BEJUKHUN MPAKTUKYM 3 3ATAJIbHOI TEHETUKH
JIEKIIS 4

Tema: HexpoMocomMHa CriaJKOBICTh

[lepeBarkHa OUIBIIICTD €YKAPIOTUYHUX T€HIB MICTUTHCS B KIIITUHHOMY SIZIPL
Kpim sigpa, cBiii BacHUM reHeTUYHUI MaTepial MatOTh [IUTOILIa3MATUYHI OpTraHelH
CYKapiOTUYHOI KJIIITUHU: MITOXOHPIT Ta XJIOPOIJIACTH.

I'enomu 1ux opranen mictath reHu OinkiB 1 PHK, HeoOXiaH1 11 iXHBOTO
(yHKIIIOHYBaHHS. 3a CBOEIO OpPraHi3alll€r0 FTEHOMH OpraHei 3HaYHO BIIP13HIIOTHC
BIJ] I/ICPHOTO TEHOMY I HaraJytoTh T€HOMH ITPOKapioTiB. MoseKynsipHa MaIlIHEPis,
siKa 3a0e3Ieuye eKCIPecito TeHeTUYHO1 1H(OpMaIlii B OpraHesiax, TaKoxk MoaioHa J1o
npokapioTU4HOi. Lli pakTH JIsIiyI B OCHOBY €HJI0CUMO10TUYHOL TEOP1i MOXOMKEHHS
MITOXOH/IPIM 1 TJIACTHU, BIAMOBIAHO JO SIKOI OpraHeM BUHUKIUA B PE3YJbTaT
HE3AJIeKHUX EHJOCUMOIOTUYHUX TMOMAIN: BUIBHO ICHYIOYl O-IIPOTOOAKTEpli Ta
1iaHoOakTepii OynM 3aXOIUJIEHI MPOTOCYKApPIOTHYHOI KIITHHOIO-Xa3siiHOM 1
€BOJIIOI[IOHYBaJIM y crenudiyHi opra"Henu (MITOXOHIpIi Ta XJIOPOIJIacTv
BIJIMTOBIZTHO), SIK1 BIAMOBIAAIOTH 32 AuXaHHs Ta GortocunTes. [1i1 yac koeBoroIii
KJIITHHU-Xa3siHa ¥ €HJI0CUMO10HTa YaCTHUHA MITOXOHIPIAJIbBHUX 1 XJIOPOTIJIACTHUX
reHiB (1HKOJIM IOCUTh 3HaYHA YacTUHA) Oysia mepeHeceHa B siIEpHUN TeHOM.

Takum YMHOM, HASIBHICTH BJIACHOTO TE€HETUYHOIO amapary 3abe3mnedye
MITOXOHJPISIM 1 XJIOPOIIJIACTaM CBOEP1IHY aBTOHOMHICTD BiJI SI/IEPHOTO TEHOMY, aJie
BEJIMKa KUIBKICTh KOMIIOHEHTIB, MOTPIOHUX JUIsi BUKOHAHHS I1XHIX (PYHKIIIH,
KOIY€THCA SJIEPHUM T€HOMOM.

[utonnazmarnyHa craakoBicTs ymnepuie Biakputa K. Koppencom i1 E.
bayepom y 1909 p. y kBiTkoBUX pocnuH. [li3Hime Oya0 10BeA€HO MPUCYTHICTH
CTaOLIbHUX 1 TOCTIMHMX T€HETUYHHMX JCTEPMIHAHT, SKI HE PO3IICTLIIOIOTHCS
MOAI0HO 3 XPOMOCOMHMMH 1 SIK1 3HAXOMATHCS 11032 SIAPOM. YCHaJKyBaHHs O3HAK
MIHJIUBOCTEH OpraHi3aMy, 3yMOBJIEHUX IUTOIUIA3MAaTUYHUMHU CTPYKTYpamu,
JOBEJICHO AJis 0aratboX pOCIHH, TBAPHUH 1 JIIOJIMHH.

Hocismu ciaikoBoCTi MOKYTh OyTH TIJIbKM OpraHeNu KIIITHHU, K1 3/IaTHI J0
camoBiITBOpeHHs. Cepell HUX OIHI PEryialolTh KIITUHHUNA MeTaboi3M
(MITOXOHAPII 1 TMJIACTUIM), a IHIII — MPORYKYIOTh (IOPUISPHI YTBOPEHHS
(KTITUHHUK TIeHTp, a0 LEHTPOCOMH, 1 Oa3anabHI TpaHyIH, a00 KIHETOCOMH).
JloBeneHo, 0 B IUX IUTOIJIa3MAaTUUHUX CTpyKTypax npucytHa JHK, ska
BUKOPHMCTOBYETHCS JIJIs ITEpeaaBaHHs cakoBoi iH(popmariii. Ha BigmiHy Bija cTasmoi
KUIBKOCTI XpPOMOCOM, HEXPOMOCOMHI CTPYKTYpH TIPEACTaBlIeHI B KIITHHI
6aratokpatso (ommbko 100 mmacrug, 700 mitoxouapii, 100000 pudocom). 3aBasiku
TaK1¥ KIJILKOCTI ITUX OPTaHEeJ, [IUTOIIa3Ma B MOPIBHSIHHI 3 SIIPOM, MEHII MIHJIMBA, a
HEBEJIMKI YU CIIOBI 1X 3MiHM HE CYTIPOBOIKYIOTHCS ICTOTHUMH MOPYIIEHHSIMH O3HAK
B OpraHi3Mmi.

[lin BOAMBOM pi3HUX 30BHINIHIX YMHHUKIB B OpraHi3mi BiJOyBalOTHCA
cnenu@iyHi 3MIHM KOMITOHEHTIB HEXPOMOCOMHOI CIaJIKOBOCTi. BOHU MOXyTb
ICTOTHO BIJIPI3HATHUCS MK COOOI0 3a CTIMKICTIO TEHOTHIIHOTO MposiBy. HalimeHin
CTIMKI 3MIHM OTPUMAaJIN Ha3BY T€HOKOIIII.
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@Denokonii—11€ 1HAYKOBaH1 3MIHU O3HAK OPTaHi3My, K1 30€pIratoThCs TUIBKU
BIIPOJIOBXK MOro kuTTA. Hamaaku Takoro opraniamy npu cTaTeBoOMY PO3MHOKEHHI
BTPAvYaroTh 11 O3HAKHU.

OTpuMaHO JOCTATHIO KUIBKICTh JIOKa3iB TOTO, IO MITOXOHJPIi JIFOJIUHUA
MAaIOTh BIIACHY CI/IKOBICTh. [1eHTH(ikOBaHI BCi T€HU MITOXOH/IPIaIbHOTO TEHOMY,
K1 YCHAJIKOBYIOTbCA JUIIE BIA MaTepl 4Yepe3 IUTOIJIasMy SUIEKIITUHU.
OxapakTepHu30BaHO yHIKaJIbHI BIIaCTUBOCT1 OpraHizallii MiTOXOHIP1aIbHOTO TEHOMY,
110 BIAPI3HSAETHCS BiJl SAEPHOTO, MyTallli SIKOTO 3yMOBJIIOIOTH HU3KY XBOPOO
MOIUHU. Y HbOMY HapaxoByeTbes 16600 HykineoTuaHux mnap. MiToXoHapii
nepearoThes MUTOILTA3MOIO MM yac moniy. Crepmii He MaroTh MITOXOHIPIH,
OCKIJIbKH IIUTOIIA3Ma €JIIMIHY €ThCS ITPH JO3P1BAHHI YOJIOBIYMX CTATEBUX KIITUH. Y
KOXKHIN stiiekmiTuHl MicTUThCA 25000 MITOXOHJpiH, KOKHA MITOXOHJIpisS Mae
KUIbLIeBY XpoMmocomy. MitoxonapianbHa JIHK moguHu mMoxke po3misimaTvuch sK
HalMEHIIIa XpOMOCOMa OpraHi3My, 0 CKIagaeThes 3 5-10 imenTrnarux komii JIHK,
K1 HecyTb 16568 HykIieoTHHUX T1ap 3 37 TeHaMu, 1110 BIAMOBIAAIOTH 32 O10CUHTE3
13 o6inkie ta 22 TPHK. Taka kopoTka HYKJIEOTHUJHA MOCIIJOBHICTH
mitoxouapianbHoi JJHK xomye nmuie Hesnauny yactuny Beix OuikiB 1 PHK, mio
MICTSITBCS Y MITOXOHJIPISIX.

JloBeneHo, mo mitoxouapiansHa JIHK mepenaeThes TITbKH Bijl MaTepl BCIM il
HalaKaM 1 BiJl JOYOK BCIM ii MOKOJIIHHAM (MaTEpPUHCHKE yCaaKyBaHH: ). OCKUIbKH
MmiToxoHapianbHa JJHK HanexuTh TiIbKU OqHOMY 3 0aThKiB, TO peKOMOIHAIIIHI
3miHM, BiactuBl mus simepHoi JJHK B Melosi, BiACYTHi, OTXe BiJICYyTHS 1
KOMO1HaTHBHA MiHJMBICTh. HyKII€OTH/IHA MOCTITOBHICTh 3a3HAE 3MiH B1J1 TOKOIIHHS
710 TIOKOJIIHHS TIJTBKM 332 PaxyHOK MyTallii, siki BiIOyBalOThCSA B JECSATOK pasiB
IHTeHCHUBHIIIe, HIX B siaepHin JJHK.

Hampukinii XX ¢T. BUAILICHO OKpEMHUN PO3/I1JI TeHETUKH — MITOXOH IpiajlbHa
TCHETHKA Ta HOBUU PO3/1T MEIUIIMHN — MITOXOHApiaiabHa mmatosoris. Knacuaamvm
MaTOTHOMIYHUMH TPOSIBAMH MITOXOHJAPIaJTbHUX XBOPOO BBAXKAIOTHCS MIOMATI,
eHuedanonarii, JakraT-anuao3, cuaapoM Kepuca-Celipa, MiOKJIOHYC-€MIIEICIA
atpodisa 30poBoro Hepsa Jlebepa, 10OpOSAKICHI MyXJIMHU Ta 1HII. s XBOpoO
TaKOTO IeHE3y BIACTUBHUYN 3HAUHUN KITHIYHUN MOIIMOP(DI3M.

Onniero 3 QopMm reHHOI Tepamii MOXHa BBaXKATH TpPaHCILIAHTALIIIO
MITOXOHAPIHN (Y METOJ MUTOTIa3MaTUIHOI 3aMiHH ) — HEIIOAABHO PO3POOJICHHIA
METO/, 1110 JJO3BOJISIE JIIKYBaTH /€Kil (hopmu Oe3miiiis Ta 3ano0iraTi po3BUTKY B
IJI07Ia 3aXBOPIOBaHb, MOB’A3aHUX 13 Ae(EKTOM MITOXOHApIA. MITOXOHApPIT MatOTh
BinacHy /JIHK, 1o xomye kinbka 6151kiB, Tpancnopraux Ta puoocomaux PHK. TTonpu
HeBenmuukuii po3Mmip, 1 JHK weoOxigHa ams HOpManbHOTO (DyHKITIOHYBAHHS
KJIITUHHU, 1 MyTallil B H1i IPU3BOJIATH 10 CEPUO3HUX, YACTO JIETATbHUX, TOPYIIICHb
po3BUTKY auTuHU. MitoxonapianeHa JJHK ycnaakoByeTbest AUTUHOIO Bl MaTeEpl
(0OyMOBITIOIOUH ITUTOIUIA3MATUYHY CITaJIKOBICTb), 1 SIKIIIO MaTH Ma€ B HIA MyTallii,
AUTUHA TaKOX HAPOIUTHCS XBOPOIO.

VY BaXKUX BUIAJKAX €IUHUM JIEBUM METOIOM BUPIIICHHS Ii€T TpoOIeMu €
BUKOPHMCTAHHS 3I0POBHUX MITOXOHJAPIM B JOHOpA IS 3aMIMICHHS MITOXOHIPIN
Marepi, 10 HecyThb MyTallii B MiToxoHapianbHii JIHK. Bxke po3pobieno meTomy,
0 JO03BOJISIFOTh MEPEHOCUTH SIIPO 13 SUIEKIITHHU YW 3WTOTH TAIIEHTKH 10
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3I0pPOBOi SIULEKIITUHM YU 3UTOTH, OTPUMaHOI BiI JKIHKH-JAOHOpa. Taxa
SAUIIEKITIITUHA, [0 MICTUTh XPOMOCOMHH I MaTepiall ABOX OATHK1B Ta MITOXOHAPIT BT
TPETHOI )KIHKH, JA€ TOYATOK 3/J0POBOMY 3aPOJIKY, SIKU HOPMaIbHO PO3BUBAETHCS Y
MaTIll KIHKH ITaI[I€EHTKH.

Memoo yumonaasmamuyuHoi 3aMiHu MA€ OeKiIbKA emanie.

BusiBnsieTbest 3urora napu Nami€HTiB 3 YIIKOIKEHUMU MITOXOHIPISIMH.
310poBe AAPO BUHMAETHCS 13 YIIKOIKEHOT 3UTOTH.

Anpo Bunanserbes 13 310pOBOT 3UTOTH.

Sapo mamieHTIB MEPEeMIly€e€TbCsl JO 3UTOTH JIOHOPIB 31  3J0POBUMHU
MITOXOH/IPISIMHU.

Buacniiok mpoBeleHHX MAaHIMYJALIM OTPUMYIOTh €MOpiOH, M030aBlIeHUI
MITOXOHJPiaIbHUX XBOPOO.

Ha wmiciii 3uror MoxyTh OyTH SHLIEKJIITHHU, TOJI ITICTIS TIEPEHECEHHS siipa
3MIUCHIOIOTH MITYYHE 3aILTIIHEHHS ClIepMaTo30i1aMu OaThKa.

HemrogaBuo ykpaiHCHKUM JIIKapsiM BAAJIOCS YCHIITHO 3A1MCHUTH TIEPECAIKY
MITOXOH/IpiH, 3aBAsku yomy y ciudi 2017 poky y KueBi HapomuBcs 310poBHid
XJIOITYHK.

TexHoJIoT110 TIepeca KyBaHHSI MITOXOHAPIN y TTOMYISAPHIN JIiTepaTypl 1HOAL
Ha3WBaIOTh HAPOPKEHHSAM IMTUHU BiJl TPHOX OATHKIB, ajie 3 TAKMM BU3HAYCHHSIM HE
3rofiHi OUTBLIICTh (PaxiBIIiB, 110 MPAILIOIOTh Y 1111 ramy3i. MitoxonapiansHa JJHK
Komye nuie 13 GUIKIB JTI0UHU 3 KIJTbKOX JIECATKIB TUCSY, 1110 € B OPraHi3Mi, TOOTO
il BHECOK 710 popMyBaHHS (PEHOTUITY JIFOAUHU MiHIMATBLHUMN.

OcranniM yacom miToxoHapiaibHa [JHK BUKOpHCTOBY€ThCS B MOMYIISILIAHKX
JOCITIDKEHHSIX, BUPIIMICHH] MUTaHHS momupeHass Homo sapiens mo miaHeTi Ta
MOXOKEHHSI JIIOJICHKHUX PAC, TOXOPKEHHSI 1 TEHETUYHOI CTPYKTYPH OKPEMHX €THOCIB
1 TOMYJISIIIIH.

Tak, HOCHTH IIKABUMH € HAyKOBI JOCIIHKCHHS IOIO JOMIHYBaHHS Ha
MJIaHEeT1 HAIllaKiB MITOXOHpiaJIbHOI €BH.

MitoxoHapianpHa €Ba — 1M1, JaHE MOJICKYJIAPHUMH 010JI0TaMH KIHII, STKa
Oyna OCTaHHIM CHIJIBHUM MPEIKOM YCIX HUHI ICHYIOUHX JIFOACH MO0 MaTEPUHChKIN
niHii. Ockinbku MiToxoHapianekHa JJHK ycnaakoByeThes TIIbKHM O MaTEPUHCHKIN
JiHi1, y BCIX HUHI cydacHuX Jroaen taka JIHK Oyma orpumana Big «€Bu».

MiTtoxoHpii — 1€ BHYTPIIIHBOKJIITUHHI OPraHed, 0 MaloTh HEBEIUKY
BlacHy xpomocoMy. Ha Bigminy Bing siaepnoi JHK, sixka micTuTh mnepeBakHy
KIJIBKICTh T€HIB 1 B TIPOIIECI CTATEBOTO PO3MHOKEHHS IT11/TA€ThCS pEKOMO1HAITI1, TaK
110 HAIlaJIKK OTPUMYIOTh ITOJIOBUHY I'€H1B BiJl 0aThKa, a APYTY MOJIOBUHY BiJ MaTepi,
MmiToxoHipii Ta ix JJHK autuHa oTpuMye TIIBKUA 3 MATEPUHCHKOT SHLIEKITITHHHL.
Ockunbku MiToxoHapianeHa JIHK He niggaeTbest pekoMOIHAIl 1, 3SMiHU B H1i MOXKYTb
B1JI0YBAaTHUCS BUKJIFOYHO 32 JOTIOMOT'OI0 PIAKICHUX BUMAAKOBUX MyTauiil. [1lnsxom
MOPIBHSIHHA OC1A0BHOCTI MiTOXOHIpianbHOl JJHK 1 BUHUKHEHHS B Hill 3 yacoMm
MyTaIliii MO>KHa HE TUTbKH BU3HAYUTH CTYTIHb CIIOP1THEHHS HUH1 ICHYIOUM X JTFOIEH,
a ¥ mpuOJIM3HO BUPAXyBaTH Yac, HEOOX1THUM JJIsl HAKOMMYEHHS MyTalliil B Tiil un
THIIHA MOMyJsIii Jroaei. TakuM 4ynHOM, MOYKHA OOUMCIIUMTH 1 €T10XY, KOJIM My Tarlii
e He OyJ1o, 1 MpeaKoBa MOMYJISIIS JIFoAeH Oyna TeHeTUYHO OHOPIIHOIO.
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VY 1987 poii Pebekka Kann (Rebbecca Cann) 3 koneramu npunycTHIM, 110
MITOXOHapiabHa €Ba Moria xkuTH Mixk 140000 1 280000 THCSY pOKiB TOMY. 3T1THO
3 OUIBLI I3HIMU PO3paxyHKaMU MITOXOH/IpiaibHa €Ba sxuia 61au3bko 140000 Tucsy
pokiB Tomy B CxigH1id Adpuiii.

Xoua MiITOXOHApiaJlbHa €Ba Ha3BaHa B 4YecTh O0107iKHOI, 11 He cCmia
OTOTOKHIOBATH 3 0101111 HUM MEepCOHakeM a00 BBaXKaTH, 110 BC1 JIFOJIU € HAI[aAKaMU
JuIe omHiel KiK. MiToxoHIpiaabHa €Ba — HayKoBa aOCTpaKIlisi, CTBOpEHA s
CHpoleHHs po3paxyHkiB. Hacrpas/i MoBa iiie mpo BIAHOCHO OAHOPIHY T€HETHYHY
MOMYJIAIII0, CEPe] HaIaAKIB SIKOT OIBIIICTh HUHI ICHYIOUUX JIIOJIed OTpUMAIIH
MmiToxoHapianeHy JIHK Big omHi€T )KIHKH, B TOM Yac SK HAIAIKH 1HITUX KIHOK T10
npsAMiN AKIHOY1H JIHIT TI€T XK MPEIKOBOT MOMYJIALIT HE A0 JI0 HAIMX AHIB. SIKII0
y KIHKH HEMa€ >KOIHOI J0YKH, TO i1 MiToxoHapianbHa JIHK He Oyne mepenana
HalaaKam J1aii ii BIacHOro CMHa, Xo4a MOJIOBUHY 1HIIIMX TeH1B yCTaAKYIOTh CHHH 1
1X HaIIaJIKHu.

OCKI1JIBbKH TOM YIS HI T€HETUKH BBAYKAIOTh 0aTHKIBIIIMHOIO
MITOXOH/IpianbHOT €BU ApuKy, ii 1HOA1 Ha3uBarOTh adpukaHcekoro €Boro. [Ipu
HalaBHINIOMY MOl MPEAKOBOI MOMYJALIl y JIOAEH YTBOPHWIHCS YOTHPH
rarmorpynu LO, L1, L2, L3. 3 Hux, nepmianepeaxae y OyIIMeHiB, Ipyra y Imrmeis.
JIBi ocTaHH1 TakoX € y a(pUKAaHCHKUX HAPOMIB, ajie TUIBKU BiJ rariorpynu L3
BiIX0AATh Makporpynu M 1 N, Hocii sikux mirpyBaiu 3 A¢ppuku B €Bpasito.

IcHyr0Th anpTepHATUBHI MOSCHEHHS MITOXOHAPIAIbHOT TeHeaIorii HapoIiB
3emiti. Hanpuknaz, aHanoriune reHeasoriyHe APeBo MOIIO BUHUKHYTH, SIKIIO Ha
paHHIl cTajli po3ceNeHHs OUTBIIICTD JIOJEH 3arMHy/a Yepes3 sKIiCh emniaemii abo
MPUPOHI KaTacTpodH, a Ti, M0 BUKIIHM IPEJACTABISLIA COOOI0 HEBEIUKY TPYIy
KpOBHUX poauyiB. OmHak crnpodbu mnoOyayBaTH TE€HEaIorir0 Ha IiJCTaBl
JOCIIJKEHHSI IHIIINX T€HIB HE MIATBEPDKYIOTh rinoTe3y karactpodu. Kpim toro,
ciig Opaty A0 yBaru oOMiH reHaMu, SIKUi BiOyBaBCs B pe3yJbTaTl ILT00IB MiX
JAJIEKUMHU POANYAMU, B PE3YIbTATi YOr0 TE€HOMH MPOJOBKYBAJIM 3MIIIYBaTUCS B
NOMYJIALIAX BXKe Mmicist Buxoay 3 Agpuku. HaiiOunpiia pi3sHOMaHITHICTh My Tallil,
sKa CIIOCTEPIraeThCs B appUKAHCHKUX HAPOIIB, TAKOXX MOXKHA TOSICHUTH TIO-
pizHOMY. 3 OTHOTO OOKY, 1€ MOXK€ OyTH PEe3yJbTaTOM TPUBAIOTO MPOKUBAHHS
npeakoBoi nmonymsmii B Adpuii. 3 iHmoro 60oky, B AGpulli yaciB MaJieoNiTy
HacCeJIEeHHS MOIIO OyTH MPOCTO YUCETbHIIINM, HIK B IHIIMX PErioHaXx.



