO gnepHUMH MeMOpaHamu. CepenHe W pazgiasbHe KiAbIld MIITHO
3aKpINAIOIOTH TIOPY B dAAEepHiE 000AOHII, a BHYTpIIIHE Bifirpa€ pPoAb OCHOBHOI'O
KapKacy, HaBKOAO i BcepenuHi gkKoro 3i6pani iHNIi KOMHOOHEHTH Hopu. LleHTpasbHUM
KaHaA IIopU Mae BapiabeAbHUI BHYTPIIIHIM niamerp (3MiHIOeThCca Bim 10 mo 26 HM) ¢
MICTHTBCS BCEpPEeAVWHI TpaHcHmopTepa (JIKWU IIle Ha3WBAlOTh 6my/kor abo
UEHMPANbHOW 2paHy/iorn), Io 3a¥iMae ILEeHTPaAbHY YacTUHY BHYTPIIIIHBOTO KiABIIS
nopu. TpaHCIIOPTEP CKAQOAETHCS i3 YOTUPHOX CIIOAYYEHHX MizK COOOI0 HYACTHUH: ABOX
CUMETPHUYHHUX [HAIHAPIB H ABOX OQHAKOBHUX IepU(EpPiHUX T'paHyaA, SKi IPUB’A3aHi
BicbMoMa (pibpraaMu [0 nepudepiiHUX Kiaellb IIOpU ¥ 3aKpUBAIOTH OOUIBA BXOAHU Y
LIEHTPAABPHUMN KaHaA.

3 O6OKy IIUTO30AI0 IIOpPa Ma€e 8 IpaHyA, sIKi pO3TAllloOBaHi Ha ITUTO30ABHOMY KiABIIi,
K OyCcH Ha MOTY3Li i MicTaTh KOPOTKi pibpHAH.
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Puc. 2.3. Hatipo3noBcromzKeHi Momaeal CTpPyKTypu snaepHoi mopu. A: 1 -
ouTONAA3MAaTU4YHI QiraMeHTH; 2 — IIUTONAA3MATUYHE Kiablle; 3 — [AOMEH KOpPOBOi

YacTHHU; 4 — AIOMEH; 5 — [IeHTpaAbHA I'paHyAa («TpaHCIIOpTep»); 6 — saepHa 0O00AOHKA;
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7 — apepHe Kiablle; 8 — aaepHi diaaMeHTH; 9 — TepMiHaAbHE KiAbIle IA€PHOI KOP3UHUY;
10 — dinameHTH TepMiHAABHOTO Kiablld; 11 — aanepHa Kop3uHa. B: 1 — aaepHa 000AOHKA,;
2 - nuronaasMaTuyHi (QisameHTH; 3 - ILIEHTpaAbHa TI'paHyAa («TpaHcmopTep»); 4 —
ITUTO30AbHE KiAbIle; S — IIUTONIAA3MaTHYHA CyOOqUHUIII; 6 — CIIULIS; 7 — SepPHE KiABIIE;
8 — pibpuam kouruka; 9 — repMmiHasbHe Kiablle; 10 — aHyAdpHi Aimriay.

[Topa 6e3mocepenHBO CIIOAYYEHA i3 AOePHOI0 AAMiHOIO — aA€ B MIiCTi IOPH OCTaHHS
BimcyTH4.

[TpoBinHICTE AOEPHUX TOP OAS MOAEKYA PI3HUX pPoO3MipiB € pizHOI0. Moaekyau
HEBEAUKHX PO3MipiB (i0HH, MeTabOAITH, MOHOHYKAEOTHAU TOILO) 34AaTHI ITaCUBHO
mudyHayBaTH B 4apo. Biakm macoro meHIne 15 k/la IIBHAKO IIPOHUKAIOTH B SAPO, Y
TOM 4ac gK nad 6iaka macoro noHan 30 k/la mag nboro noTpibHME neBHUE yac. [laaxom
aKTHUBHOTO TPAHCIOPTY Kpi3h SAEpHi MHOPU MOXKYTb IIPOXOOUTH BEAWKI MOAEKYAU
(monan 60-70 k/la) ¥ HaBITP HAAMOAEKYASIPHI KOMIIAEKCH. 30Kpema, 3a UM
MeXaHi3MOM HaOXOASTh y LUTONAA3My CHHTe30BaHi y aiapi moaekyau PHK, a B sampo
OTPANALIIOTE OIAKH, 3aAyYeHi y sAepHUH MeTab0Ai3M - KOHCTUTYTHBHO (HAIIpP., TICTOHH)
abo y BiAmOBiAP Ha NEBHI CTUMyAU (HAIIp., TPAHCKPHILiHHI dakTopm). Y aaepHUX
0iAKiB BHUSABAE€HI CcIielu@idHi IOCAIIOBHOCTI, IO BiANOBimarTh 3a iX AoKaaizarriro.
Hai#ipo3rnoBCIOKEeHUM 3 HUX € TaK 3BaHUM «KAACHYHHUMN» CuUZHA/ s10epHOi JIoKanizauil
NLS (Bim anura. Nuclear Localization Signal) - omHa 4ym ABi MiAYHKH 3 IIO3UTUBHO
3apsaPKeHUX aMiHOKHUCAOT (apriHiHy # Ai3uHY). Y CBOIO 4epry, OiAKH, II0 HiAATAIOTH
€KCIIOPTY i3 sgapa, MICTATh cueHantu sioepHozo ekcnopmy (aHra., Nuclear Export Signal,
NES) — miagHKY, [AS GKUX XapaKTEePHUH BUCOKHUI BMICT TiapodoOHUX aMiHOKHCAOT.

CybcTpaTy 9aepHOTO TPAHCIOPTY EPEHOCATHCH B AP0 abo i3 HbOTO ¥ KOMIIAEKCI
3i cHemiaABHUMH  0OiAKaMH — mpaHcnopmuHamu abo  KapiodpepuHaMu  (QHTA.,
transportins, karyopherins). TpaHCIOpTHHHU, L0 3aAy9alOTBCS Yy TPAHCIIOPT B SO,
OTPHUMAaAU Ha3By IMNOPMUHIB, a i3 sapa — excnopmuris. KoXKHUH TPaHCHOPTHUH AL
3niticHeHHda cBoe€i PyHKIIT MOBUHHUN MaTH TPU aKTUBHOCTI: pO3Ili3HaBaTH i 3B’13yBaTu
cyObcTpar, L0 TPAHCIOPTYETHCH; «3adKOPIOBATHUCS» Ha SAEPHIN Iopi; 3B’I3yBaTH
HeBeAuKHH 0inoK — ['Tdaszy Ran (maauit G 6iaoK i3 pomunu Ras-nopiouux I'Tdas, akuit
CAY2KUTDH JA] CIIPAXKEHHSI TPAHCHOPTY 3 rinpoaizoM I'TP, 1110 Hagae nporecy eHeprii).

MapkepHuMH (pepMeHTaMH daaepHoi O00OAOHKH 3 TAIOK030-6-(hocdarasa,
nipodocdarasa, MaH030-6-¢ocarasa, S“HykaeoTHIA3a,
AizodpocponiminTpancepasa, Mg2t-zanexxkna ATdaza, doconinazmu A i C,
nporeinkiHasu. HagBHicTh y  gaepHii wMeMOpaHi Takux (epMeHTIB, €K
cepuHosi/ mpeorinosi I1K (30kpema, 3aiHCHIOI0TH hochopHAIOBaHHS OiAKiB-peryadaTopiB
pemnaikartii, Hampukaan, TiCTOHIB), ¢ocpamasu (BIAUIETIAIOIOTH 3aAHUIIKH (PocOopHOL
KHUCAOTHU 3 yTBopeHHAM AT®D), cgpocgoninaz A i C (3aaydeHi B CHHTE3 eMKO3aHOIMiB,
docharuanainosuroa-3-pocdary i mianmmarainiepoay), Ca?t,Mg2*-3anexHoi ATdasu
(3abe3nieuye TpaHcnopt Ca2t i BUKOHYE PETyASTOPHY POAb Y OIOCHHTETHYHHX IIPOIlecax
y 4gapi) cBiguuTh mpo Te, IMI0 daepHa MeMmOpaHa Oe3rnocepemHBO 3aAydeHa a0
BHYTPIIIHBOKAITUHHOI TPaHCAYKITII.

2.2. [IpuHUHNH BHAiAeHHS GioAoridyHux memOpaH. MapkepHi hepmMeHTH.

[Tpoutec BumineHHs Oyab-IKUX 0iOAOTIYHMX MeMOpaH MOKHA PO30UTH Ha KiAbKa
cTamifi: pyHMHyBaHHA TKaHUH 1 KAITUH 3 YTBOPEHHSM TI'OMOI€HaTy; PO3AIACHHS
OCTaHHBOTO Ha @pakilii 3a [goIoMOoroio AUMEPEHIIIHHOr0 YABTPAlLlEeHTPU(YTYBaHHSI
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(dbpakilioHyBaHHS); OYHILNEHHS OTPHUMAaHUX Qpaxkilif; igeHTUdIKAIlT BUAIAEHUX
CYOKAITHHHUX (PPAKIiH Ta JOCAIIKEHHS CTYIEHIO iX YUCTOTH.

1. PyliHy8aHHsL MKAHUH | KAIMUH

[Ipu BuminenHi [IM Tpeba mam’daraTy, 110 BOHA € aCHUMETPUYHOIO i Moxke OyTH
rereporeHHor0. IIlo6  3amobirrm  HOPYIIEHHI0 IIMX  BAACTUBOCTEH, 0OaxkaHo
BHUKOPHUCTOBYBaTH OiAbIll M'IKi YyMOBH [ad pyHHyBaHHA KaiTHH. LumM Kpurepiam
3a/10BOABHSIIOTH pyHHYBaHH4 KAITHH i3 3aCTOCyBaHHSIM YABTPa3BYKY,
3aMOPOIKYBaHHS / BiiTalOBaHHs, TOMOTEHi3allisd IIAIXOM PO3TUPAHHSIM y CTYIII i3
KBapleBUM IIICKOM YH CKASHUMH KyAbBKaMH, BIIAUB Tillo- ¥ TiIE€POCMOTHYHOTO
cepenoBUIlA (OCMOTUYHHH IIIOK), PiAKUM a3oToM. [IpH 11bOMy yTBOPIOIOTHCS OAUH YU
KiapKa po3puBiB [IM, BHyTpilllHE cepenoBUIIE KAITHHH «BUTIKa€E», 3aAHUNIIAETHCI “TiHB” —
[IM. 3py#HOBaHiI KAITHHHI MeMOpaHH 34aTHI 3aMHKaTHCS ¥ yTBOpPIOBATH MiXyplii
niamerpoMm 0,3 — 3 MKM. B3araai xx BuOip criocoby pyHHyBaHHSI KAITHUH i TPHUBaAiCTb
00pPOOKH 3aA€KUTH BiJ THILy TKAHUHU.

BydepHuii po3uuH s BUOiA€HHS OioMeMOpaH IIOBUHHHI MaTH II€BHI 3HAYEHHS
pH # iomHOoi cuam. [o ¥Horo ckaaly Mae BXOOUTH caxaposa, $gKa, CTBOPIOIOYHU
OCMOTHYHUU THCK, 3amnobirae EpyHHYBaHHIO BHUIIACHUX MIKPOCTPYKTYp, Ta HH3Ka
KOMIIOHEHTIB IAS 3abe3neueHHs 30epeKeHHs TepMOoAabIABHUX MeMOpaHHUX
depMeHTIB Ta LiAICHOCTI AUCYAB(ITHHUX 3B’I3KiB.

2. DpaKyioHYB8aAHHSI WASAXOM OUGEepPeHUiliHo20 YabmpaueHmpugpyaysaHHs 3
VTBOPEHHSIM CYOKAITMHHHX (pakiiii 6a3yeTbCs Ha  3araAbHHX  I[IPHHIMIAX
dpakilioHyBaHHS BHYTPIiITHBOKAITUHHUX OpraHeA: 4YacTKH, $SKi 3BIABHIOIOTBCS IIPU
PO3PHBiI KAITHH, MalOThb I€BHi pPO3MipH ¥ NIABHICTH, III0 POOUTH MOZKAUBUM IX
dpakiioHyBaHHS y Pi3HUX BIiAIEHTPOBUX CHAAX 1 rpagieHTi miiapHOCcTi. B mporeci
VABTPALlEeHTPU(YTyBaHHA TIOMOT€HATIiB KAITMH 1 TKaHUH (parMeHTH MeMOpaH,
PyXaro4ducCh I Oi€l0 BiALIEHTPOBOI CHAHM, OYAYTHb PO3MIASITHUCS B3OO0BXK IIEHTPUQPYKHOI
IpobGipKH.

B 3asexHocTi Big IIBHUAKOCTI (PpakIlioHyBaHHS, i3 TOMOI€HaTy KAITMH MOIKHAa
BUIIAUTH TPU TIeTEePOreHHi (ppakilii — SaepHy, MITOXOHApiaAbHY ¥ MiKPOCOMAaAbHY.
SimepHa dpakuia oTpuMyeTbCSa 3a HHU3BKONIIBUIKICHOrO IeHTpUdyryBanHsa (600g, 15
XB) 1 MICTHTB BEAHKI 32 PO3MipoM sAepHi MeMOpaHU (i3 ZOMIIIIKaAMH Ai30COM, KOAAreHY,

anepeub, EIIP). MiroxonapiaabHa  dJpakumia mgagd  BuUmireHHa  noTpedye
neratTpudyryBanuag 10 000 g, 25 XB i CKAamaeThCd i3 YaCTOK CEPEOHBOTO PO3MIipy
(DOMIIIKKM — epUTPOLIUTH, Ai30CcOMH, Ilepokcucomu). MikpocomaabHa ¢pakKuia

3aAUIIIAETHCS Y HANOCAO0BIH pifnHI micasg BUAaseHHS Ppakiiii MiToXoHAPiH i MiCTUTH
HaliMeHIi opraHean - meMbpanu EITP i atapaty l'oapmxi.

Jaai KOXKHy i3 IIUX (Qpakiiii po3aiAgioTh Ha KOMIIOHEHTH, HaIllapOBYIOYH Ha
TPai€eHT TYCTUHH 3 HACTYIIHHUM LEeHTPUQYTyBaHHSIM y BiAMOBIAHOCTI M0 HIBHUAKOCTL
cenuMeHTallii Tiel ckaamoBoi, Ky Tpeba oTpumaTtu. [ad IBOTO Ha BUTOTOBACHE
CepeIOBHILE i3 TIEBHUM TI'PAIi€HTOM HAIIapPOBYIOTH CYMIII i HEHTPUQYTYIOTh 38 BUCOKOI
IIBUIKOCTI.

[Al CTBOpPEHHH rpaZi€HTy TYCTHHH CAi/l BUKOPHCTOBYBATH PEYOBHHU, {Ki €
AETKO PO3YMHHUMH y BOMi, (Pi3i0AOTIYHO HEIIKIJAMBUMHU i XiMi9YHO iHEpTHUMHU. Po3umn
11i€el peYOBUHU NOBUHHUY OyTH HEB’I3KHM, [IPO30PUM y BUAUMIHN MIAGHII CIIEKTpa, Mae
CTBOPIOBATH HHU3BKHUH OCMOTHYHHHN THCK. HaWNomIMpeHIIMNMH CIIOAYKaMH [AS
CTBOpPEHHS TPaMi€HTy TYCTHHH € caxapo3a, (pikoa, Ilepkoa i HaiikomeH3. Caxaposa
3aI0BOABHSIE OIABIIIOCTI BHMOT, € BiJHOCHO HEIIEeBOIO, aA€, y TOH JKe Jac, 3a BHCOKHUX
KOHIIEHTpAIliii Ma€ BEAMKY B93KICTb 1 MOXKe CHPHYMHHTH HeOaykaHi OCMOTHYHI
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edpextu. [dag orpumanHa I[IM BukopucroByooTh 0,32 M caxaposdy. Caim Takox
BpaxoByBaTH, L0 caxapo3a AerkKo MOpoxoauThb Kpizp I[IM i Moxke HmoOmIKOAWUTH ii
CTPYKTYpHi KOMIOHEHTH. OCOOAMBO IIe CTOCYETBCS AIMMOIAHHX KAITHH, dKi € mayKe
qyTAUBUMH. [ag BuaiaeHHS [IM AiMdOimHUX KAITHH 3aCTOCOBYIOTH M’IKi YMOBHU Ta iHIII
CIIOAYKH, III0 HE MOXKYTh IIOTPAIIAITH BCEPEeOUHY KAITHHHU, HAIp., ¢ikon. [lepkosn (30Ab
CHAIKOHOBHX YaCTOK, BKPHUTHX IIOAIBIHIAIIIPOAIJOHOM) AO3BOASIE 3MEHIIUTH IIIBUAKICTH
OeHTPpU@yryBaHHS i CTBOPHUTHU 1300CMOTHYHI YMOBH, IO € BaKAUBUM IIPU BUIIACHHI
KPHUXKHX OPTaHEA i BEe3UKYA [IAS JOCAIMZKEeHHd MeMOpaHHOTO TpaHCcropty. Mempusamio
i Haliko0eH3 MalOTh HabaraTo HUKYY OCMOTHYHY aKTHUBHICTH i B’I3KiCTb, Hi’K PO3YHHU
caxapos3u Ti€i K TYCTHHH, i 3aCTOCOBYIOTBCS OASI PO3MOIA€HHA MITOXOHAPiH, Ai3ocoM,
IIEPOKCHUCOM, IASI BUOIACHHSI CEKPETOPHUX I'PaHYA.

[as oTpuMaHHS “HOPOKHIX” CyOKAITMHHUX CTPYKTYP — BHUKAIOYHO MeMOpaHHUX
dpakiiti — BUOIA€HI CYOKAITHHHI CTPYKTypH OOpOOASIOTE YABTPA3BYKOM. lIpu mboMmy
BMICT OpraHeA BUXOOUTH HA30BHi, a MeMOpaHU yTBOPIOIOTh 3aMKHEHI CTPYKTYPH.

Taba. 2.1. KAITHHHI KOMIIOHEHTH II€YiHKH IIfypa Ta PEKUM iX 0CaIKEeHHSI

dpaxkiiis HiameTp PexxyM ocazkeHHS
4aCTHHOK, HM IIpuckopeHHs, g Yac, xB
IIiAl RAITHHHT 15-20 600 15
Anpa 3-12 600 15
Anapar Kpymni 1-3 2000 20
Foapmxi dparmeHTH
Besukyau 0,05-0,5 145000 15
MiToxoHapii 0,7-1,1 10000 25
Aizocommu 0,4-0,8 10000 25
MikpocomHa | 'paryagpHui 0,05-0,2 145000 25
dpaxiiia ETIP
ArpanyasspHUN 0,05-0,3 145000 25
EIP
[IM Beauki 3-20 1500 15
dparmeHTH
Besukyanu 0,05-0,3 145000 30
3. OuuwieHHss ompumaHux Gparyii € HeOoOXigHUM eTarioM BHIIA€HHH

OiomeMOpaH, OCKiABKM (paxilii, oTpuMaHi HpPU OFTHOKPATHOMY LEHTPU(PYTYBaHHI,
HiKOAM He OyBalOTh YHCTUMH — HaIp., MiTOXOHApiaabHA (PPAaKIIig OKpiM MITOXOHApPil Ta
ix dpparmeHTIiB Oyme MIiCTUTH OOMIIIKU AizocoMm i Be3ukyAa-moximuux IIM i EIIP. [asa ix
OYMIIIEHHSI BUKOPUCTOBYIOTH ITIOBTOPHI IIEHTPU(PYTyBaHHS.

4. HacrynHu#i eram - i0eHmugikauyiss 6UOLIeHUX CYOKNIMUHHUX @ppakyiil ma
JocniOxKeHHsL cmyneHio ix uucmomu — € HeOOXiTHUM, OCKIABKH OTpHMaHi (Qpaxiii
MeMOpaH MOXKYThb OyTH “3a0pymHeHuMH”. [Jad imeHTHdikamii oTpuMaHux MeMOpaHHUX
dpaxiiiii Ta oad BUSBACHHS 3a0pyAHEHHI MOXKHA:

- 3aCTOCyBaTHU Memoou MiKpockonii Oasd BHUSBAE€HHSI IIEBHUX O3HaK (HAIIp.,
aasa [IM - HagBHICTH MIiKPOBOPCHHOK Ta iH. MOP(OAOTIYHHX €AEMEHTIB, a [OAd
rpanyagpHoro EIIP - nHagaBHicTe pubocoM). MiKpOCKOITiSS TaKOX [J03BOASE
BUSIBUTH IIPUCYTHICTH y IIpernaparax CTOPOHHIX CTPYKTYpP — HE3aMKHEHHX
o6puBKiB MeMOpaH, pibpuA TOIIIO.
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- BHU3HAYHUTHU JINIOHUU cKkad BUOIAEHOI (Ppakiiii, OCKIABKH BCi KAITHHHI
MeMOpaHU MICTITBH AilTinM, ase CHiBBiOHOLIEHHS Aimim:0iaok i Habop aAimimiB €
crielUPiYHUMHU 1A JAaHOTO THUILY MEMOpaH.

-  Busmauuru 6inkosulti crxnao BHIiA€HOI dpaxkriii, HaITPUKAAT,
3aCTOCOBYIOYHM METO[l eAeKTPOodope3y B IOAiaKpPHUAAMIOHOMY TeAl — A OEeIKHUX
TUIIIB MeMOpaH € XapaKTEpPHOKI MNPUCYTHICTL 3HAYHUX KiAbKOCTel O0iAKiB 3
IIEBHOIO MOAEKYASIPHOIO Macoio. 30KpeMa, A MiKpocoMaAabHOI (ppakilii M’a30B0i
TKAHUHHU TakuM 0iakoM € Ca2*-ATdaza capkKomaa3MaTHIHOIO PETUKYyAyMy (M.m.
100 k[a), Ha gaky npunaznae 50-70% Bixm 3araabHOTO BMIiCTY 0iaKa y i dppaxiiii,
a aas [IM — raikonpoTeinu.

- 3acrocyBaTH BU3HAUEHHSI AKMUBHOCMI MapKepHUX epmermig. [as
IIbOTO OIiHIOIOTH AKTHUBHICTH MapKepHUX (PepMEHTIiB MeMOpaH yCixX KAITHHHUX
opraHea $K y BHXIJHOMYy TOMOT€HaTi, TakK i B yCiX ¢pakiligx, BUIIA€HHUX
IIOETarHO B IIPOIECi OTpHUMaHHS KiHIleBoi MeMbOpanHoi ¢paxkiiii. Ile mo3Boasie
BH3HAYUTH, Ha SIKOMY €Talli MOKe Big0yBaTHUCs OCAIKE€HHS NEeBHHUX MeMOpaH,
OLIIHUTH BTpPaTH MeMOpaHHUX (paxkiliii Ta BHUXiA KiHIIEBOrO MeEMOPaHHOTO
MaTepiaay, Ipo IO CBIiAYUTH 30aeaueHHsi U020 mapkepamu (Led TOKa3HUK
PO3pPaxoBYIOTh SK 30iABIIEHHS AaKTHBHOCTI IIEBHOTO MeMOpaHHOro MapKepa
BiJHOCHO BUXiZHOrO romoreHarty). Yum Buile Oyzae 1ie 30aradeHHsI, THUM OiABIII
FOMOTeHHUM Oyme BuAineHHM 1nipenapat. [asg pi3HUX 00’€KTIiB CTyHiHBb
3b0aradeHHs OioxiMiYyHUM MapKepoM Bapiroe Bix 5 mo SO.

depMeHT MOKe OyTH MapKepoM, SIKIIO BiH MIITHO 3B’I3aHHU 3 JaHOI0 MeMOpPaHOIo,

IpU PO3MiA€HHI (ppakllii He mminagarae akTUBallii yu iHriOyBaHHIO i AOKaaizoBaHUM
BHKAIOYHO B JaHOMy THIi MeMOpaH. Ha mpakTuili gasg OIiABII YiTKOTO KOHTPOAIO 3a
YHCTOTOI0 OTPHUMAaHUX (PPaKIii BHU3HAYAIOTH AKTHUBHICTH [ABOX-TPHOX MEMOpPaHHUX
MapKepiB OAd KOXKHOIO THUILy MeMOpaH. 3acToCcyBaHHS IIEBHHX MapKepiB i3 I1iaoro
Habopy MapKepHUX (PEPMEHTIB [Asd MeMOpaHU MIEeBHOI OpraHeAUu Bapilo€e B 3aA€3KHOCTI
BiZl TUIIY KAITHH.

HaiiBaskauBin mapkepHi (pepMeHTH HaBeIeHOo y TabA. 2.2.

Taba. 2.2. MapkepHi pepMeHTH KAITHHHUX MeMOpaH.

Tun meMOpaHU MapkepHuii pepMeHT

«[IliTMHKOBA obAagMiBKa» (amikaabHa | AMiHOIEITHAA3A

MeMOpaHa eHTepPOoIrTa)

MitoxoHapii BryTpinrHasa depMEeHTH AaHIIOTa IIEPEHOCY €AEKTPOHIB
MeMbOpaHa (HampuKAa, IIUTOXPOMOKCHIA3A)
30BHINIHA MoHoamMiHOKCHAa3a
MeMbpaHa

Aizocomu AizocoMaabHi rigpoaasu (kmcaa

docdarasza, rasnakTo3uga34)

Ilepokcucomu Karasasa, ypaTokcunasza

Anapart lN'oabmxi FasakTo3uaTpaHcdepasa

EITP Faroko30-6-hocdarasza, muroxpom p450,

nutoxpoM bS, HAIPH-nerinporenasa

Capkomnaa3zMaTHYHUN PETUKYAYM Ca2+-ATdaza

M S’-HyKAeoTHa3a, aleHiaaTiinkaasza, Nat,

K+-ATda3za, ayzxkHa doccoaiecrepasa
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2.3. TecTOBi MUTAaHHA

1. MemOpaHH SKHX oOpraHeA OyZe BHZAiAeHO i3 romoreHary 3a YMOB
nenTpudyryBaHaa 15 xB npu 600 g?

A) Be3HKyAM maa3MaTU4HOi MeMOpauu; 6) memOpanu EIIP; B) memOpauu ganep; 1)
MeMOpaHU MITOXOHAPIiH; 1) Be3UKyAu MeMOpaH anaparty [oabmski

2. SIki MeTOAH AOLIABHO BHKOPHCTOBYBATH OAAl AOCAiAxkeHHs hyHKILiOHyBaHHS
iHTerpaApHHuX 0GiAKiB?

A) aimocommu; 6) OimrapoBi IAOCBEKI MeMOpaHH; B) MOHOLIAPU Ha MeXKi po3momiay ¢as
»,BOJa/TIOBITPs1”; T) «MIOAAEPIBCHKI MeMOpaHW»; 1) MOHOIIAPU Ha MeXi po3mnomiay das
»TBe€pa [IOBEPXHH /IOBITPA

3. YAbpTpa3ByK 3aCTOCOBYIOTH LAl OTPHMAaHHS:

A) aimmocowm; 6) GimrapoBHX IAOCEKHX MeMOpaH; B) MOHOIIApPIiB HA MeXi po3nomiay das
»,BOMIa /TIOBITPA”; T) MIOAAEPIBCBKUX MeMOpaH”; 1) MOHOLIAPIB Ha MeXKi po3momiay das
»TBepAa IOBEPXHs / TTIOBITPA”

4. 3anoBHUTH TabAuuio ,,MapkepHi pepmeHTH”:

THn MmeMOpaHH MapxkepHuii hepmeHT

«IIliTHHKOBa o0O0AsTMiBKa» (amikaaAbHa
MeMOpaHa eHTEepOLHTA)

Miroxonzapii BHyTpimHA
mMeMbOpaHa
3oBHiNIHA
mMeMbOpaHa

Aizocomu

Ilepoxcucomu

AmnapaT T'oabaki

EIIP

CapKonAasMAaTHYHHH PETHKYAYM

M

5. 3a ZoImoOMOror0 BaHH AerMiopa OTPHMYIOTE:

A) aimocomm; 6) OimrapoBi IMAOCEKM MeMOpaHH; B) MOHOIIIAPH Ha MeXi pos3momiay da3s
»,BOIa/TIOBITPs”; T) MIOAAEPIBCBKI MeMOpaHH”; M) MOHOIIIApH Ha MeXi po3momiay a3z
»TBe€p/a [IOBEPXH /TIOBITPA”
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3. MemOpaHHuH TpaHCIOPT

Bioaoriuni meMOpaHM BHKOHYIOTH OaraTo pi3HOMaHITHHX (QYHKIIH. YK BXke
3a3HA4YaAoCd, IAa3MaTUYHaA MeMOpaHa € MexXaHiYHUM Oap’epoM, L0 BigOKpEeMAIOE
KAITHHY BiJ II03aKAITHHHOTO CepeIoBHINA, 3aAy4Ya€TbCSI Yy TpPaHCMEMOpPaHHI pyxXu
PEYOBHH, 3OIMCHIOE pPELENTOPHY (PYHKIlIO, 3a0e3nedyroun HAOXOIKEHHS Yy KAITHHY
CHUTHaAIB BiJ TOPMOHIB, (paKTOPiB POCTy Ta iHIINX OiOAOTIYHO-aKTUBHHUX CIIOAYK, Oepe
y4acTb y peryadilii cuHTe3dy Ta  e(eKTiB IUKAIYHHUX HYKACOTHUIIB, 3aificHIOE
MIiKKAITUHHI B3aeMofii ¥ € wMicleM 3asgKOpPIOBaHHHA IIUTOCKEAeTYy; IIAa3MaTU4Hi
MeMOpaHU 30yIAMBUX TKAHUH CITPUSIOTH OIITUPEHHIO POIleCiB 30ymkeHHs. CrpskeHi
MeMOpaHU, 30KpeMa, MIiTOXOHApiaAabHiI, € MiclleM TreHepyBaHHS eHeprii; mMeMOpaHU
MiKpocoMaAbHOI (ppakilii 3aAydaroThbCd y IIPOLIECH AEeTOKCHUKAllil YHMCAEHHUX €HMOo- i
€K30T€HHUX TOKCHHIB.

[TaazmaTnyHa MeMmOpaHa, 9K i iHHIi OioAoriyHi MeMOpaHH, € HalliBIIPOHUKHOIO,
TOOTO Ma€e HEOJHAKOBY ITPOHHUKHICTD A Pi3HUX CHOAYK. [iapodobHi CrioAykH, a TakoK
02, CO2, N2 MOXKYTH BiABHO ITPOXOAWUTH KPi3b MeMOpaHy, ¥ TOH Yac 9K 3apsaKeHi ioHu
Maai i BeAUKi He3apaIKeHi ITIOASPHI MOAEKYAH (BoJa, CEYOBUHA, TAIIIEPUA Ta TAIOKO3a i
caxapo3a, BiAIIOBiAHO), MAIOTh E€BHi yTPYAHEHHS IIi/] Yac TPaHCIOPTY Kpi3b MeMOpaHy,
AKi OIABIII BHUpazKeHi AT BEAMKHUX MOAEKYA, i TOMY OAsI OiABIII €(peKTHBHOIO HEePEHOCY
TaKOK IMOTPEOYIOTH TPAHCIIOPTHUX MOAEKYA.

3aBAgKN iCHyBaHHIO CIHEHU@IYHUX TPAHCIIOPTHUX CHUCTEM [Aa3MaTH4Ha
MeMOpaHa € OCHOBHOIO CTPYKTypOIO, III0 3abe3lnedye CTBOPEHHS 1 IIATPUMKY
KOHIIeHTpalifHoro (Taba. 3.1) B eAeKTPOXiMIYHOTO TPAmi€HTIB i 3aaydae KAITHHY OO0
0OMiHy pPEeYOBHH.

Taba. 3.1. Konnenrparii qegkux ioHiB y KAITHHI # 103a HEO.

loHn BHYyTpPilIHBOKAITHHHA INo3zakaiTHHHA
KOHIleHTpaILisa KOHIlEHTpalia
Na* 5-15 MM 145 ~mM
K+ 140 MM S5 mM
Mg 2+ 0.5 MM 1-2 MM
Ca 2+ 107 M 10 M
H+ 8x10->5mMM, pH=7.1 4 x 10 -5 MM,
pH=7.4
Cl- 5-15 MM 110 ~mM

MewmOpaHHi TPaHCIOPTHI IPOIleCH, 10 BiAOyBaIOThCS Y KAITHHI, MOXKHA BiTHECTHU
10 OHOTO 3 ABOX OCHOBHHUX THIIIB — IACUBHOTO ab0 aKTHBHOI'O TPAHCIIOPTY.

[lix yac macHBHOTO TPAHCHOPTY pPEUYOBHHA IIEPEHOCUTHCH 3a 2padieHmom
KOHyeHmpauyii 6e3 sanyueHHsi eHepeil 2ioponizy ATD. [TlacuBHUU TPaAHCIIOPT, B CBOIO
4epry, MoxKe 3OiHACHIOBATHUCS ILIASIXOM npocmoi abo nosiesuieHoi ougpysii (B OCTaHHBOMY
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BHUIIQKY - 3a JOIIOMOIOI0 CHeIr(ivHOTO IIEPEHOCHHKA, KaHaay 4u ioHodopy). Ilix
Jac aKTHBHOTI'O TPAaHCHOPTY PYyX PEYOBHUHH 3OiHCHIOETBCI NPOMuU KOHUEHMPAauiliHo20
2padieHma 3a paxyHoKk eHepezii, uio 38UlbHIOemMbCst npu 2i0ponisi ATD. AxkTuUBHUHI
TPaHCHOPT IOMIASIOTH Ha NEepeuHHO-aKmueHull (HOro OIoCcepenKOBYIOTH (DepMEHTHU-
ATdazu, Hamp., Na*, K+-ATdaza, Ca2+-ATda3za Ta iH. HIOMIIU (HAcOCH), IO IIEPEHOCITH
HEOpraHiyHi i10HM, a TakKoxX InpencTaBHUKU ABC-TpaHcmopTepiB, IO 3OiHCHIOIOTH
TPAHCAOKAIlII0 OPTaHiYHUX CyOCTpaTiB) i 8mopuHHO-axkmueHuli mpaHcnopm (HAIp.,
Nat*-3aneskHHUM KOTPaAHCHOPT TAIOKO3U (abo aminHokucaot). lle Tak 3BaHU cnpsikeHUl
mpaHcnopm, abo KompaHcnopm, SIKHUH 3MiHCHIOETECH 3a PaxXyHOK €HepPrii, 3yMOBAEHOI
rpaZiieHTOM IiHIITHUX i0HIB, B JaHOMYy BUIaakKy — Na*). [lo akTUBHOTO TPaHCIOPTY TaKOXK
HaneXXaTb eHO00- 1 eK30yumo3s, sKi TaKOXK € €HePro3asekKHHUMH, IIePEeHOCIATH CIIOAYKH
IPOTH KOHIIEHTPALiHOTO IpaflieHTy, ase, Ha BiAMIHY BiJ BUILlEHABeAeHUX IIPUKAAIIB,
CYIIPOBOIKYIOTBCS TIOPYILIEHHSIM CTPYKTYPHOI 1liaAicHOCTI MeMbOpaH.

KoAu MOAEKyAM pEdYOBHH, IO TPAHCIIOPTYIOTHECS (200 ioHH) HEepeHOCSIThCH depe3
MeMOpaHy HEe3aA€KHO Bifi HAsIBHOCTI 1 IIEPEHOCY IHIIUX CIIOAYK, KaXKyThb IIPO YHinopm.
Y OpOTHAEXKHICTB, KOMPAHCNOPMOM HA3UBAIOTh IIEPEHECEHHS MOAEKYA (iOHiB)
PEYOBHHU, IO IIOB’d3aHe (i 3yMOBAEHE) TPAHCIOPTOM IHIIIHMX MOAEKYyA abo ioHiB. [o
KOTPAHCIOPTY HAAEXKUTD SIK CUMNOPM - TAKUHN THUII PyXy, 3a IKOT'O MOAEKYAH PEYOBHUHU
(abo ioHHM), IO TPAHCHOPTYIOTHCH, IIEPEHOCATHECS dYepe3d MeMOpaHy OOHOYACHO i
OHOCIIPSIMOBAHO 3 iHITUMH CIIOAYKaMH, TaK i aHmMunopm - TPaHCIOPT MOAEKYA (10HiB)
CIIOAYKH, III0 3YMOBA€HHH OMOHOYACHHM 1 IIPOTHAEXKHO CIPSMOBAHHM TPAHCIOPTOM
1HITIO0] pEYOBUHHU.

3.1. ITacuBHuH TpaHcnopT. IIpocTa audysisa

[udy3siiiHi mpoliecu — Ile CaMOBiAbHE IIEPEMIIleHHS PEYOBHUHH 3a I'Pai€HTOM
KOHIIEHTpAIlil BHACAIIOK TEIIAOBOIO PYXy MOAEKYA, IK€ IIPUBOAUTEH CHCTEMY IO CTaHY
piBHOBaru (puc. 3.1).

C,>>Cy Ci=C

Ao piBHoBarm CraH piBHOBarm.

Puc. 3.1. Cxema nudy3iiHUX ITPOLIECIB.

ITpocma ougpysisa (Hanp., Tpancunopt CO2, H2O, O2) € nporecom HecrenugiyHUM i
nyxe noBiabHUM. lIBHAKicTe mpoctoi audy3il 3aA€KUTH Bi PO3Mipy MOAEKYA, IIIO
II€PEHOCATHCS, 1 Bifl iIX KOHIIEHTpALIii.

3.2. ITacuBHuH TpaHcHnopT. Iloaermena audysia

INTonezweHa Ougpysis, TIOPIBHAHO i3 MIPOCTOIO, € IIPOLIECOM OIiABIII CIIEIIU(PIYHUM i
OiABII IIIBUAKHUM; BOHA MOIKAMBA 3a y4acCTIO KaHay (HAIp., KaHaAU OAd OAd ioHIiB K+,
Ca2?+, Mg?+*), nepeHocHuKa (Tak 3BaHi nepmeasu (Big permeate — IPOHUKHICTE) — PoOAUHA
0iAKiB-TIEPEHOCHUKIB, SIKi 30iABIIYIOTH ITPOHUKHICTL MEMOpPaHU OAS NEBHUX PEYOBHUH,;
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oo Hei HasexkaTh, 30KpeMa, TPAHCIOPTEPH [IAS TAIOKO3H), 10HO@opie (aHTHOIOTHUKIB,
3maTHUX (opMyBaTH  KaHaAa (OpPUKAAQL — 2paMiyulduH, SKUU TPOHHU3YE OiAKOBY
MeMOpaHy HACKpi3b i popMye KaHaa, II0 IKOMY MOXKYThb PyXaTHCsS iOHH HaTpiio), abo
BHCTYIIATH Y POAI MOOIAPHHUX HEPEHOCHUKIB, SKi IIpH 3B’I3yBaHHI i3 CIOAYKOIO, IO
TPAHCAOKYETbCSI, 3MIiHIOIOTH CBOIO KOHQoOpMAallilo, i3 TigpodiasbHUX CTalOTh
rinpodobHUMH i, 06epTAIOYUCH HABKOAO CBOE] BicCi, ITIepeTHHAIOTh MEMOpPaHy (IpUKAAL —
BaAlHOMIIMH, IO, 3B’a3yH04YH ioHH K*, IIepeTBOPIOETBHCS Ha TiApodoOHY CIIOAYKY i
nepeTHHAE MeMOpaHy).

[Ipu moaermieHi#t audy3sil IepemilieHHs PEeYOBHHHU, K i Yy BHUIAAKY IIPOCTOi,
IePEeBOAUThL CHCTEMY y CTaH piBHOBaru; y TOH K€ YacC 3acTOCyBaHHA KaHaAy,
IIePEeHOCHUKY abo ioHoopy 30iabmIye MIBHAKICTE Audy3ii. Takuil TpaHCIIOPT migasrae
KIHETUIII HaCHUYE€HHd BHACAIZOK Toro, Io I[IM KAITHH XapaKTepu3yeThCsS II€BHOIO
KIiABKICTIO MOAEKYA, III0 ITIOAETHIYIOTH Audy3iliHi nmpoliecH, i Ipu gogaBaHHi cyocTpaty S
(MoOA€KyAM, IO INE€PEHOCHUTHCH) PaHO 4YH IIi3HO HacTae TaKUP MOMEHT, KOAU BCi
TPAHCIIOPTHI CTPYKTYpHU OyayThb 3adHATI (epeKT HACHYEHHs), i HPH [IOOAABIIOMY
30iABIIEHH] KiABKOCTI CyOCTpaTy MIBHAKICTE audy3ii IpakTHYHO He OyZe 3MiHIOBATHCH
(puc. 3.2).
nonerweHa
aundysia

I —

e

——

nacHEHa
audysia

[S]
Puc. 3.2. Basexnocti mBuakocti audy3sii (V) Bix KoHIIeHTpaltii cyocrparty ([S]) mas
IacUBHOI i roaermIeHoi audy3ii.

[Ipu moaerieHi#t audysii B THX BUNAAKaX, KOAU OJHUM IIEPEHOCHUKOM (HAIp.,
KaHaAOM) IIEPEHOCATBHCH Pi3HiI CIIOAYKH, CIIOCTEPIraeThbCs KOHKYPEHIld pPEeYOBHH, 9Ki
IIEPEHOCATHCS; IIPU IIbOMY OJHIi PEYOBUHU II€PEHOCATHCS Kpallle, HiXK iHmI, §
[OMaBaHHS IIMX CIIOAYK YCKAQHIOE TPAHCIIOPT iHIINX. TaKoXK € CIIOAYKH, 110 OAOKYIOTH
MIOAETIIIEeHy AM(y3if0, YTBOPIOIOYN MIITHHUI KOMIIAEKC i3 MOA€KyAaMH II€PEHOCHHKA, III0
3arrobirae ogaAbIIOMy IIEPEHOCY.

3.2.1. PyXAHBi NepeHOCHHKH

ITonezwera ougysis, onocepeoxkosarHa neperocHukom GLUT1 (mparHcnopmep oOas
2/1H0K03U).

Ilepenocruku ponuHu GLUT 3AiHCHIOIOTE TpPaHCIOPT TAIOKO3H, 30KpeMma, il
IIOTAVHAHHS €PUTPOLINTAMH, IIepeHEeCEeHHs dYepe3 6a3asbHy MeMOpaHy €HTEPOLHUTIB Ta
ig. Ile cTpykTypHO 6AM3BKiI MeMbOpaHHi 6iaku 3 pidHumMu QyHkigamu. GLUT-1 i GLUT -3
MaloTh BUCOKY CHOPIHEHICTb [0 T'AIOKO3U. BOHHM BUSIBA€HI Malizke B yCiX KAITHHAaX, e
3a0e3MedyIoTh IIOCTiliHEe HaAXOMKeHHS TAoKo3u. GLUT-2 BugBAeHHH y KaiTHHaX
HeYiHKU ¥ migmayHKoBoi  3aao3u. llefi mnepeHocHMK Mae HabaraTo MeHIILy
criopigHeHicTh n0 raroko3u. GLUT-4 BuaBaenuit y [IM M’930BHUX i XKHUPOBUX KAITHH.
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FopMoOH iHCyAiH cnpuumHse 30iablIeHHS KiabKOCTi Moaekya GLUT-4 Ha moBepxHi
KAITHHY 1 TAKHM YMHOM CTHMYAIOE€ HaAXOIKE€HHS IAIOKO3H B IIi TKAHWUHHU.

GLUT1 mae 12 tpancmemOpaHHuX moMeHiB i M ~45,000. Kiabka 1IUX DOMEHIB
CTBOPIOIOTH AIHIHHUN KaHaA i3 riapodiAbHUMHU 3aAUIIKAMH aMiHOKHCAOT; 1€ TO3BOASIE
YTBOPIOBATH i3 MOAEKYAOIO TAIOKO3M BOJHEBi 3B’I3KH ITifl 4dac ii TpaHCHopTyBaHHS
Jyepe3 MeMOpaHy.

CxeMma mIepeHeCeHHS TAIOKO3H II€I0 TPAaHCIOPTHOIO CHUCTEMOIO HaBeAeHa Ha PHC.
3.3. GLUT wmae pgiagHKy 3B’d3yBaHHS TAIOKO3W Ha 30BHimIHbOMy 6oii IIM. Ilicaa
IIpUEIHAHHS TAIOKO3U KOH(popMallig 6iaka 3MmiHIoeThed i3 T1 Ha T2, yepes 110 raroko3a
BUSBASETBCS 3B’I3aHOI0 i3 OIAKOM y HiAFHII, TKa 3B€pHEHA BCEPEnuHY KAITHHH. [loTiMm
TAIOKO3a BiJOKPEMAIOETBCSI Bifl IE€PEHOCHUKA, IIEPEeXOoAsdyd BCEPEOUHY KAITHHHU, a
OCTaHHIH¥ 3HOBY 3MiHIOE KOHGopMaltito - i3 T2 na T1.

D-rnrokosa
-~

&

T
=
E
2

Puc. 3.3. Cxema (pyHKIIIOHYBaHHS TPAHCIIOPTEPY [AAS TAIOKO3U

3.2.2. IonHi KaHaAH

loHHA OPOHUKHICTE KAITHHHHUX MeMOpaH 3a0e3ledyeThcsl iOHHHMHU KaHaAaMH.
BiabmricTe io0HHHX KaHaAiB € BOyZOBaHUMH y AlmigHu#E O6imap (Tob6To € iHTerpasbHUMU
Oinkammu), MalOTh CIIeI(PigHICTh (BUOIPKOBICTH) 1110710 i0HY abo rpymnu ioHiB. [IIBuaKicTH
PyXy depes3 KaHaaM, SK i 3a IHIIUX BUIIAAKIB roAermieHoi audysii, maoadarae dpeHoMeHy
HaCHU4YeHHsS IIPHU 3POCTaHHI KOHIeHTpalili cybcrpariB (ioHiB). KaHaam MOXKyTh
KOHKYPEHTHO IIPUTHIYyBaTHCH aHaaoraMu cybcrpary (ioHamu-6aokaTopamu). Kpim
TOTO, CIIeIIU(ivHi PEYOBHHHU MOXKYTh OyTH IX aKTHUBATOpaMH YU iHTiOiTOpaMu; MOKAWBA
TaKOX peryadiliga depe3 ¢ocdopHAlOBaHHS 3a 3aAHIIKAMH TPEOHIHY, CEpHHY,
THUPO3UHY. Uepes pi3Hi KaHaAW 3a CeKyHAy npoxonuThk 106-10°ioHiB, IpUioMy KaHaAHU
IPAalIOIOTh 33 NPHUHIHIIOM “Bce abo HiYoro”, ToOTO MOXKYThH OyTH ab0 3aKpUTHMH, abo
BiAKPUTHUMH. [3 3aKPUTOr0 CTaHy y BiIKPUTHUH iX ITIepeBOAATh KOH(POPMAIlifiHi 3MiHU.

3a MexaHi3MOM BiIKPHUTTH BHUOIASIOTH KiAbKa THIIIB MEMOpPaHHUX KaHAAIB!

* Jli2aHO-30/1e2KHI — BIAKPUBAIOTHCH IIiCAST 3B’sI3yBaHHS i3 AiraHAOM (AiraHO MOXKe
OyTH MO3aKAITUMHHHUM ab00 BHYTPINIHBOKAITHHHUM, aae HE € 10HOM, dKHH
TPaHCHOPTYETHCS 10 KaHAAY);

* NoMeHYIaN-3a1e>KHi — PETYAIOIOThCS ITpU Aenoagpusartii [IM y kaiTuHax, 31aTHUX
[0 30yKeHHs (HEHPOHU, M’130Bi KAITUHH);
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* MexaHouymauel - Halp., BIAKPUTTSI MeXaHIYHUMH BIIAUBaMH 3BYKOBUX XBUAb
1IOHHUX KaHaAiB KAITMH BHYTPIIIHBOIO Byxa, IO CIIPUYMHSIE BUHUKHEHHS HEPBOBOTO
IMIIyABCY, SKUHU HaZaal B MO3KY iHTEPIPETYETHCH K 3BYK

» ceimnouymausi (Mictarbes Ha [IM KAITUH CiTKiBKU 0Ka).

Aizano-3anesxHi ioHHI KaHanu

[TpurAaOIOM NO3AKAIMUHHUX Ji2aHOI8, SKi 3MaTHI CIPUYWHUTH BIIKPUTTA iOHHHUX
KaHaAiB, € alleTHUAXOAIH, CEPOTOHIH, rayramar, y-amiHoMacagHa Kucaora (FAMK),
TAIITMH, TOLIO. AIIETHMAXOAIH-3aA€KHUN KaTiOHHUH KaHaa, CTPYKTYPY SIKOTO HaBeOeHO
Ha puc. 3.4, € KAACUYHUM [IPHUKAAQJIOM AiTaHA-3aA€KHUX i0HHUX KaHaAiB i cKaaziaeTbcd
i3 5-Ttu cyboguHUIIG (@, a, b, d, g), KoKHa 3 aKUX Ma€ 4 TpaHCMeMOpaHHi JOMEHH.

CORBA roxcurm

3MiH iHri6yroTs AX-

peyenrop

AX-3B sizytounii
cauT

KaHan

Puc. 3.4. CTpyKTypa aleTHAXOAIH-3aA€3KHOI0 KaTioHHOTO KaHaay (AX —
aIleTUAXOAIH; IIOSICHEHHSI B TEKCTi).

BrHympiuuHboKIMUHHUMU JNizaHOamu Haddacrimne € docdaTHi 3aAUIIKH, 10
npuenuyTbed 1o OH-rpyn cepuHy, TPEOHIHY YM THUPO3UHY Y CKAAi ITOAIIENTHIHOIO
AQHITIOTA MOAEKYAW KaHaAy I BHOAMBOM (epMEHTIB-IIpoTeiHKiHA3 y IIpolleci
docopusroBanug. CepHUH-TPEOHIHOBI MPOTEeTHKIHA3M aKTHUBYIOTHCH dYepe3 30iAbIIIeHHS
Yy IIUTO30Al BTOPUHHUX IIOCEPENHUKIB, 30KpeMa, HAM®P, u'M®, ioHiB KaabLlit0, TOAi SIK
TUPO3UHOBI MPOTEIHKIHA3U CTHUMYAIOIOTBCS MIi€I0 II03aKAITMHHUX areHTiB (HAIp.,
penenTop OO0 iHCyAiHy) abo BHACAIDOK aKTHBAllil iHIIIMX CHTHAABHUX MIAGXIiB KAITHHU
(Hamp., TUTO30ABHA THPO3UHOBA IIpoTeiHKiHa3a Src). PocdhopraroBaHHS PETyAITOPHUX
KOMIIOHEHTIB KaHaAy TaKOXK KOHTPOAIOE TPUBAAICTH HOro iCHyBaHHS y BiIKPUTOMY
CcTaHi.

IHomenuiansanexnuit Na+-kanan.

MoaeKyaa TOTEHI[iaA3aA€KHOTO KaHaAy [As i0HIB HaTPil0 € KOMIIAEKCOM [IBOX
TUMIB 0iAKOBUX CyOOAWHHIIL - A i B. a-cybonmHHNI (popMye IOpPy KaHaAy, Todi dK (-
CyOOOVMHUIIS € PETYASTOPHOIO, a8 TAKOXK BIAIIOBiZa€ 3a 3B’I30K i3 BHYTPIIIHBOKAITUHHUM
IIUTOCKEAETOM i ITO3aKAITUHHHUM MaTPUKCOM.

a-cybonmHUIG Mae 4 IOMeHH, 1110 noBToproioThed (I - IV) (puc. 3.5); KoxkeH Takuit
JOMEH, y CBOIO 4epry, Ma€e 6 TpaHcMeMOpaHHUX cripaseii (S1 - S6).
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Puc. 3.5. CxemarmyHa cTpykrypa a-cybomuuuili Na*-kanaay: G - calitu
TAIKO3WAIOBaHHS, P - caifiTu pochopuaroBaHHd, S — caiiTH, 10 BiANOBIOAIOTH 3a i10OHHY
CEAEKTUBHICTB, | - caiiTu, 110 BiAIOBiAAIOTH 3a iHAKTUBAIllO, + - IIO3UTHUBHI 3apaau
cmipaai S4, BaxKAUBI A YyTAHBOCTI KaHAAy [0 BEAWYHHU TpPaHCMEeMOpPaHHOIO
IIOTEHIiaAy

BucokokoHcepBaTUBHa S4 CIlipasb i€ SK CEHCOP HAIPYyTH KaHaAy depes3 Te, III0
B KOXHIi# 3-#1 moaumii miei cripaai posramoBaHi HO3UTHUBHO 3apsiI?KE€Hi 3aAUIIKHU
amiHokucaot. Koan TpaHcMeMOpaHHHUU ITOTEHIliaA 3MIiHIOETBCS, 119 QIATSHKA PYyXae€TbCH
[0 ro3akAiTHHHOrO 60Ky ITM i BimkpuBae KaHaA IS i0HIB.

Cama mopa Mozxe OyTu momiaeHa Ha ABI 4acTUHHU. BAumikye [0 HO3aKAITHHHOTO
cepenoBHILA mictarbcsa  P-nemuni ("P-loops"), yTBopeHi miagHkKaMu MixK S5 i S6
KOXKHOTO i3 4-X noMeHiB. Llg yacTuHa BiAoBiziae 3a CEAEKTHUBHICTb KaHaAy. BHyTpiniHg
— Ta, LOI0 po3TalloBaHa OAMIXKYE [0 IIUTOIIAA3MH — [iASHKa IIOpH yTBOpPEHa
Ge3riocepegHBO cripasaMu SS i S6 BCiX YOTHPHOX JOMEHIB.

Pi3ui Oioaoriuni memOpanu wmictatk Bim 1 mo 50 kaHaaiB Ha 1 MKM2 mAOIi
IIOBEPXHi; AilaMeTp MOAEKYAH KaHaAy CKaazmae 6iasg 8 uM, a fioro mmpocsity — 0,5 HM.

Binoma Hu3Ka CHOAyK, 3xaTHUX crnenudiyHo OaokyBatu Na*-KaHaaH.
Ha#iBimominmumuy 3 TaKUX PEYOBHUH € TETPOLOTOKCHUH i CAKCUTOKCHH. TempodomoKrcuH
(raba. 3.2.) MicTHTBCA y sSI€YHUKaX, HediHIl, y mKipi pub pomunu Tetraodontidae
(“puffer fish”), B oprani3mi negkux BUAIB TpUTOHIB (Taricha torosa), a cakcumokcuH - y
KAITHHAX [OedKUX CHHBO-3€A€HUX BOIOPOCTEM (30KpeMa, B MKIYTUKOBUX Gonyaulax
catanella), BHACAIIOK YOoro iX HaIAWIIIKOBA KOHIIEHTpAllid, HebGe3nmeuHa [AS AIOIWHH,
MOZK€ CTBOPIOBATHCS B iCTUBHHX MOAIOCKAaX, a TAKOXK 3a YMOB «IIBITIHHSI» BOIOPOCTEH.
IIli G6aokaropu Na*-kKaHaaiB MOXKYThH CIPHYHHHTH acQiKCilo BHACAIIOK OAOKyBaHHS
KOHTPOAIO [OHUXaHHA HEPBOBOIO CHCTEMOIO; 3a HHM3BKHX IX [O03 BHHHKAaE Iapaaid.
PerienrTopu o0 IMX CIIOAYK PO3TAaIIOBaHi 0iAd 30BHIIITHBOTO BYCTsI KaHAaAY.
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Taba. 3.2. BaokaTopu noreHIriaa3aseskHUX Na‘-KaHaaiB

Tokcun Opranizm dopmyaa
Tempoodo-
MOKCUH
Fugu (Tetradontidae) H OH
Tetrodotoxin
Carcu- H,N TI/O
moyuH H
OHN \\N
)—NH,
HNZ NN
OH
OH
TokcuHU iHIIOI TPYyNIHM - BEPATPUANH, T'pPallaHOTOKCHUH, O0aTPaxOTOKCHH,

muaryrepa-mnoaibHi TOKCHHU (Hamp., OpeBITOKCHH) - OiIOTh 9K akTUBaTopu Nat-KaHaaiB
(T. 3B. po3uuHHI Y sninidax akmugamopu Hampiegux kKaHanie) (traba. 3.3). Crnoayku 1iiel
IPYIIM 3B’I3YIOTBCH 3 PELENTOPOM Ha MeXi MiX AimimamMu mMeMOpaHH i NEeNTHAHUMH
AQHIIOTAMH MOAEKyAH HaTpieBoro KaHaay. CumMToMaMH OTPy€HHS € [iapes,
HeHpoAOTiuHI gedeKTH i3 BTPATOI0 YyTAWBOCTI, IIapecTe3iaMu, Iapasidamu,
epernagaMu “TeIA0-XO0AOd , TAAIOITMHAITIIMH

37




38

Taba. 3.3. AKTUBaTOpH NOTEHIliaA3arekHUX Na+-KaHaaiB

Tokcun

OpraxizMm

dopmyaa

BepampuduH —
aAKanoif
cTepoimHoi
IPUPOLH,
MICTUTBCS B
pocAanHax

POLMHU AlA€HHUX §

(Veratrum album
— yeMepulg 0iaa)

Veratrum album
Veratridine

BampaxomoxcuHr
— OTpyTa CEKpeTy
xKabu
Phyllobates
aurotaenia

H;CO_

TH;
.-'"I"‘

e
H;Cj TI\ LIDI-PH

L,
5 e,

j/cﬁ('j a

Toxcuru
yuzyamepa
IPOAYKYIOTHCS
KTy TUKOBUMH
Gamberdiscus,
aKyMYAIOIOTECS B
TiAl KOpPaAOBUX
pub, 3 M’acom
SAKHUX
IOTPATIALIOTE 10
IIIAYHKOBO-
KHUIIIKOBOTO
TPaKTy AIOIUHHU.

TFHA®A L EX

Gambierdiscus toxicus ©

[TpomoyLieHT
b6pesimoKcuHy -
aiHoaareAdaT
Gymnodinium
brevis. lla
CIIOAyKa TaKOXK
3maTHa
HAKOIUYyBaTHUCS
B Tial KOpasoBUX
pub.

Braveatoxin

HyC

H
Lol ios
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INomenuian-zanexHi kanieei xananu

[ToreHmiaa-3arexkHUE K*-KaHaa XpeOeTHHX € OKTaMepoM (4 a-cybommHMUII
VTBOPIOIOTE CTiHKKM TpaHCMeMOpaHHOI 1mOpH), [B-CyOOOHMHUIISA AacCoIIoEThCA 13 a-
CyOOOUHUIICI0 Y CTEXiOMETPUYHOMY CIIBBigHOWIEHHI a4f34 i Mae peryAaTopHy pPOAb
(puc. 3.6).

TTo3aKAITHHHUH IIPOCTIP

[HmxT030ADL

B B

Puc. 3.6. CxemarwmuyHa CTpPyKTypa IOTeHIliaa-3asexxHoro Kt-kKaHaay: cxeMaTH4Ha
CTPYKTypa a-cyoonmuuii K*-kamaay (A), K*-kanaa — Bupn 36oky (B) Ta 3ropu (B). P - caiitu
dochopuaroBanHg, S — caliTy, 10 BiAIIOBIIAIOTE 3a iOHHY CEAEKTHUBHICTD, + - IIO3UTHUBHI 3apsaau
cripaai S4, BaXKAUBI OAd YYTAUBOCTI KaHaAY 10 BEAMYUHH TPAHCMEMOPAHHOTO IIOTEHIiaAy

KoxxHa a-cybonmHUII Mae 6 TpaHCMeMOpaHHUX TiapodoOHUX a-cmipaseidt S1-S6
(mobmo cmpyxmypa eciei a-cyboouruyi nodibHa I, II, III i IV-OomeHam Hampiegoz2o
nomeHyiansanexHozo karany — puc. 3.7). S5 i S6 cermeHTH CcyOoauHUIL 3B’s13y€ P-
OIASTHKA.

» v‘ '“0

900 0 009000

QO

oo‘oo

COOH
a-cyoomunuuss  Na'-kamaay mae 4 o-cybomummusa K'-xamamy
TpancMeMOpanHux aomenu (I - 1IV); mac I 1gomen i3 6-Tm
KOXKHMH 3 HUX Ma€ 6 TpaHCMeMOpaHHUX O- TPaHCMeMOPAHHUX a-
cmipaJii; 4eTBepTa 3 HUX € CEHCOPOM HaNpyru cmipaJieii, yeTBepTa 3 SIKUX

€ CEHCOPOM HaIpyTru

Puc. 3.7. [lopiBHsIABHA CXeMa CTPYKTYPH A-CyOOQUHUIIH ITOTEHIliaA3areKHUX Nat-
1 K*-kaHnaaiB

Crpykrypa K*-kaHaay anasoriguaa Na* (ceAeKTUBHUI (PiABTP, BOPOTa, CEHCOP).

€ kiapka miaBuaiB Kf-kaHaaiB, III0 BiAPi3HSIOTECA 3a IIOTEHIIAA3aA€3KHICTIO,
3IATHICTIO [0 iHAKTHBAallil, KIHETUKOIO akKTuBalii ¥ iHakTuBauii, papMaKOAOTIYHUMU
xapakTepuctukamu. [leqaki 3 K*-KaHaAiB peryAdioloTbCs SK MeMOpPaHHUM IIOTEHIIiaAoM,
Tak i HelipoMeaiaTopaMu ¥ TOpMOHaMHU.

BubipkoBuM 6aokyrouum areHToM Kt-kaHaay € mempaemunamoriii (TEA), 1o
0AOKye HMOro BHYTPIIIIHE BYCTS; IHIIMMH OAOKaTOpaMH € TaKi OpraHidyHi CIIOAYKH
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HeOi0AOTIYHOTO MOXOMKEHHS, K 4-OMIHONIPUOUH, PeHUUKNIOUH, 9-aMIHOAKPUOIH, a

TaKOX IOHU JYIXKHUX memanig (ue3iH, Toio). [ToainenTuaHi pedoBUHU-TIOXIOHI KHUBUX
OpraHi3MiB iX HOMIOHUMHU BAACTHBOCTAMH HaBeleHi y Taba. 3.4.

FAFL

Taba. 3.4. BaokaTopu moTeHIlias3arekKHUX Nat-KaHaniB
Tokcun Opranizm dopmyara
danoioun w R
) H © A oH
(Amanita o. N
. e oy —
phalloides) . e
HN - \ #H_ K
— '\\HN o
H B iy ""O
BT A
I M e
O H
HOo -
AnamiH (Apis
mellifera) R
Aol R o
0 T « H
s 4w o
-4 J." : \. B
. =gy
oo !
HH Hnt a1 A
- WHe W -
HHW . W whH wy - 4
g7 g T e T
. = ”_.. B a ]
N s A
I'H . '-.n h o
oo Bl
a -*:-_..,J ]
oo
" R ¥ MY
T L1N
,rl kA

AeimorxcuH-2
(oTpyTa
JKOBTOTO
CKOPIIiOHY
Leiurus
quinquestriatus
herbraeus)

i I)I S

N OH s} l‘- o]
[v} H o l H H (o] H H
| CTH’ )Lwﬁ(”" J'LN YN'” 1 NJ/ M, L Ny N'"[J\” N\')L H
H ( H ( H [ Hoo AR P
N L o Ly ° 0 |/ Y S s
\/\\d-é 1 . a
[ NS0 NH
O . HNZ™NH, RN
T v-\/NYN”E ’\l/ N;'
\lﬂo 4N £
LI L L
HN g S
HaM. NH
Hs/\ S AN L T

O\ NH /\

QOH H '/LD
o n}jvsr—
by

NS0
o..griv.SH
,AINH
lﬂ\ el
NH l
</ 1 /1
AN o
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Timyic-moxcuH
K-a (ckoprmion
Tityus
serrulatus)

Imnepamop-
CbKUll MOKCUH
(ckoprmioH
Pandinus
imperator);

Dendrotoxin
(Dendroaspis
angusticeps)

Tokcunu
mapaHmynie
(morcur
ceHcopy
Hanpyau 1
(Voltage sensor
toxin 1,
VSTX1);
XAHAMOKCUHU
1i2).

* - XIMIYHUH CKAA TOKCHUHIB HEBiIOMMUH

Caz?* - kananu

Kaab11ieBi KaHaAM BOAOMIIOTE BiMHOCHO HU3BKOIO CHEIH(PIYHICTIO: Yepe3 HUX AETKO
IPOXOAATh ABOBAAEHTHI KATiOHHM CTPOHLIH i Oapii, y TOM >Ke 4Yac iHIII - HIKeAb,
KobaAbT, KaaMmiili, MapraHenb - € OaokaTtopamu Ca2?*-KaHaaiB, KOHKYPEHTHO
3B’A3yI0YHUCH i3 IEBHUMH OIASHKAMH Y IX CTPYKTYPi.

3a MexaHiI3MOM BIOKPUTTS PO3Pi3HAIOTH IIOTEHIiAaA3aA€XHI M AiraH-3aA€XKHI
Ca2+-kanaau. Airanazasexxdi Ca2* -KaHaAu MAalOTh 30BHIIITHIM T'AIKO3UABOBAHUM JOMEH,
KWW chopuiiMae airaHp (CUrHas), IpU 1LILOMY 3MiHIOIOYM CBOIO KOH(oOpMAallilo, IO
cupuse (POPMYBAHHIO KaHaAy i IIEPEHOCY PEYOBHH depe3 mMeMOpaHy. TakuM YHHOM
AITaHO-3aA€KHI KaHaAHW [0 CyTi € iOHOTPONHUMH pellenTopaMu. [IpukaagaMu KaHaaiB
i€l rpynu € piaHOAWMHOBUH pelienrTop Ta perentop xo [3P.

[TorenmianzanexkHi Ca2*-KaHaAW 3aA€KHO Big CyOOOMHUYHOTO  CKAQY,
OPOBIAHOCTI, INBHUAKOCTI akTuBamii Ta iHakTuBaLii, crnenu@iyHuX OAOKATOPIB,
AOKaAizallil MomiAgioThCS Ha Kiabka THUIIB. Tak, € ABa BeAUKi KAaCHU IIUX CTPYKTYP -
HVA (high voltage activated — Ti, 1110 aKTUBYIOTBCS 32 YMOB CHABHOI neroasgpu3aaliii) Ta
LVA (low voltage activated — Ti, 1110 aKTHBYIOTBECS 32 YMOB CAA0KOI AenoAspu3arlii)
Ca2+-kanaau. HVA Ca2?*-kaHaaM, y CBOIO 4epry, DOAIAFGIOTECS Ha KaHaau L, N, P/Q i R-
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TUNH, Todi 9K 0o LVA Ca2?*-kaHaaiB HaaeXkaThb Aullle KaHaau T-tuny. [IpeacraBHUKIB
R-Tuny KaabpllieBUX KaHaAiB yacoM KAacH(iKyIOTh K KaHaau [VA kaacy (intermediate-
voltage-activated — Ti, III0 aKTUBYIOTHCS 38 YMOB CE€PEIHBOI AETIOASPHU3ALLii).

Ca?*-kananu L-muny (“Long lasting”) maroTh HalBHIIy IPOBiAHICTb, aKTUBYIOTHCI
3a YMOB CHABHOI ZETIOASpHU3Allil Ta MaioTh AyKe CAAOKy 3MaTHICTH mo iHakTuBarri. Lli
CTPYKTYPHU € UYyTAMBHMM [0 BIAUBY OuziOponipuduHy, deHirasKiraMiHIiB (Bepariamia),
OeH30aia3eIiHIB (aiATiazeM) i KaABIIICeIITHHIB.

[IpencraBuuku N-muny  ("Neural"/"Non-L") Ca?*-kananie € TIpPOMIXKHUMHU 3a
IIPOBIAHICTIO, aKTUBYIOTHECS 38 YMOB CHABHOI JEIIOASTpHU3allii i HIOBIABPHO iHAKTHUBYIOTHCSI.
CriemuiyHuMHE OAOKaTOpPaMH € W-KOHOMOKCUHU GVIA (moTy:KHE, HE3BOPOTHE
iarioyBanHs1) i MVIIA; KaHaAU L€l TPYIH € HEYYTAUBUMH [0 OUTIAPOIipPUAUHY.

Caz+-karnanu T-muny (“Transient” ) MaioTh HHU3BKY IIPOBIAHICTH, aKTHUBYIOTHCS 3a
YMOB HaBiTh mOyzKe caabkKol pmeroasgpu3aliii (y MeKaxX MOTEHIiaAy CIIOKOIO),
XapaKTEePU3YIOThbCS IIIBHUAKOIO iHAKTHBALII€I0O Ta NIIBHAKHM BiTHOBAEHHSAM KaHAaAY.
[IpemcraBaeHi KiabKOMa MiaopMaMH 3aA€KHO BiJl AoKaaisallii, gKi, OO TOro 3K,
Pi3HATHC i 3a IHIIMMU IapaMeTpaMu. BaokaTopaMu LILOTO THUILY KaAbIi€BUX KaHaAIB €
ioHH HiKealo 1 menTua 3 oTpyTu ckopriony IliBnennoi Adpuru Parabuthus
transvaalicus; y To# ke 9yac UTIAPOIIPUANH He € iX iHribiTopoM.

Ca?*-kananu P-muny ("Purkinje") akTUBYIOTBECS 3a YMOB CHABHOI Aerioadgpu3arii i
BOAOIIOTH TIOBIABHOIO iHakTUBalli€lo. Baokaga KaHaaiB 34iMCHIOETBCS peYOBUHAMU 3
ompymu 80pOHKO08UX 800sHUX nagykie funnel web spider (ampamokcuHu, azamokKCuH
IVA) # w-koHomokcuHom  MVIIC; y To¥ XKe 4Yac KaHaA € HEYYTAUBUM [0 mii
OUTIAPOIIipUANHY 1 ®-KOHOTOKCHUHY GVIA.

Q-mun Ca?*-kaHanie 3a BAACTHUBOCTSMHU IIOAIOHUH m0 P-Tuily: akTHUByeTbCcs 3a
YMOB CHABHOI [JeIloAspH3allii, ITOBiABHO iHAKTHUBYETBCSI. Y TOH Ke dYac €  OiAbll
YyTAUBUM [0 ®-KoHoTokKcuHy MVIIC, Hixx P-Tum;

R-mun ("Residual") Ca?*-kaHanie xapakTepU3yeTbCs BUCOKUM IIOPOTOM aKTHUBallii
3a yYMOB CHABHOI [JeloAspu3allii, HaIpyro3aAekKHOI0 MIBHAKOIO iHaKTHUBAIli€lo.
BaokyroTecss  Taki KaHaan < SNX-482 nentmamoM  adpHKAHCBKOTO  TapaHTyAd
Hysterocrates gigas.

Ca2*-gka"Haaun N-,P- Ta Q-THmiB, TakKUM 4YHHOM, 34aTHI OAOKyBaTHUCHd Pi3HHUMHU
CIIOAYKaMHM, 110 HaA€XaTh OO0 I'PyIH KOHOTOKCHHIB — IenTHUAiB, mio Mictars 10 — 30
aMiHOKHUCAOTHUX 3aAWIIKH, MalOTb OAWH abo Oiabllle AucyAbQigHUE 3B’dI30K i
IPOAYKYIOTHCH OTPYHHUMH MOPCBKHMMU KOHYCONIOMIOHHMMU paBAUKaMHU (cone snails),
dKnuxX HapaxoByeTbcda IHoHan S00 BuaiB. OKpiM pO3rA9HYTHX KOHOTOKCHHIB @, $Ki
3B’a3yioTh Ca?*-KaHaaM, cepej CIOPifHEHUX IM PedYOBHH € OAOKATOPHU PElenTopy M0
alleTHAXOAIHY (KOHOTOKCHHH d) Ta iHribiTopm Nat-kaHaaiB (6 # 1) (Taba. 3.5), mpuyomy
KOXKHHH i3 IIUX THUIIIB KOHOTOKCHHIB (a, 0, U, K, ®) IIPeACTaBA€HUN Oy:Ke IeTepPOreHHOI0
TPYIIOI0 CHOPIAHEHUX CIIOAYK.

Taba. 3.5. KoHOTOKCHHU K OGAOKATOPU IOHHUX KAaHAAIB.

* (A-KOHOTOKCHH iHTiOy€
HIKOTMHOBHH alle THAXOAIHOBUH
PELIEITOP V HEPBOBIiY 1 M’a30Bi
cucTeMi

* §- KOHOTOKCHUH iHTiOy€e
IHaKTUBAIiI0 HAIIPYTO3aAEKHUX
HaTpi€eBUX KaHaAIB
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* K- KOHOTOKCHH iHTiOy€e KaaieBi
1

KaHaAUu Thr-Ser-Tyr-Asn-Cys-Cys-Arg-Ser-Cys-Asn-

* |- KOHOTOKCHH iHTi0Oy€e

Cys-Lys-Ser-Hyp-Gly-5er-Ser-Cys-5er-Hyp-
|

Hyp-Tyr-Thr-Lys-Arg-Cys-Tyr-NH 2

HaIrpyro3aseskHi HaTpi€eBi KaHaAn
) Conotoxin GVI
y M’a3ax
®* - KOHOTOKCHH iHFi6y€ N- Cys-Lys-Gly-Ly s-Gly-Ala-Pro-Cys-Arg-Lys-
| |

THUII HAIIPYTO3aAEKHHUX
KaABIIIEBUX KaHAaAIB

| |
Thr-Met-Tyr-Asp-Cys-Cys-Ser-Gly-Ser-Cys-

I—|
Gly- Arg-Arg-Gh-Lys-Cys-NHo

-Conotoxin MVIIC

XnopuHi kaHanu

Bioaoriuni MmeM0OpaHu Pi3HUX THUITIB KAITHH MICTATH KiAbKa BHUIIB KaHaAiB 10 i0OHIB
XAOPY, IO Pi3HATBCA 3a AoKaaizaitiero ([IM, Be3WKyAH), HPOBIAHICTIO OOAWHOKOTO
KaHaAy, ME€XaHi3MOM BiAKPHUTTS, MOAEKYASPHOIO CTPyKTyporo. Ha BimmiHy Bix paxiiie
PO3TASHYTHX CHCTEM, Ii CTPYKTYPHU MOXKYTb NE€PEHOCHUTH iHIII aHioOHW (Hamp., I- abo
NOs-), yacoMm HaBiTH Kpaile, HixK BaacHe Cl-, ase HazuBaroTbca Cl- kKaHaaaMU, OCKIABKHU
Cl- - natiyncaeHHimu¥ a”ioH B opra”ismi. Cl-KaHaau y TKaHHUHI CKEA€THOI'O M’93y
3aAy9alOThCA 10 cTabisizanii moTeHIiaAy CIIOKOIO, a y TAaIeHbKUX M’s3ax BinkpurTs Cl-
KaHaAiB cripuyuHse aenoaspusaniro [IM. HaiiBigominimMm 6A0KaTOPOM XAOPHHUX KaHAAIB
€ XAOPOTOKCHH OTPYTU CKOpPIIioHy. KpiMm TOro, akTUBHICTE KaHaAIiB MOXKE PEryAIOBATH
BHYTPIIIHBOKAITMHHA KOHIeHTpals Cl-.

Heski 3 Cl-xaHaaiB € siizaHO-3anesxxHuUmu (3okpema, TAMK- Ta raintmuzasexui C1-
-KaHaAW TIOCTCHHAIITHYHOI MeMOpaHH); B POAi AiraHAY MOKYTh BUCTYIATH H iOHU
(amionn, H* (pH), Ca2*, docdatu (3a ymMoB (pocdopraloBaHHS BHYTPIITHbOKAITUHHUX
aMiHOKHMCAOTHHUX 3aAWIIKIB Pi3HUMHU OpoTeiHKiHazamu). [IpukaanoM peryaAboBaHUX
docarom xaopHUX KaHaaiB Moxke Oyru CFTR-kanaa (Bim Cystic fibrosis
transmembrane conductance regulator — peryaaTop TpaHcMeMOpaHHOI IIPOHUKHOCTI 3a
KiCTO3HOTO dibpo3y (MykoBicIII03y)), BLOKPUTTH FKOT0 PEeryAI0€ThCS
BHYTPIIIHBOKAITUHHUM AT® i nAM®-3asexxHum QoccoprroBanuam [IkKA um [IKG).
Llett ka"naa Haaexxuthb no poauHu ABC (ATP-binding cassette)-trpaHcrioprepiB, ase, Ha
BimMmiHy Big iHmIMX 4YaAeHIB 1€l poauHU, gKi 3OIHCHIOIOTH aAKTUBHUM TPaHCIOPT
OpPraHIiYHUX CIOAYK 4depe3 MeMOpaHy, IOAETIIye AUdY3il0 i0HIB XAOPYy 3a Tpadi€HTOM
KoHIleHTpalii i BUKopucroBye ATD He gk mKkepeso eHeprii, a gK mKepeao pocaTHHUX
rpyn gaaa  peakuii ¢gocdopraroBaHHS BAACHOI MOAEKYAH. J3yCTPidaroTbCs TaKOK
IIOTEHIliaA-3aA€KHI XAOPHI KaHaau (voltage gated chloride channels, CLC), xaopHi
KaHaAM, YyTAWBI [0 HYKAeOTHOIB i obO’emy (nucleotide/volume sensitive chloride
channels, CLNSIA), BHYTpPIIIHBOKAITHHHI XAOpHiI KaHaau (chloride intracellular
channels) i Ca2+-3aaexxHi xa0pHi KaHaau (calcium activated (CLCA) chloride channels),
TOLLIO.

Po3aany, moB’a3aHi 3 TEHETUYHUMHU Ae(peKTaMU Y CTPYKTYPi i (PYHKIIIX MOAEKYA
iOHHUX KaHaAiB, OTpUMaAu Ha3BYy Xx80pob ioHHux kaHasnig. HailixapaxmepHiui xeopobu
XJIOPHUX, HAMPIEBUX, KaNIe8UX, KalbylesUX KaHANLi8 HageoeHo Y maba. 3.6.

Taba. 3.6. XBopobu ioHHUX KaHaAiB

IoHHuH KaHaA Aoxkaaizanis Ten XBopoba
Nat, noreHiriaa- | CkeaetHutt ma3 | SCN4A lNnepkasieMiyHUNY IIepiOAUYHUH
3aAeKHUU apaaid, cragkoBa I1apaMioTOHis
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1 MMOTOHI™

Na+, noreHItiaa- | Hetiponu SCN1A lenepanizoBaHa erriaerncis 3
3aA€KHUU HaraaaMu AUXOMaHKH
Na+, noreHitiaa- | CepueBuit M3 | SCNSA TpuBaauitt QT-curgpom (cepiieBi
3aAesKHUYU apuTMii)
Na* (emiteaianbHuti) | JucrasbHHUM SCNN1B Cunnapom Ainnaa. HeagekBaTHUM
3BUBUCTHU TPAHCIIOPT HATPil0 i3 HUPOK
KaHaAellb BHACAIZJOK MyTallii KaHaAy Beje
HedpoHy, 10 3POCTaHHS OCMOTHYHOTO
30UpHi TPyOKHU THUCKY KPOBi ¥ pe3yAbTYETHCS
rinepTeH3ie0
Ca2+, noreHItiaa- | Hetiponu CACNAI1A | PogrHHa OQHOCTOPOHHS MIrpeHb
3aAEKHUUN
Ca2+, noreHIriaa- | Peruna CACNAI1F | CoagkoBa crallioHapHa Kypdda
3aA€KHUU cairmora
Ca2?*, nAdd-pubo3o- | CP  ckeaetHux | RYR1 lneprepwMmisi,  acolifioBaHa 3
3aAeKHUYU M’q3iB HeOe3meYHUMHU IS KUTTS
KOHTPAaKI[IMH CKEAETHUX M’d3iB
Ca2+, nAld-puboszo- | CP  ckeaerHux | RYR2 KarexoaramiH-uHOAyKOBaHE
3aAeKHUN M’q3iB IIATOAOTIYHE 30iABIIEHHS YaCTOTHU
CEepLIEBUX
CKOpPOYeHb, KapAioMionaris
K+, noreHuiaa- | Heliponu KCNQ2 PoauxHi HEeOHaTaABHI CyIOMU
3aAeKHUM KCNQ3
K+, noreHItiaa- | Hetiponu KCNQ4 HeiipoceHCOpHA TYTOYXiCTh
3aAeKHUN
Cl, TAMK-3anexuuii | Hetiponu GABRA1 | PizHi popmu emiserncii
GABRG2
Cl, norenumiaa- i | He#ipouu CICN2 l'enepanizoBaHa ermiaerncis
06’eM3aneskHi
Cr, IIOTEeHIiaA- ATnIMKaAbHI CICNS XBopoba [eHTa — XpoHiYHE
3aAeKHUYU €HIOCOMU KAITHUH 3aXBOPIOBaAHHSI HUPOK i3
IIPOKCHUMAaABHUX MiABHILIEHOIO TE€HAECHIIIEIO N0
BingiaiB YTBOPEHHSI HUPKOBUX KaM€EHiB
KaHaABIIiB
nAMd®P-3anexxkHUH CFTR MykoBiciiuzmo3
Cl--kanaa
AIeTHAXOAIHOBHUH Ckenetni m13u | CHRNA1 | CriankoBuii MiacTeHiYHUNU
PELEIITop CUHIPOM

3.2.3. TpaHCHOpPT BOAH i aKBaIIOPpHHH
OcTaHHIM YacoM BHSBHAOCH, III0 i MOAEKYAH BOOU II€PEHOCATHCS Yepe3 MeMOpaHu

KAITHH TOAOBHHMM YHHOM HE€ 3a pPaxyHOK IIpPoOCToi

oudysii, a 3a [IOIIOMOTOIO

criequiYHUX HepeHOCHUKIB. [Audy3ia Bogu depe3 IIM i3 MeHII KOHIIEHTPOBAHOTO
pO34YMHY y OIABIII KOHIIEHTPOBAHUM (i3 TiHOTOHIYHOTO Yy TiNEePTOHIYHUN) 3BETHCH
ocMocoM. Xo4da Bojia € ITOASIPHOIO MOAEKYAOIO, BOHA 3/1aTHA IMPOXOAUTH depes AimiaHui
6imap IIM. lle#t mpomec 3maTHI IIOCHAIOBATH TpaHCMeMOpaHHi 6iAKM, 110 POPMYIOTH
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rinpodinbHi KaHaau — akBamopHHH (AQPs). 3a BigkpuTta akBamnopuxiB y 2003p
ITemep Aepi Ta Poo MaxiHHOH oTpuMasu HobGeaiBebKky [Ipewmiro.

AKBallopyuHU BUSBAEHI MaiKe B yCiX KAITHHAaX, Bi OakTepiil 0 KAITHH Pi3HHUX
TKaQHWUH AIOAWHU (Hamp., y AroquHU € 10 pi3HHMX reHiB, 110 KOAYIOTH Pi3Hi i3odopmu
akBallopuHiB, a y Arabidopsis thaliana — 38) (taba. 3.7.). Pi3Hi akBanmopuHH MaroTb
BiIMiHU B iX aMiHOKMCAOTHIHM IOCAIZTOBHOCTI, 1110 BHAUBAE Ha PO3MipH IOPH.

Taba. 3.7. AkBartopuHHU.

AxBanopuH | Poas Aoxkaaizanisa
AQP-1 Peabcop0Oriisa piguHM y OpoKCHUMaAbHUX | Hupku, ouHe a6ayko, IIHC,
HUPKOBUX KaHaABIISIX; CEKpeLlid | AeTeHi
BOJSIHHUCTOI BOAOTH oKa i
nepebpocrninaabHoi piguau y  LHHC;
BOJHUI rOMeOCTas3 y AETeHsIX
AQP-2 [TpoHUKHICTS Bomu y 30upHUX TpyOKax | Hupku
HUPOK (MyTallil CIIpPUYHHSIOTH PO3BHUTOK
HEIyKPOBOTO HE(OPOTEHHOTO aiabeTy)
AQP-3 BarpuMKa Boau y 30upHHX TpyOKax | Hupku
HHUPOK
AQP-4 Peabcop0b1iiss mepebpocIriHaabHOI pPiguHU
B UIHC; ymkomxkeHHd I11iei cucreMu
CYTIIPOBOIXKY€ETBCH BOASHKOIO MO3KY
AQP-5 Cekpelliss pioMHU y CAWHHUX, caizHux | [HTHC
3aA03aX 1 aABBEOASIDHOMY €IIiTeAll AereHb
AQP-6 ? Hupku
AQP-7 ? [TpokcumaabHi KaHaAbBITi
HUPOK, KUIIIEYHUK
AQP-8 ? [Neuinka, iJIIAYHKOBA
3aa03a, npaMa KHIIIKA,
IAaleHTa
AQP-9 ? [Neuinka, AeHKOITUTH
TIP ? Peryaqiiis TypropHoro THUCKY
Yy XAOPOIIAACTaX POCAHH
PIP IIM pocanH
AQY [IM npixaxiB

Hacrworomui Bimomo, mo AQP-1 € arncambaeMm i3 4-x CyOOOUHUIIL, KOXKHA 3 SIKUX
dopmye KaHaA, 9yepes3 GKUH PyXaroTbCs MOAEKYAH BO/IU.
Okpema cyOOAMHUIIA Ma€e TPU OCHOBHI CTPYKTYPHI miagHku (puc. 3.8):

- BXiz (“BecTu0I0AB”) 330BHI KAITHHU;

- ToAiOHU# “BecTHOIOAR” (BHUXiZ) BCEpEaUHI KAITHHY,

- I0Bra 1opa, 1o ixX IIOEAHYE.
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Puc. 3.8. Mozgear nopu akBaIriopyuHy.

KoxxHa cy0omuHUII akKBamoOpuHy Mae 6 TpaHcMeMOpaHHUX a-cripaasei, C- i N-
KiHIIi TIOAIIETITUAHOTO AQHITIOTa, III0 PO3TallloBaHi Ha IUTO30ABHIH MOBEpPXHi
MeMOpaHu, i S5 mereapHHX giagHOK (A - E), gaki (opMyrOTh NDO3aKAITHHHHE i
nuroraadMaTudHuii  Bectubioni. Iletai B i E € rigpodobumMm 1 wMicTaTh
BHCOKOKOHCepBaTUBHHH AcH-IIpo-Aaa (Asn-Pro-Ala, =NPA)-MOTHB, 110 3aAy4a€ThbCSI 00
yTBOpeHHs ropu (puc. 3.9).

membGpaHa

HN

AQPri7

Puc. 3.9. CtpykTypa CyOOOMHUIII MOAEKYAU aKBAIIOPUHY (IIOSCHEHHS B TEKCTi).

Bin d¢yHKIlioOHyBaHHS aKBaIlOpPHUHIB 3aAexKaTh TakKi IIpollecH, dK IIATPUMKA
TeMIOepaTypH TiAa, JO3piBaHHS, BHYTPIIIIHBOOYHUN THCK, peabcopOIlisd BOAU Y HUPKAX i
bararo-bararo iHImmx. 3o0kpeMa, BioMo, II0 3a H00y HHPKHU HPOAYKYIOTH 6iasl70 a
IEPBUHHOI cedi, Tomi K moboBuii miype3 (00’eM eKcKpellii BTOpUHHOI cedi 3a mo0y)
ckaamae Oiag 1 a. Llg piszHHIG 3yMOBA€HA IIOTY?KHOIO peadCcopOIi€elo BOAM Y Pi3HUX
Bigmianax HUPKOBOIO KaHaAbllsg, npudoMy 70% Bomm peabcopOyeTbca B KPOB depe3
AQP1, a 10% - uepe3 AQP2.

Y AaTeHTHOMY CTaHI MOAEKYAHW aKBaIlIOPHHY € acollilioBaHUMU 3 BHYTPIlIHIMH
IUTOIIAA3MAaTHUYHUMM Be3UKyAaMU. [lig IIeBHUX IHAYKTOPIB 34aTHA CIPUYUHUTH iX pyx
o0 MeMOpaH KAITHH, Oe BOHH, BOyOOBYIOUYHCH Y ocdoainiguuii Oimrap, CTamTh
inTerpaapHUMH OinkaMu 3 (QYHKIISIMHM aKTUBHUX BOAHUX KaHaaiB. Takumu
IHAyKTOpaMHu MOXKYTb OyTH pPi3HI YMHHHWKH, HAIP., ¥ KIHIEBUX Bimirax AUCTAABHHUX
3BUBHUCTHUX KaHaABIlIB HeppoHy # y 30ipHHX TpyOKax TakKy pPoOAb Bigirpae
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aHMuoiypemuuHuil 20pMoH (8azonpecut), i nedinuT OCTAHHBLOTO MOIKE CIHPUYUHUTU
BHUHHKHEHHS HEIyKPOBOIO AiabeTy, 3a SKOTO eKCKpelisa cedi 3poctae mo 10 — 15 A 3a
[OeHb. [Hoai mig BIIAMBOM PEeYOBUH-IHAYKTOPIiB BMIiCT MOA€KyA akBaropuHiB y [IM moxke
[OCATaTH dyKe BEAUKOro 3Ha4YeHHs (Hamp., 10 2 x 105 Ha 1 epuTpouiuT).

Myrariii akBallOpHHiB, SIK i TeHETHYHI IOPYyIIEHHS I0HHUX KaHAaAiB, CIIPUYUHIIOTH
PO3BUTOK IIEBHUX IIATOAOTIYHUX cTaHiB. Tak, cragkoBi nedeKTH y cTpykKTypi AQP-2
3yMOBAIOIOTH BUHUKHEHHS CnaoKko08020 HEYUykposoz2o HegpozeHH020 odiabemy JHOOUHU.
Bimomum € i Habymuii Heuykposuili HegpozeHHUll Oiabem, TPUYUHOIO SKOTO €
3HMKEeHHA peryaduii AQP-2, 3okpema, BHaACAILOK BIIAUBY COA€H AiTiIO (LI CIIOAYKH
BUKOPUCTOBYIOTb V AIKyBaHHI MaHIaKaAbBHO-AEIIPECUBHOIO CHHAPOMY), 3a VMOB
rinmokaaiemii, rimepkaablliemii, 3a XPOHIYHOTO HAAMIPHOTO BXXWBaHHA BOAU IIPHU
HOPMAaABHIi# B Hi#l ntorpebi. 3pigka 3ycrpidaeTscss momanvHUll Oegpiyum AQP-1 — Taxki
AIONIM 30BHi 3[J0POBi, ane MaroTh Ae(EKT 00 3MaTHOCTI HUPOK KOHIIEHTPYBaTH Ccedy i
30epiraTi BOAy B yMOBaxX HEIOCTATHOCTI ITUTHOI Boau. BHUSIBAEHO i MOXKAUBICTH
PO3BUTKY ayToiMyHHOI peakiiii nmpotu AQP-4 — Takuii craH oTpHMaB Ha3By X80pobu
Lesixa (Devic's disease).

3.2.4. Ionodopu

Ionoghopu - e aHTHOIOTUKYM OaKTEePiaAbHOIO MOXOAKEHHSI, 110 BOMBAIOTh KAITHHHU
OakTepifi BHACAILOK MOPYLIEHHsS MIPOIIECIB TPaAHCIOPTY ¥ 1OHHOIO TPAdi€EHTY,
pe3yAbTaTOM dYOTO CTa€e IOHHHMM gucbasaHc y KaiTuHax. loHOdopu yacrto
BHUKOPHUCTOBYIOTb B €KCIIEPUMEHTAABHUX IIIASIX, 30KpPEMA, A HOCAIMKEHHS MeXaHi3MiB
TPAaHCIIOPTY i0HIB Yepe3 HUX.

3a ocobAMBOCTAMM (PyHKIIIOHYBAaHHSI BHOIASIOTH ABAa THUIIHM i0HOMOPIB: IepIIi 3
Hux popmMmyioTh v [IM KAITHHH-MIIIeH] TeNTHAH] iI0HHI KaHaAH (IPUKAA — TPaMIllUINH,
10, BOynoByro4YHuch y [IM OakTepiaabHOI KAITHHH, CTBOPIOE KaHAaA [IAd iOHIB HATPpio),a
APYTi CAYTYIOTH MOOIABHHUMHU NE€PEHOCHUKAaMH (BaAiHOMIIIMH, SKUi, 3B’I3yI0OYH 10HH
Kaairo, 3MiHIOE CBOIO KOH(opMaliio i pazoM 3 ioHoMm niepetuHae [1M).

BaniHomiyuH_— 11e TUKAITYHUHA_TIenTu, 1o 3B’da3ye ioHu K*. MoKAMBICTB TakoOTO
3B’I3yBaHHS 3yMOBA€HA OyIOBOIO BaAIHOMIIIMHY, a caMme, HasBHICTIO mocAimoBHoOCTi  L-
BaaiH-D-rimpokcuBasepiaHoBa KucaoTa-D-BaaiH-L-aakTar, 110 TpU4i HOBTOPIOETHCS. Y
AlmigHIE  ¢das3i MoaeKyAaa BaAiHOMIIIMHY Mae (opMy MaHXETKH, BCepequHi gKOi
MiCTATBCS IIOASIPHI TPYIH, a 330BHI - HEIMOASIPHIi TiapodoOHi 3aAUIIKH MOAeKyAu. Taki
0Cco0AMBOCTI XiMiuHOi OyZOBH BaAiHOMIIIMHY [IO3BOASIIOTH YTBOPIOBATHU HOTO MOAEKYAL
KOMIIAEKC 3 ioHaMu K*, 1110 HOTPanAgioTh BCEPEANHY MOAEKYAU-"MaHKETKH», 1 B TOH XKe
4yac BaAiHOMIIIMH € PO3YMHHUM Yy AimigHi#i ¢asi memMOpaHH, TakK sK 330BHI HOro
Moaekyaa rigpogobHa (puc. 3.10). Ionm K* yTpHMyIOTbCS BCEPEAMHI MOAEKYAH 3a
PaxyHOK 10H-IUIIOABHOI B3a€EMOII].
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Puc. 3.10. Cxema yTpuUMaHHS i0HY KaAil0o MOAEKYAOIO BaAiHOMIIIHHY.

MoaeKyAn BaaiHOMIIIMHY, III0 AOKaAi30BaHi 0iasd MOBEpPXHI MeMOpaHU, 3aXOIIAIOIOTH
i3 orouyyroyoro ii po3umny ioHm K* i, mudyHayrouu B MeMbpaHi, nepeHocarb K+ uepes
MeMOpaHy i BiZgaloTh iI0HM B PO34YMH IIO iHINHM Oik MeMmOpanu. Tak i BinOyBaeThbcs
YOBHUKOBH IlepeHocC ioHiB K* yepe3 memOpany.

I'pamiyuoun A BOymoByerbca y IIM y Buragai TpaHcMeMOpaHHOTO KaHaAy, IO
CKAQAETHCH i3 ABOX 15-TH-aMiHOKHCAOTHUX CITipAABHHX CTPYKTYP, i poOUTE MeMOpaHy
IPOHUKHOIO mad  ioHiB Na* (puc. 3.11). YTBopeHa KaHaAbHa CTPYKTypa MOKe
O0aoKyBatucs ionHamu Ca2*.

" L L D oL,
£ NH—Val—Gly —Als—Leu—Ala—
0 D L D L n
Val— Val —Val —Trp— Leu™2
L D L D L (i?
Trp“lau—'l‘:p—hlr-*'['rp&ll:
HO— CH; — CH;— NH

FpamiumpguH A

Oumep rpamigngnHy A

Puc. 3.11. CTpyKTypa MOAEKYAH FPaMillUIUHY.

Y Oakrepiif, III0 MalOTh OAHY, AA€ OOCTATHBO CKAQQHO MOOyDOBaHY KAITHHHY
CTiHKY, iCHYIOTBH CIIeIU(idHI CTPYKTYPH, III0 OIIOCEPEOKOBYIOTh IIEPEMIIIIEHHS KPi3b Hel
MeTaboaiTiB, gKi OakTepiaabHiM KAITHHI HeoOximHO abcopbyBaTm abo 3BIABHUTH —
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TpaHcMeMOpaHHI KaHAAOYTBOPIOOYi Oiaky mopuHH. [IM rpamMHeraTUBHHX OakTepiit
3axXuIlleHa BiJl 30BHIIIIHEOTO CEPEAOBHIIA CITKOI MeNTHAOTAIKaHiB (MypeiH) i
[OMAaTKOBOIO 308HIUHLOI MmembpaHoro. TToprHN 3a6e31edyloTh IIEPEHOC CIIOAYK Kpi3b

30BHIIIIHIO MeMOpaHy i IIpeACcTaBA€HI TpUMepaMu, III0 YTBOPIOIOTH IIOPH, 3allOBHEHI
BOJIOIO 1 ITPOHUKHI A MoAeKyA 3 M.Mm. mo 600 [Ha (puc. 3.12). ¥ BUIIMX OpraHi3miB
OpPUHONOAIOHI 6iAKM BUSIBAEHI y MeMOpaHax MiTOXOHAPIHM i XAOPOIIAACTIB.

o

h.. . SOEHiWHA MeMGpaHa

MOPUHOBHA
TPHMEp

Mypé'I'Hl b

BHYTpilUHA
MeMBpaHa nepeHocHMK

flepUNnasMaTyHui > ; s
© MOPHHOBMH TRUMEP ( BHA 3roph)

npoetip
GakTepiankHa
KRiTHHA
Puc. 3.12. Crpykrypa HOpHHY 30BHIIIHEOI MeMOpaHu OGakrtepii Rhodopseudomonas
blastica

3.3. AKTHBHHH TpPaHCIOPT

3.3.1. IlepBHHHO-aKTHBHHH TPaHCHOPT

I>xepeaoM eHeprii oad IIepBHHHO-aKTUBHOrO TpaHcuopty € AT®; Bci ioHHI Hacocu
OfHOYACHO € pepMeHTaMH, IO TigpoaisyroTsh AT® — ATPazamu. Ilpu 1ipomy nepeHoc
PEYOBUH 3OiMCHIOETHCI IIPOTH iX KOHIIEHTPAIIHOIO I'Padi€HTYy.

Bci ATdaszu 3a ocobaumBocTaMH ix OymoBHM Ta MeXaHi3MiB (PYHKILIOHYBaHHS
OAiAIIOTH Ha TpU ocHOBHI Tunu (P, V, F) (puc. 3.13). B okpemy rpyny Bugiasgiots ABC-
TPaAHCIOPTEPH, IO TaKOXK  3MIHCHIOIOTH AaKTHUBHHH TpPaHCIOPT CIOAYK i3
BUKOPUCTAHHSAM eHeprii rimpoaizy AT®, ase 11i crioaAyku Habigyacriline € He ioHamMH, a
OpPTraHiYHUMHU PEYOBHUHAMHU — IIENITUAMH, CTEPOifaMH, AillifaMH, TOILIO.

Oag ATdaz P-muny xapakTepHUM € Te, IO Iig dYac QYyHKILIOHYBaHHS
TepMmiHaabHUM (Qocdar ATP mnepeHoCUTbCH Ha KapOOKCHABHY TPYIy 3aAHILIKY
acriapariHoBoi KHCAOTH ¥ CKAQli aKTUBHOTO LEHTPY MOAEKYAU (PEPMEHTY 3 YTBOPEHHIM
Hecrtitikoro ¢ochodepmenty EP; BaHagat-ioH € crnenmdiyHUM i BUCOKOE(PEKTUBHUM
3B’agyBaueM 1€l miaaaku ATdaszu, TooTO ii
Nat*, K*-AT®daza, K+, H*-ATdaza maynky i Ca2*-ATdazu. Nat, K+-ATdaza Takox
iHTiOyeTbCS cepleBUM TAiKo3uaoM yabainom i crpodpanTuHoM, K+*, H*-ATdaza -
OUITUKAOTEKCUAKapboauiMminom, Ca2t-ATdazu — TIOAOBUMH OTPYTaMHU.
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V-run AT®a3 F-Tun AT®a3

P-tun AT®a3 | F1

1 KoMnnekc

a u KOMNNeKc
BC O

AT®-
MpoToHHa CMHTasa

nomna
Puc. 3.13. CrpykrypHa opranizaitis AT ¢a3 pi3HHUX THUIIIB.

o V-muny ATda3 HasekaTh IOTaHO BUBYEHI i CKAQIHO ITOOY10BaHI IePEHOCHUKH
IIPOTOHIB, A IKHX HE XapaKTepHe yTBOpeHHd KoMmImnekcy EP, i aki micrareca y
BaKyOAdX [OPiKIXKIB, Ai3ocoMax, €HIOCOMaX, CEKPETOPHUX TI'paHyAax, Toulo. BoHu
iHTiOyIOTHCH HU3KOIO CIIEIIN(PiYHUX CIIOAYK, aA€ He YYTAHBI [0 BaHAAATY i OAITOMIIIHHY.

[IpencraBHuKu F-muny AT®a3 MaroTh CKAQOHY OAiroMepHY OyzmoBy. 3okpema, H*-
ATdaza (ATd-cunmemasa) cramaerbcsa i3 10-tu cybomuHHIE, IO (GPOPMYIOTH Fi-
yacTuHy (“lmanmuHkKa rpubda”, saiticHioe docdopuaroBanHsa AP no ATP) i Fo-uactuny
(Fo - Bix “oairominuH” - rimpodobHME 6iA0K, III0 BUKOHYE (PYHKIIIIO KaHAAY, Yepe3 SKUH
H* maagxonate no Fi — 11a yactuHa ¢ikcyeThes y MeMbpani i mpoHuaye ii HacKpi3b).

Y 1997 IlI. Botiepy Ta [xk. Yoakepy Oyao mnpucyaxeHo HobeaiBcvKy IIpewmiro 3
dizionorii i MEAUIIMHYU 3a [OCAIMKEHHS MexaHi3MiB (pyHKIlioHyBaHHa AT®-cuntasu (F-
Turn), a [Ixx. Ckoy oTpuMaB If0 X Haropoay 3a BuBueHHsa Na*,K+-ATdazu, gka
BuKoOpucTOoBYyE 1/3 Bciel KiabkocTi ATD, gka Bupobagerbcsa ATP-cuHTA3050.

ATdaszu P-muny: Na',K*ATPa3a

Na*, K*-ATdaza € Terpamepom a2p2 (M.m. a-cybomunumi - 120 k/1, B-cybommuaumIi
- 35 k/); a-cybommuuila BiamoBigae 3a rimpoaiz ATd, a TakoK MICTHTH HiATHKY
3B’I3yBaHHS KapAioTOHIiYHMX iHTibiTOpiB CcTepoimgHOol mnpupoau; B-cybomauHUIE Mae
ByraeBoaHi 3aauInku. OCHOBHOIO (YHKI€I0 (PEepPMEHTyY € CTBOPEHHS HU3BKOI
BHYTPIIIHBOKAITMHHOI KoHIeHTpalii Na+* (10 MM) i Bucokoi - Kt (100 wmM).
KonnenTparmii {ux ioHIB y H03aKAITHHHOMY IIPOCTOPi CKAaZaroTh, BignosinHo, 100-140
MM i 5-10 MM.

[Tlin gyac depmernTaruBHoro nHUKAy Nat K+-ATdasum ¢ocdopusroBaHHA 3MiHIOE
KoH(popMalito a-cybomuuuui (P-tun - Big “docdopuaroBaHHS”) — IIpU ILIBOMY i3
KAITUHM 3BiAbHIOIOTBCH 3 ioHum Na* (E1 - El1® - E2& dasu, puc. 3.14);
nedocopHAIOBAaHHS 3HOBY 3MIHIOE CTPYKTYPY O-CYOOMHHUILL, 110 CIPHUIE IIEPEHOCY 2-X
ioniB K* y raituny (E2® - E2 - E1 dasn).
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&

Puc. 3.14. Cxema ¢ynkuionyBauHug P-tumy At da3 (E — pepmeHT, nmosicHeHHS B

TEKCTi)

KapoiomoHiuHi cmepoidu, iHIIIa Ha3Ba SKHUX «Cepyesi 2/iKo3uluw» (HallpHUKAALI,
Airitasic i3 HamepcTaHKU Ta yabain (taba. 3.8)) iuriOyrores Na*,K*-ATdPazy i1 ioHHMH
TPAHCIOPT, 3B’I3yI0YHCHh BHKAIOYHO i3 IT03aKAITHHHOIO moBepxHero Nat K+-ATdasm,
KoAu (pepMeHT 3Haxomutbca y E2-P-dasi, i iHribyrors #oro medoccopuaroBaHHS,
3anXKyloun Na*-rpagieHT depes [IM kKapaioMioIUTiB.

Taba. 3.8. KapaioToniuHi crepoinu.

PeuoBHHA

Popmyaa

Hxepeao

Cmpogparmin
(cmpogparm,
Strophanthus
gratus)

Yabain
(cmpogparm,
Strophanthus
gratus)
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Tpancnopm Caz?+: Caz+-ATPa3sa

Pi3Hi popmu Ca2*-ATda3zu, aokanizoBani y I[IM Ta EIIP (abo CP), 3aaygaroTecs m0
OiATPUMAaHHS OUT030ABHOI KoHIeHTpawii Ca2t Ha Hu3pKoMy piBHI ([Ca?t] y KAiTHUHI B
craHi criokoio ckaamae ~ 0.1pM (= 10-7 M), Tomi 9K 1mo3a KaiTuHOIO - 10-3M; npu BMicTi
nux ioHiB ~10-5 M M’930Bi KAITHHH IOYHHAIOTH CKOPOYYBATHUCS) IIAIXOM AKTHUBHOTO
TpaHcnopty ioHiB Ca2?* abo y mo3akaiTmHHe cepemoBuule (Ca2*-ATdPaza IIM, aura.
Plasma membrane Ca2+ ATPase (PMCA)), abo y BHyTpilIHbOKAITHHHE mAerio (Ca2*-
ATd®Pa3za CP, anra. Sarcoplasmic reticulum Ca2+* ATPase (SERCA)) i Ca2+-ATda3za EIIP).

Ca2+-ATdaza [IM mpucyTHd y BCiX KAITHHaxX €yKapioT i BHKOPHCTOBYE €HEPTilo
rigpoaizy onHiei moaekyan AT® nHa Tpancnopr omHoro ioHy Ca?t i3 raitTmHH. Cawme
3aBagku poboti Ca2+-ATd®azu I[IM 3ynuHAETHCS CHUTHAA, OlocepeakoBaHuil miero Ca2*
K BTOPUHHOTO MeCeH/zKepa.

PiBai Ca?* y mmromaasMi M’d30BHX KAITHH y CTaHi CIOKOIO IiATPUMYIOTBCS Ha
HHU3BKOMY PiBHi 3aBAgKU gissabHOCTI Ca2t-ATdazu CP. HepBoBuil iMIIyABC CIIPHYNHSIE
3BiabHeHHa Ca?* i3 CP y muromaasMy IIASXOM moAerineHoi audysii depes Ca2+-
3BiABHIOIOYI KaHaAW (piaHoguHOBI peuentopu). Bmicr Ca?t y 1uT030Al HpH ILILOMY
3poctae mo 105 M, 110 i cipuyuHsS€e CKOopodeHHd M’93iB. Ilicasa ckopoueHHs ioHH Ca2*
“3arauaioTeca’ y CP 110 kD-6inkoMm, g9KU#i ay»ke IomiOHUM mo a-cybomuuuili Nat K+-
ATdazu - iHmoro Ca?*-ATdaz0i0, gkKa €Hepriro TIiagpoaily opxHiei Moaekyau ATD
BUKOPUCTOBYE Ha TPAHCIIOPT ABOX ioHiB Ca2?*.
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MexaHi3M (YHKILIOHYBaHHA 000X i30popM 1HOTO (EPMEHTY Ilepeadadae
dochopUAIOBAHHS 3aAUIIKY aclapariHoBoi KUCAOTH y 351 ITOAOKEHHI 3 yTBOpeHHAM E-
P-irTrepmeniaty; T.4., pyHKIioHyBaHHS Ca2*-mmoMmu TakoxXK riaagarae mig E1-E2 momean
(puc. 3.14).

H+,K*-ATPa3za wnyHky

le#t d¢epmMeHT 3miMCHIOE €AEKTPOHEHTpPaAbHUM aHTUIIOPT 3 BAACTUBOCTIMU,
noniouumu oo Nat,K+-ATdasm, i 3aayuenuit y nigarpuMmadigd pH mayHKy B Mexkax 0.8 —
1, Tomi K TIapieTaAbHi KAITHHU CAM30BOI OOOAOHKH IIIAYHKY MalOoTh LIUTO30ABHE pH 7.4.
H+ K*-ATdaza “BUIITOBXy€E” HPOTOHH i3 IIUX KAITHUH y IPOCBIT HIAYHKY, CTBOPIOIOYM HAa
ix [IM rpazmienT pH BeanduHoo y 6,6 — 11e HafibiABIIMI TpaHCcMeMOpaHHUY rpanieHT pH
y KaiTHHax eykapior. Cl- KaHaa y TOMy X HaIpsMKy nepeHocutb ioHm Cl. T.u.,
3araAbHUM IIPpOAYKTOM Iboro TpaHcropty crae HCl y mpociti mayHKy. lonm K-
IIOBEPTAIOETHCA Ha3a/l y IIPOCBIT HNIAYHKY depe3d Kt-kanaa (puc. 3.195).

AHIOHHMHA
aHTUNOpT al-
Cl~
HCO, +oK+-
ATdaza
]‘ AD + @
Coz K+

BazonatepansHa Mmem6pana  AnikanbHa mem6paHa

Puc. 3.15. Cxema dyHK1ioHyBaHHd IIAyHKOBOi H* K+-ATdasn.

Omemnrpa3zoA i OHUMETHAWH 3YIHHSIOTH IIAYHKOBY cekpelrito HCl. Tlpum uwomy
OMeIpas3oA IPAMO iHTIOye ITPOTOHHY IIOMILY, TOHAI 9K IMMETHAHH i€ OIoCepeaKOBaHO
4yepe3 BHOAMB Ha ricramiHoBi peuentopu. H* K+-ATdaza can3oBoi 000AOHKH IIAYHKY
aKTUBYETBHCS TiCTaMiHOM, SIKHMH ITicAs 3B’I3yBaHHA 31 CBOIMU PELIEITOPAMU CTHUMYAIOE
cuntre3 AM® i Hamaai - mpoxykuiro HCl. [umeruauH (UUMETHIUHY TiIPOXAOPUN)
BHACAIZIOK cBo€l momibHOcTi mo ricramiHy OAOKye 3B’13yBaHHsA TicTaMiHy 3 HOro
peuenTopamMu, T.4. iHriOyroum aktuBaiiito H*K*-AT®aszu ricramMiHOBHM pelenTOpOM,
T0OTO 3aiticHIOE Henpame iHribyBanHsa H*, K*-ATda3zu.

F-mun AT®Pa3: F,F; ATPa3za/ATd cunmasa

o nporo tuny ATdaz (F - Big “daxrTop”) HasexkaTh HPOTOHHI mommm (H*-
ATda3u), gki 3abe3nedyroTh PyX IIPOTOHIB IIPOTH KOHIIEHTPAIIHHOIO TpamieHTy i3
BUKOPUCTAHHSIM J[IASI TPAHCIOPTY €Heprii, 110 3BIABHIOETHCS HpHU Tigpoaizi ATP. Li
depMEHTH € CKAQOHUMH OAITOMEPHHMMH KOMIIAEKCAMM i3 BEAMKOIO KiABKICTIO
CyOOOUHUIE; TPUUHATO BUAIAATH ABi ymMoBHI yactuau H+*-ATdasu: F, (“0” - oligomycin
sensitivity) i F1 (puc. 3.16, A).
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MPOTOHHA AT®-
noMmnA H* CHHTA3A

Puc. 3.16. Cxema cTpykrypH i pyHknionyBanHs H-ATPazu /ATd-cuHTasu.

Oco0AMBICTIO IPOTOHHUX IIOMII JAHOTO THILY € Te, 110, IIPAII0I0YHU B 3BOPOTHBOMY
HAIIPSIMKY, TOOTO HEPEHOCSYH IIPOTOHU 3a TIPali€eHTOM KOHIIEHTpAIllil, BOHH 3OaTHi
cunresyBatu AT® (puc. 3.16, B). 3 ykazaHnoro BaactunicTio H*-ATda3u nor’a3ani Taki
IIpollecH, €K MiTOXOHApiaabHe OKHCHe docdopuaoBanug (puc. 3.17) #
doTopocoprAlOBaHHS Yy XAOPOIAACTaX POCAWH, Yy Pe3yAbTaTi SKHUX 3a pPaxyHOK
TPaAHCHOPTY IIPOTOHIB 3a rpamieHToM KoHIeHTpallil H-ATdaza/ATd-cuHTa3a CHHTE3y€E
ATd.

30BHINTHA Mix- BuyTpinraa
MeMm0OpaHa MeMOpaHHUM  MeMOpaHa
opocTip

/

: = MaTtpukc
) R
% ___ AaHiror
/ - IIEPEHOCY
A-

€AEKTPOHIB

)
|

W7

+ - AJJ.CD+Pi

— H*

ATd

(L ST
1)
T &
o

F.F-ATdb>-aza

Puc. 3.17. Mexanism yrBopeHHs AT® 3a yuyactio H*-ATda3u /ATP-cunrasu

[IpororHUit rpamieET Aag cuHTely ATP 1npH 1IBOMYy CTBOPIOETBHCS iHITUMH
pollecaMu (IIOTAMHAHHS CBiTAQ, KaTaboAi3M BYTrA€BOIB ¥ XKUPiB, To11o). Y 1997 p. II.
Botiep # [Ix. Yokep Oyam Big3HaueHi HoOeAiBCBKOIO mIpeMi€ro 3a 3’dCyBaHHSA
MOAEKYASIPHHUX MEXaHi3MiB Oii TOAOBHOTO (pepMeHTy OioeHepreTHKU - ITPOTOHHOI ATd-
CHUHTa3HU.

Ille ommiero yHiKaabHOIO BaacTuBicTI0O ATdaz nporo THIy € 3maTHICTE Fi-
cybomuHHUIlI OO0  oOepTaApHHX  pPyXiB, 3aBAdKH  YOMYy  OCTAHHIM  YacoM

HaHOABUTYHIB A MiHiaTIOpHUX HaHOMEXaHi3MiB.
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IIpomonHa nomna ocmeoxnacmie

KictkoBa TKaHMHa B IIPOLIECI BCHOI'O KUTTd OpraHizMy Iifasrae IOCTiMHOMY
PEMOZIEAIOBAHHIO, IIi/l Yac SKOT0 OCTEOKAACTH 3IiHCHIOIOTH “BUMHBAHHA KiCTKOBOI
TKaHUHU, a ocreobaactu ii moOymoByroTh. [Ipu IIBOMYy OCTEOKAACTH (PYHKILIOHYIOTb,
CEKPEeTYIOUM KHCAOTY, 34aTHY po3unHaTu Ca2+*-docaTHUM MaTPUKC KiCTKH, ¥ IIPOCTIp
MixK MeMOpaHaMH OCTEOKAACTIiB Ta IIOBEpXHEI KicTku. Came y mpolec cekpertii
KHCAOTH i 3aaydeHa ATP-3asekHa IIPOTOHHA ITOMITA MEMOPAHU OCTEOKAACTIB.

[IpoToHHAa mOMITa AOKaAi30BaHa B MIASHII IIITHHKOBOI o0aaMiBKu (ruffled border)

OCTEOKAACTIB 1 (PYHKILIOHYy€E, MEePEeHOCSYM MPOTOHH y IIPOCTip Mixk cBoimu I[IM #
IIOBepxHeIo KicTKH (puc. 3.18).

aid
o

IIiTHHKOBa
obassMiBKa

KicTka rigpokcuanaruT
[Ca19(PO,)6(OH),]

OCTeoKnacTt

Puc. 3.18. Cxema pyHKITIOHyBaHHS ITPOTOHHOI IIOMITM OCTE€OKAACTiB

Bucoka koHueHTpalisa H* y 11boMy OpocCTOpi CHPHUSE PO3YUHEHHIO MiHEPAABHOTO
MaTPUKCY KiCTKHU

V-mun AT®a3

i cucremu (V - Big “BakyoasgpHa”) € CTpyKTypHO nmomioHumMu no F-tumy ATdas i
3aAydeHi y HiATPUMKY 3HadeHHT pH y 4HMcAeHHUX BHYTPINIHBOKAITMHHUX OpPraHeAax y
Mexkax 3 - 6 (LMTO30Ab ~ 7.5).

ABC-mpancnopmepu

ATP-368’s3yroui kacemHi mparcnopmepu (ATP-binding cassette transporters, ABC-
mpaHcnopmepu) € YAeHaMHU OAHi€ei 3 HaMOIABIIIMX CyHeppoOAUH TPAHCIOPTHUX OiAKiB,
dKa IMpeacTaBAe€Ha B PI3HOMAaHITHUX oOpraHiaMax — Big IIpokapior mo aAronuHu. i
TpaHcMeMOpaHHi 6iAKHM (PYHKILIOHYIOTH, BUKOPUCTOBYIOUHM €Heprito rigpoaizy AT® na
IIEpEeHOC dYepe3 IMIAa3MaTHU4YHI U BHYTPIIIHBOKAITHHHI MeMOpaHM IIIMPOKOIO KOAA
cyOcTpariB, BKAIOYAIOYH IIPOAYKTH MeTabOAi3My (aMiHOKHCAOTH, IYKPH, HEOPTaHidHi
10OHU, TEeNTHUAM), Almigu ¥ CTEpPOoigu, AIKapChbKi PEYOBHHU, y T.9. IHUTOTOKCHUYHI
AHTUIIYXAWHHI areHTH; A0 ABC-TpaHCIOpTepiB TaKOXK HAAEXKHUTb @Gainasa, IIo
3MiMCHIOE TPAHCIIOPT AilliAiB Mi’K MOHOIIapaMu MeMOpaH.

ABC-TpaHCcopTepH MICTATh ABa TPAHCMEMOpPaHHHUX [JOMEHU, KOXKEH 3 dKHX
cKAaOaeThcd i3 6-tu — 12-TH (yactimre 6-TH) a-cruipased. Beci ABC-TpaHciopTepu MaioTh
[Ba BUCOKOKOHcepBaTuBHI ATd-38’s3ytoui domernu (nucleotide-binding folds (NBFs))
(puc. 3.19).
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P-rnikonporeiH Cl- kxanaa CFTR

OnirocaxapvgH

N A pan AR
| I U CHAY IUU ‘

R pomeH

NH,

AT®-38B si3ytoui caiiTn AT®-3B A3youi caiiTn

Puc. 3.19. Crpykrypa ABC (ATP-Binding Cassette) TpancrioprepiB: 2 JOMEHH; KOXKEH 3
HUX Mae 6 abo 12 TpancmeMOpaHHUX cripaseit 3 1 ATd-3B’a3yrodnM calToM (Ha BCIO
MoAekyAy — 2 AT®P-3p’a3yroumx caiith). Cl- kanaa CFTR momaTkoBO Mae peryAsSTOpHUM
JOMEH

AiraHO-3B’3yI04i JIASHKH, OO0 SIKUX IIPUEAHYETHCS CIIOAYKA, 110 II€PEHOCHUTHCH, Y
CTPYKTYpPi IMX PepMeHTIB He iqeHTU(IKOBaHI.
HatiBaskausimumu rpynamu ABC-TpaHcropTepiB €:

- nidepyna P-anikonpomeinis (Pgps - P-glycoproteins), npeACTaBHUKHN SKOi - 1Ie:

- ekchopmnruil Hacoc xkoguHux kucsiom (BSEP - bile salts export pomp);

- P-z2nikonpomeiHu MmHOXKUHHOI pe3ucmermHocmi 0o Jikie (MDRs -
multidrug resistance), cepen sakux, 3okpema, MDR-3 (P-raikonporein arogunm) i Mdr2
(P-raikomporein rpusyHiB) - ATd-3asexxkHa (ainnasza gocdaruauaxoainy; MDR-1, 1o
OIIOCEPENKOBYE KaHAAIKYAIPHY €KCKPEILil0 BEAMKOi KiABKOCTi AINTO(iABHHX KaTiOHIB (y
T.4. IIPOTUIIyXAUHHHX IIperiapatiB, OaokaTopiB Ca2*-KaHaaiB, IIMKAOCIIOPHUHY A,
CTEepPOiAHUX TOPMOHIB, TNiAPo(OOHUX HNETITUIIB, TAIKOAITIAIB);

- nidepyna 6inKie MHOXUHHOI pesucmeHmHocmi 0o nikie (MRPs - multidrug
resistance proteins), Hanp., MRP2, mo BianmoBimae 3a TpaHCHOPT y KaHaABL
aMmpinaTHYHUX aHIOHHUX cybcTpaTiB, 3o0okpeMa, aeiikoTpieHy C4, KOHIOraTiB
TAYTaTiOHY, TAIOKYPOHIZiB, cyAabdaTiB) i 4aCTKOBO - 32 CEKpPELlil0 KOBYi, HE3aA€XKHY Bif
XKK;

- CRTF (cystic fibrosis transmembrane conductance regulator) - enuHUN
npencraBHUK ABC-TpaHcnopTepiB, 10 3OiHCHIOE He AaKTUBHHUN, a [TaCUBHHUH
TPaHCHOPT (rmoaernreHy audy3iro) i € HAM®-3aAe3KHUM XAOPHUM KaHaAOM.

MexaHni3m QyHKIIOHYyBaHHA ABC-TpaHCHoOpTepiB CXeMaTHYHO HABEOEHO Ha PHC.
3.20.

38 naysaHHsa AT® Bepe
no pumepusauii AT®-3B A3YI0OUMX
cauris

Fipponia AT® cnpuumMHAE iX
auMcouiauilo

CTPYKTYpPHi 3MiHM B
- AT®-3B A3YIOUMX CalTax,
AT®-3B S3yl0UnIn fOMEH onocepeakoBaHi rigponisom AT®,
CNPUYMHAIOTL KOHthopMaLWiiHi
amiHM B TpaHcMeMOpaHHMX
AOMeHaXx, W0 3anycKkae TpaHcnopTt
yepea memGpaHy
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Puc. 3.20. Mexani3m dyHKIlioHyBaHHa ABC-TpancnioprepiB

ABC-TpaHCcopTepu € MOPHUYETHHMH OO0 PO3BUTKY MHOXKHHHOI PEe3UCTEHTHOCTI
IIyXAUH Ta OakTepiaabHUX iH(eKILi# no menukameHTo3Hoi Tepamnii (MDRs, MRPs) ta
KicTo3Horo ibpo3y (cystic fibrosis, MyKOBiCIITUIIO3Y).

Tak, P-raikonporeinn MDRs Ta 0iAKM MHOXKWHHOI Pe3UCTEHTHOCTI o AikiB MRPs
€ XIMIiYHUMH [OMIIaMH, III0 BUKOPHUCTOBYIOTH eHeprito ATD naa iximiaiii BumaseHHI
rinpoobHUX AiKiB i3 KaiTHHH. Lli TpaHcnmoprepn MaioTh 2 ATd-3B’a3yrouynx caliTwy;
micasa rigpoaizy AT® GiakoBa MoAeKyaa MEPEHOCHHKA 3MiHIOE CBOIO KOH(OpPMAIlilo, III0
CIIPUYHHSIE PYyX TiApPo(OoOHUX AIKapCHKHUX IIperapartiB, SKUMH HaBaHTaXKYIOTh PaKOBi
KAITHHH, y TO3aKAITUHHUN MPOCTip, BHACAIZIOK YOTO 3MEHIIYETHCS IX TOKCHUYHICTH i
BHUHHUKAE PE3HUCTEHTHICTb M0 XeMoTeparii. HanmauimkoBa eKcIpecis TpaHCIOPTEpPiB
[JaHoi TPy B PaKOBUX KAITMHaX AIOAUHU pobOUTH iX PE3UCTEHTHHMH [0
OUTOTOKCHUYHHUX AiKiB, $Ki BHKOPHUCTOBYIOTH y MEAHWKAMEHTO3HiM Tepamii IyxXAHH.
[Mpukaagu rigpodoObHUX TUTOTOKCUYHUX AiKiB, 110 TpaHcnopTyoThcd MDRs, HaBemeHO
Ha puc. 3.21.
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Puc. 3.21. Ipuraaau rinpooOHUX ITUTOTOKCHYHHUX AiKiB, III0 TPAHCIOPTYIOTHCS 3a
nponomororo MDRs

Po3BuTok mykosBicumnaosy (Cystic Fibrosis, KicmosHuil gibpos, ¢ibpo3HO-KIiCmMO3HA
OezeHepauyist) CYIIPOBOKYETBCS MPOAYKITIEI0 OPraHi3MOM HAIMIPHO B’I3KOTO i TyCTOro
CAM3Y Ha IIOBEPXHIX eIliTeairo. Lle mepin 3a Bce 3HUXKYE 3MATHICTh BiiYacCTOIO EIIITEAil0
OYHIIyBATHUCS BiZfl MOKPOTH i Bede MO0 XpOHIYHOI eHmoOpoHXiaabHOI OaKTepiaabHOI
KoAoHi3amii. HacaiikaMu Takux CTaHIB € HaANPOAYKIid MOKPOTH, BaXKKe IUXaHHS,
OMMIIIKA, OOMEIKEHICTh IIepeHeCeHH (PI3MYHUX HAaBAHTAXKEHb i BPEILTI PEIlT 3aru0eAb.
Y 85% mnauieHTiB BUSBALAIOTH ITaHKpPEATUYHY HENOCTATHICTh, dKa CIPUYHUHSE IIOTaHy
abcopOLiro KUPIiB 1 po3aamu y TpPaBA€HHI. 9K CYHpOBOMKYBaAbHI CTaHU MOIKYThb
BHUHHKATH IL[YKPOBUH AiabeT, KUIITKOBA HEIIPOXiAHICTb, apTPUTH, OE3TAiAas.
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[TpryrHOIO PO3BUTKY MYKOBicIuao3y € crnaakoni nedgektu CFTR. Xoga CFTR €
yareHOM cyneppoauHu ABC-TpaHCHOpTHHX 0iAKiB, 9K BXKe 3a3Hadasocs, BiH He
3nificHioe akTUBHOTO TpaHcnopTy. Lle Cl- kaHaa, yepe3 KU 34iHCHIOETHCH ITOAETIIEHA
audy3sisa ioHIB xaopy i gaxkuil akTuByeTbcss HAMP-3aseskHUM (POCHOPUAIOBAHHAM 34
y4acTio IPOoTeiHKiIHAa3HU A.

3a MyKOBICIIMZI03y 3arubeAb KAITHH EMITEAII0 AEeTeHb 3AIHCHIOETHCH BHACAIIOK
BTPaTH iOHHOrO 0asaHCy, L0 CHPUYUHLAE 3HHXKEHHS (QPYHKIH KAITHH i3 CAM30BOIO
OOCTPYKIIi€I0, 30KpeMa, IIOPYyIIeHHs OOMiHy rasiB i TakKUM 4YHHOM A€TaABHICTH Yy
MOAOZIOMY BiIli.

Llett reHeTHYHUH neekT BUABAGIOTH npubanzuo y 30 000 gmiteit i mopocaux y
CHIA; cepen wmemkaHIiB KaBka3dy MYKOBICIIMZ03 € OOHUM i3 HaMOIABII A€TaABHUX
CragKoBHUX 3axBopioBaHb (1/1000). Ha 1997p. cepenHss TpUBAAICTh XKUTTH YOAOBIKiB i3
LIi€I0 maToAoTri€lo ckaanae 32.7 pokKiB, KiHOK - 28.9 pokiB. 1 i3 31 amepukaHiB (1 i3 28
MemkaHIIB KaBkagy) - moHan 10 MaH aronedl — € 6€3CHUMITOMHUME IeT€ePO3UTOTHUMU
HOCiIMHU nePEeKTHOIO TeHy.

Mexanismu  dyHKIioHyBaHHd CFTR  pgeTraabHO BUBYeHi Ha  IIpHKAai
TpaHCMeMOpPaHHOIO IIEPEHOCY iOHIB XAOPY dYepe3 aliKasbHy MeMOpaHy XOAQHTIOIUTIB.
Pymritinoro cuaoro nas Binkpurta CFTR-kanHaay cTae B3aeMomiss MOAEKYA CeKpemuHy
(fioro moxkHa BBaxkatu aroHictoM CFTR) i3 cBoiMu periennropamMu Ha 6a3osaTepasbHil
MeMOpaHi KAITUH XKOBYHHUX HPOTOKiB (puc. 3.22). Ili peuentopu € mMeTaGOTPOIHUMH,
TOOTO (PYHKIIIOHAABHO 3B’s13aHUMU i3 G-OianKamu, yepe3 sIKi BOHHU i NIeperaroTh CHUTHAA
Ha QepMeHT aZeHiAaTIIMKAa3y, W10 KaTaaidye peakiiiio cuHTely HAMP. nAMP i3
3aaydeHHaM [IKA docdopuaroe i aktuBye CFTR, Cl-kaHaa gkoro (puc 3.22) roBepTtae
ioHH XAOpPYy 13 XOAQHTIOIMTIB, KyOW BOHH HAiHIIAM BHACAIZIOK (pyHKIlioHyBaHHda Cl-
/HCO3--o6MmiHHMKa, Yy TPOCTip JKOBYHOI ITPOTOKH.

[TomibHO mo iHmmMx yaeHiB pomuHu ATP-3B a3yroumx KaceTHux 0iakiB, CFTR mae
nBa AT®-3B’a3yr04i IeHTPH; caMe 3B’a3yBaHHa AT® peryaroe Binkpurtsa Cl- kaHaay.

C’npocah
KpoB doBYHOI
MPOTOKU

peuentop ao
CeKpeTHHY AT®D
NkA

)
CeKpeTHH 1 ?MAM'I""‘"‘"'
S

CFTR

rm———

HCO5"

XonageitunT

CI/HCO3-
-0OMIHHNK

'

Puc. 3.22. Cxema ¢yHkIiionyBanHsa DAM®P-3aaeskHoro XAOpHOTO KaHaay CFTR.

3.5.2. BTOpHHHO-aKTHBHHH TPaHCHOPT (KOTPaHCHOPT)

L1i akTHBHI TPAHCIIOPTHI IIpoIlecH Oe3rmocepeHbO He 3B’s13aHi i3 rimpoaizom AT, a
CIIpSKE€HI 3 I[IOTOKOM IOHIB 3a  €AEKTPOXIMIiYHHMM TIpali€eHToM. 30KpeMa,
eAeKTPOXIMIYHHH TrpamieHT ioHIB Na*, 110 cTBOproeTbes pobororo Nat, K+-ATdaswm,
3abe3nedye eHepri€lo TPaHCIIOPT aMiHOKHMCAOT i I[YKPIiB Y KAITHHaxX TBapHH (puc. 3.23).
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KoTtpaHcnopTtyema
K* Na* NapeuosuHa (KP)

Na* K+ AT®aza Na*-3ane»Huii cumMnopTt

AT® AA® + ®H v 1D
Ktf=4 mM K+ Na+ at
+ i
Na 145 mM K* = 140 mM
Na*t =12 mM
+ | - H*-AT®asza
I - Af®+ ®H
+ | - i

Puc. 3.23. KoopauHallia NepBUHHO-aKTHBHOTO i BTOPUHHO-aKTUBHOI'O TPAHCIIOPTY
Yy KAITHHAX.

[Ippy  1OMYy  IIOTAMHAHHS, HaIlIpUKAQL, TAIOKO3U  IIMMH  KAITHHaAMU
CYIIPOBOIXKYETBHCH BXOIOM Y KAITHHHU i0HIB HATPilO: i0HU HATPIiIO i TAIOKO3HU 3B’S3YIOTHCS
3i cnenudiyHUM OGIAKOM-IEPEHOCHHUKOM i IIPOHHKAIOTH y KAITHHY OLHOYAacCHO. Takum
criocoboM 3OIHCHIOETBCH peabcopblliss aMiHOKHCAOT i1 TAIOKO3M B ITPOKCHMaABHUX
3BUBHUCTHUX KaHAABIIIX HEe(PPOHY, TPAHCHOPT IYKPIiB y MIKPOBOPCHHKAX IIIITHHKOBOI
0OASIMIBKM €HTEPOLUTIB KHIIIEYHHKA, IIpalroe Na*, TaypoxoaaT-KOTPaHCIOPTHA
cucremMa 0aszosaTepasbHOi MeMOpaHm remnaromuTiB (puc. 3.24), Tormmo. Hartpii#t, 1o
BXOOUTH ¥ KAITHHY Pa3oM i3 CIIOAYKOIO, 110 TPaHCHOPTYETHCS, BUBOAUTHCH 13 KAITHHHU
3a yuactio Na*, K+-ATdazu.

Mpuknag BTOPpUHHOAKTUBHOIO TPAHCNOPTY: NOrfIMHaHHSA rNIOKO3MU
i3 NPOCBITY KMLWIEYHNKA B Kaninsipu BUKOPUCTOBYE:

-TpaHcnopTep ANA roKo3un (nepmeasa; nonerweHa andysin);

-Na+, rnoKosa-cMMnopT (BTOpUHHOAKTMBHUI TPaHCNOPT);

nopr). Tnioko3a BXOAUTL B
. ) TECEOUBOL, QUL on, . KNiTUHY i1 oppasy
Kuweunuit P Kaninapu L. nopTyeThes
npocrip .
— [ 1102032 FMOKO3HUM

TPaHCNOpTEepoOM-
nepmeasoro B Kaninsipu

L0803 ate Na+, FIoK030-CUNopT
3 3anycKaeTbCA
Na BHYTPILUHLOKI TUHHUMW

[10R032
Na+

Na+-rnroko3a- K+ K+ pisHaMK Na+, siKi
cuMnopr Na*+ K+- 3a6e3neuyloTbCn
4 PYHKLIIOHYBaHHAM
AT®aza gy K+-ATda3m.
AnikanbHa BbasanbHa
membpaHa membpaHa

Puc. 3.24. [Ipukaaa BTOPUHHO-aKTUBHOI'O TPAHCIIOPTY — IOTAMHAHHS TAIOKO3H 13
IIPOCBITy KUIIIEYHHKA alliKaABHUMHU MeMOpaHaMU €HTEePOIIUTIB

3.5.3. IluTO3 AK aKTHBHHH TPaHCIOPT
Llei#t oco0AMBHM BHI TPAHCIOPTY PEYOBHH, OO SIKOTO BiAHOCATH E€HIOIIUTO3 i
€K30IIMTO03, TeXK HAAEXKHUTD 10 aKTHBHOIO, aAe BiOyBa€eThCH i3 IMOPYIIIEHHSIM ITiAiCHOCTI
[IM 3a paxyHOK IOCAIZJOBHOTO YTBOPEHHSI OTOYEHUX MeMOpaHaMU KYABOK (BE3HKYyA). Y
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i Ipollecu 3aasydeHi mepudepiiiHi meMOpaHHi 6iAKM i perenrTropu, 110 3aiHCHIOIOTH
KOOPAMHAILIIO i cCIennu(ivHy PeryAsIiiio.

Endoyumo3s

[lo eHmoIUTO3y NPUMHATO BIiHOCUTH IIiHO- i paromuros. I[linoyumos (“numms
KimuH”) — 11e TPaHCHOPT MO03aKAITHHHOI PiAVHU 3 i0HaMU ¥ HEBEAMKHMH MOAEKYAaMH,
TOmi K pazoyumosom (“mpaeseHHs kaimuH’) Ha3UBAIOTh IEPEHOC TBEPAUX CyOCTAHITIH
- bakTepili, pparMeHTiB KAITHH, TOLIO; A0 (PArOIHTO3y 34aTHI IIpOoCTilli, a B opraHi3mi
BHIIIUX TBapPHUH — Makpodaru.

Pan crioayk, Hanpukaam, ainomnporeinn HU3bKOi miiabHOCTi (AITHII), moTpamnasaiors
y KAITHHY IIIASXOM BHCOKOCIIEIIM(DiYHOTO €HAOIIMTO3y, IO OIIOCEPEeNKOBYETHCS
MeMOpPaHHHUMH pernentopaMi. [ad IIb0ro THILYy €HI0IUTO3y HeoOXiqHa HU3Ka KAITHHHUX
0iAKiB, 30KpeMa, KAaTpUH i auHaMmiH. Perienrrop-onocepenkoBaHuii engornTo3 AITHII]
IHAYKyeTbCcs 3B’d3yBaHHAM BinmosigHoro pernenropa I[IM i3 B-100 amomporeinom
ATTHIII, BHacAimok 4oro ¢opMyeThbcs eHzaocoMa i3 komriaekcoM perterrrop-AITHII]
BCEpEeUHi, OTOYeHa MOAEKyAAMU KiampuHy 30BHi (puc. 3.25); AIIHIIL 3a ym0B K1caoro
pH eHmocoMH BiOOKpPEMAIOETHCH BiJ BAACHOTO pPeLENTOpPYy, OCTaHHIM pa3zoM i3
KAQTPUHOM IIOBepTaeThbcd a0 meMmbOpanu, a AITHII merpamye mo XOA€CTEPOAY, JKUPHHUX
KHCAOT ¥ aMiHOKHUCAOT y BTOPHUHHUX Al30COMAax.

Peuentop-onocepeakoBaHuu eHgoumnto3s JIMHLL,

‘po3asireHa”
Be3uKyna

\IF\, noBepHEHHS

N ‘/j - Knantup,o

T 7 :
6inok oﬁmmonana samka”
PeuenTtop .
ao JINHLY yis
IloBTOpHE

BHKOPHCTaHHS
peuenTopis mo
AITHIIT

e

Puc. 3.25. Cxema pelenTop-0oCEPEAKOBAHOIO €HAOIUTO3y. KaaTpuH-00AIMOBaHI
amvmku (aHra. Coated pits) — cneniasizoBani giaguku [IM, B 9KuUX BHUSIBAEHI CrielUdidHi
PELIEIITOPU KAITUHHOI IOBEPXHi

Myrawii reny peunentopy go AITHI[ copuYuHSIOTE PO3BUTOK  POOUHHOL
2inepxosecmeposiemii, sKa XapaKTepHU3yeThcd IopylneHHaM noramHanHg AITHIIL i
CYIIPOBOIXKYETHCSI BHCOKHMU PIBHIMH XOAECTEPOAY B KpoBi. 3a aHaAOrYHHUM
MeXaHi3MOM 3IiHCHIOETHbCS HAAXOMXKEHHS [0 KAITMH 10OHIB 3aaiza (TpanHcdepuH
3aXOIIAIOETBCS PELETITOPOM, iOHM 3aAi3a AHIIIAIOTBCHA y Ai30coOMax, a TpaHCpepHH i3
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PELIETITOPOM ITIOBEPTAIOTHCHA HA MMOBEPXHIO KAITHHHU), TOPMOHIB, PETYASTOPHHUX 0iAKiB,
BipyciB.

Hacroromui Bimomi meaki merasl peaaizaitii  kiampuH-onocepedko8aHozo
eHOoyumo3y. 30KpeMma, BHUSIBAEHO, III0 BHOIp penentopa abo KOMIIAEKCY AiraHa-
PELIETITOP A TPAHCIIOPTY 3AIMCHIOETHCH Yepe3 HasgBHICTB “copmysanvHozo cuzHany"' B
XBOCTi pellernTopa, SKHUH, B3aEMOMIIOYM 3 IIUTO30ABHUM adanmepom, Gopmye
“romnnercHi uacmru" (KY) (puc. 3.26), 1110 Hagaal B3a€EMOIIOTE i3 KAQTPUHOM.

No3akNiTUHHWWA NPOCTip,

'S

peugnTo

UuMTO30Nkb

B cursan
§anantop

! }wmnmm

"nhnun

Puc. 3.26. BynoBa «KOMIAEKCHHUX 4aCTOK»: PELIENITOP B3a€EMOJI€ 3 aAaIlTepoM; Iie
omocepeKOBYE 3B’I3yBaHHA KAAQTPHHY 1 Oro oairoMepu3arliro.

Ha nwmromaasmMaTHYHOMY  OOMEHI MeMOpPaHHHX OiAKiB-PEeLEeNTOPiB BHSIBACHO
YOTUPHU THUIH “COPTYBAaABHUX CHTHAAIB”, gKi 3a0€3medyroThb IIOJAABIILy B3aEMOIII0
PELIEITOPHUX MOAEKYA i3 IITUTO30ABHUM aJalTepPoOM i KAQTPUHOM:

1) muposurosi cueranu (“tyrosine based signals”), mo gk amanrepy
noTpebyroTs AP2;

2) ounetiyun (LL) —BMicHI curHaam i3 aganrepom AP2;

3) OdomeH, bazamuii Ha ¢pocghopunbo8aH 3anuUULKU cepuHy Ha C-KiHIL;

4) momue, ymeopeHUull WAAXOM MOHOYOIK8IMUHYBAHHS 13 agamTepaMu
Eps15/15R, encunamu i Hrs.

Besukyau popMyIOTBCS 3a PaxyHOK IIOAIMepH3allil KAATPHHY i3 BUKOPUCTAHHSIM
peryagaTopHux 6iAKiB, 30KpeMa, AuHaMiHy (puc. 3.27).
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“posparyTa”
PEUENTOD 5 nanmun TPAHCAOPTHA
niranga Be3NKyna

Puc. 3.27. Cxema, 110 nokasye (OyHKIIIOHyBaHHA KAQTPUHY ¥ AuHaMmiHy. [AuHaMIH
— meMbpanHo3B’a3aHa ['TPa3a, 1110 3asydeHa A0 “BimOpyHBKOBYBaHHS aMOK [1M.

KaBeoan He MICTATHb pelenTopiB, L0 OepyTh yd4acTb y KAQTPUH-3AACKHOMY
noranHaHHI. ToOMy HEIOCTATHICTBL XOAECTEPOAY, LI0 HOpyIlaye padTh B KageossipHe
NO2NUHAHHSL, HE BIIAUBAE Ha KAAQPUTHH-OIIOCEPEAKOBAHUM eHAoIINTo3. KaBeocomu, 1110
YTBOPIOIOTECS ITifi YaC KaBEOASIPHOTO IIOTAMHAHHS, € OiAbII cTabiABHUMM, HiXK 3BHYaMHI
€HIO0COMH, i TIepeHocaTh “BaHTaxK” oxpasy Ao EP i amaparty ['oabmki, He B3aeMomirouu
3 aizocomamu. KaBeoau € cafiTaMM IOTAMHAHHS Xap4yoBUX KOMIIOHEHTIB, TOPMOHIB,
XEMOKIiHIB, M[OesgKuX BipyciB, Oakrepiii, mnapasutiB i 0OakTepiaaAbHUX TOKCHHIB.
[ToramHaHHA B OIASHKaxX KaBE€OA [JO3BOAGE MATOI€HaM YHHUKHYTH II€PETPaABACHHS B
Ai30COMax i gerpanartii.

[Ile omHMM MeXaHiI3MOM EHIOIIUTO3y € YbikgimuH-onocepedrKosaHuil eHOOUUmos.
Binok yb6ikBiTHH (76 aMiHOKHMCAOTHI 3aAHIIKH) 3aAy4YeHUH y KOHIOrallito i3 mpoTeiHaMu-
cybcrparamu (yOikBiTuHYyBaHHS). [ToniybikeimuHYy8aHHs € MapKepoM, II0 3YMOBAIOE
JeTpagaltito MOAN(PiKOBaHUX OiakiB-mimieHe#i  y IpoTeacomi, TOmi  SK
MOHOYOIK8IMUHYBAHHSL CTA€E CHUTHAAOM [AS €HOOIUTO3y KOH'IOTOBAaHHX OiAKIiB Ha
IOBEPXHI KAITHHU. ApmanTepHi OiAKM (Hamp., €ICHHH) MalOTh YOiIKBITHH-B3a€EMOIIIOYi
JOMEHH, IO “BIi3HAIOTH’ MoaudikoBaHi 0iAKM # Hagaai B3a€EMOIIIOTH i3 KAQTPHUHOM.
Takum YUHOM yOiKBiTHHOBaHI Oiakm IHTEepHAaAI3YIOTbCS y €HIOCOMH,
MYABTUBE3UKYASIPHI TiAblla (mi3Hi eHgocoMu), aizocomu. CopTyBaHHS yOiKBITHHOBaHUX
cybctTpariB y paHHI ¥ Hi3HI €HIZOCOMH 1 Ai30COMH y ccaBIiB moTpedye amanTepHUX
6iakiB TsglO1 (KOAyeTHCS T€HOM IIyXAWHHOI YyTAHBOCTI - tumor susceptibility gene 101)
i Hrs (6irok-cyOcTpaT THPO3WHOBOI IIPOTEIHKIiHA3M, L0 IIO PETYAIOETBECS (PaKTOPOM
pocty remaTouluTiB - hepatocyte growth factor-regulated tyrosine kinase substrate).
[y>xe Y9acTo MOHOYOIKBITHHYBAHHIO ITiJASTAIOTH 3aAy4e€Hi OO0 €HOOIIUTO3Y PELIEITOPH
[IM micag ix 3B’a3yBaHHA 3 AiraHAOM. Y IILOMY BHUIIQAKY V ITi3HIX €eHIZocOMax (PepMEeHTHU
[eyOiKBITUHYBaHHS BHOAAAIOTH YOIKBITHH i3 MOAEKYA PELIENITOPIB AAd IX IIOJAABIIIOTO
BHKOPHUCTAHHS, I1iCAS YOTO HEYOiKBITHHOBAaHI pelenTopH pPelrKAi3yroTbcs B [IM gepes
PEIMKAIYHI eHmocoMu. lled THUII eHIOIMTO3y TAaKOXK BHUKOPHCTOBYETHCS Bipycamwy,
3okpeMa BIA-1 i Ebola, nag moaermieHHs BimOpyHBKOBYBaHHSI BipyCiB Y KAITHHY.

Bzaraai, pelenTop-onocepeiKOBaHUM €HOIHUTO3 € IIIHPOKO PO3IMOBCIOIZKEHUM
MEeXaHi3MOM IIOTPAaIIASHHS BipyCHHX YacCTOK y KAITMHHU xasdiHa. Hamp., Bipyc BIA
BXoauTh y T-KaiTHHH, po3nizHaroun CD4-6iA0K Ha iX MOBEPXHi 3a JOIIOMOIOI0 BAACHUX
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OiakiB-raikomporeiHiB gpl20 i gp4l (puc. 3.28); gpl20 npu IBOMY IIOAETIIYE

€HIOIINTO3 BipyCHUX YaCTOK.

YacTka

BIA CcD4

gp41

| I\ gp120

AKTOP 3NnUTTA

YY)

BIA-
indikoBana
KAiTHHA

Puc. 3.28. Cxema ennoruTo3sy BipycHoi yactku BIA T-raiTuHOIO.

AnHanoriuHi mAgxu BOyZOBYBaHHS xapakTepHi ¥ aag iHmmx PHK-BMmicHuX BipyciB.

Tak, Bipyc rpuny (Influenza virus) BUKOPHUCTOBYE BAACHHMN OIAOK IeMAarTAIOTHHALLT aAd
)

posmisdHaBaHHS TrAikoopuHy A abo ciaaoBoi KHCAOTH Ha MOBEPXHI E€PHUTPOLUTIB,

aKTHUBYIOYH €HAOILIUTO3, IIIAIXOM SIKOTO BipyCH BXOASTH Y KAITHHHU.

Ha puc 3.29 HaBeneHO pi3HI MexaHI3MH IIOTPAaIllASHHS IIQTOTE€HIB y KAITUHY
ccaBuiB. Caixm 1e pa3 HaragaTH, IO i3 yCiX YHCAEHHHUX THIIIB €HIOILIUTO3Y TIABKHU
KaBEeOAdpHE IIOTAMHAHHS He IPUBOAUTHE A0 B3aeMomii cyOcTaHIlii, IO BXOOUTH Y

KAITHHY, i3 BMICTOM Ai30COM, i, BiATIOBiAHO, 10 ii pyHHYBaHHS Tifposa3aMu.
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Bipyc nonioun EJBB?]\;’ / \_‘ E. col S. typhimurium Mycobacteria
exoBipyc 1 cn4+  eniteniii  C. frachomatis - Brucella spp. 3:_/ MikoBakTenii i
Teell  €HEOTERIN . AKTHBHHI BXi i i i
/ l . A L :;acHBHHH Bxig, S. typhimurivm
3 / ACOLJHHTLCA i3
- ; — Lo ‘ KomecTeponon i
" - r b cnnom,eua ninigha~ | 7y nicna
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YHHKANYH ZAHTTA
§V40 NOWHPEHHA _iRiiocoratm
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-~ +
L ta BEIMKYIM, wo -1 -
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g
i
~
TRAHCUNTO
v,

Puc. 3.29. MexaHi3MHU IOTpalAGHHS IIATOTEHIB Y KAITHHY CCaBIIiB.

Ex3ouyumos

Ex3o1To3 — 1€ KiHIleBa CcTamid IPOLEeCcy CEKpeLii HU3KH CIIoAyK. BiH 3amigaHui,
30KpeMa, Yy BHIOIA€HHd HEPBOBUMHU 3aKiHUYeHHSMH HelipoMmeaiaTopis,
TpPaBHHUX 3aA03 - TPaBHUX (PEPMEHTIB, €HAOKPUHHHUMH KAITHHAMHU — BiAIIOBiIHUX
ropMoHiB. B3araai, eK3011uT03 MOXKe BUKOHYBATH TPU OCHOBHI 3aBIaHHS: JOCTaBASTH
Ha [IM Aimigu, v ToMy 4YHCAl ¥ AlmmizHi kommnoHeHTH [IM, gKi moTpanuau BcepenuHY
KAITHHHU IIiZl 9ac €HAOLIUTO3Y; 3BIABHIOBATH Pi3Hi CIIOAYKH i3 KAITHMHH, HAIp., TOKCHUYHI
IPOAYKTHU MeTaboAi3aMy abo CHUTHAABHI MOAEKYAUW (FOpMOHU abo HeiipoMmeaiaTopH),
CHHTE3YBaAUCS B KAITHHI;

peniennTopu abo OiAKM-TPaHCIIOPTEPH.

KAITHHaAMHU

pocraBaaTi Ha I[IM dyHKIliOHaARHI MeMOpaHHI 6iAkH -

3a MexaHi3MOM NOPUUHSTO BHIIAGTH [ABa OCHOBHI IIASIXH €K30LUTO3Y
KOHCTUTYTHBHHH, a00 HeCcremMU(iYHUHE (KaAbLlifi-HE3aAeKHUH, i3 3aAydeHHSIM araparty
Foapmki), SKUW 3ycTpidaeTbcss HOPaAKTUYHO B YCiX €YKapiOTHYHUX KAITMHaX 1 €
HEOOXiIHUM [AS TOOYAOBH IMO3aKAITHHHOIO MaTpPHUKCy i goctaBKu OiakiB Ha IIM, Ta
peryAboBaHUi, ab0 BHCOKOCIIEIU(DIYHUY, KAaABIiH-3aA€KHUI He KOHCTUTYTHUBHUM
€K30IIMTO3, IIPHUKAQIOM SIKOIO MOXKe OyTH CeKpellid TOPMOHIB Ta HelpomeniaTopiB. Y
BUNAIKy KOHCTHUTYTHBHOIO €HOIINTO3y CEKPETOPHI BE3UKYAM 3a BiICYTHOCTI II€BHUX
30BHIITHIX CTUMYAIB JOCTaBASIIOTECS 40 IOBEPXHiI KAITHUHU ¥ 3amBaroThes i3 [IM 1o mipi
ix yTBOopeHHsI. 3a PEryAbOBAHOIO €K30I[UTO3y CEKPEeTOPHI MiXypIli HAKOIIUYYIOTHCS B
KAITHHI, a IIpollec iX 3BIABHEHHSI 3allyCKa€eThbCs IIEBHUM CHUTHAAOM (Ii€l0 TOPMOHY,
3MiHOI0 MEMOPAHHOTO MOTEHIIiaAy), IKHH OIOCEPEAKOBYETHECS MIBUAKHUM 3POCTAHHIM
BMicTy ioHiB Ca?* y IHUT030A1 KAITUHH.

3.6. TecTOBi MUTaHHA

1. Jlo cexpelii COAMHOI KHCAOTH B LIAYHKY NpH4Y€THA:
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A) Cat++-ATdaza; 6) Na+, K+-ATPaza; B) H+-ATda3za; r) H+,K+-ATdaza; a) CFTR

2. CaxCHTOIIHH, TETPOILOTOKCHH €:

A) 6aoKaTOpaMu IIOTEHI[iaA3aAEKHOTO K+-kanaay; 0) 6aoKaTOpamMu
roTeHIliaa3asesxkHoro Na+-KaHaay; B) aKTHUBATOpaMH IOTeHIliaa3asekHoro Na+-
KaHaAy; T) akTUBaTOpaMH IIOTeHIliaa3asexkHoro K+-kanaay; n) 6aokaropamu CFTR-
KaHaAy.

3. SIkuM i3 3a3Ha4YeHHX TPAHCIOPTHHX IpoleciB BiAOyBaeThCA IIAIXOM
noaermeHoi audya3ii:

A) Na+/K+-autunopt; 6) MDR-3aareXHHE OEepPeHOC IUTOCTATHYHHX AiKapChKUX
opernapariB; B) HaAXOMXKeHHd BipyciB y KaituHy; Tr) GLUT-1-3asaexxHuii TpaHCIOPT
raroko3y; n) Na+, raloKko3a-KOTPaHCIOPT

4. SIKHH THN TpaHCHOPTEpPiB NPHYETHHH 10 (opMyBaHHA MHOXKHHHOIL
PE€3HCTEHTHOCTi ILI0A0 XeMOTepaNneBTHYHHX AiKiB?

A) P-tun ATda3z; 6) F-tun ATdasz; B) V-tun ATPaz; 1) ABC-tpancnoprepu; n)
aKBaIllOPHUHU

5. BOyZoByBaHHSI SIKHX TPaHCIOPTHHX CTPYKTYP Yy MeMOpaHy KAITHH KiHIEBHX
BiAAiAiB AMCTAABHHX 3BHBHCTHX KaHaAbLiB HedpoHy i 30ipHHX TPyOOK
CNIPHYHHAE aHTHAIypeTHYHHH rOPMOH:

A) K+-kanaay; 6) Cat+-ganaay L-tumy; B) akBanopuHiB; 1) Na+-kanaay; n) CFTR-
KaHaAy.
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