TpaHCcaAUMOHHBIE UCCJICIOBAHUS B
HEeMPOOHMOJIOTUH

«Ymo mul 3Haem o 3abonesanusx mosea u omxyoa? Kaxyro ungopmayuio mei mo-
JHceM NoUepnHyms U3 KIUHUYECKUX UCCIe008AHUN, d KAKYIO — U3 IKCHepUMeH-
manbHblx Hayunvlx pabom? Kax epamommo nepenecmu pe3yiomamaol uccie008aHull
om npooUPKU U 1A6OPAMOPHOL MbIUU K UCHOIb308AHUIO 80 8pA4eOHOU npakmuke?
Oxa3zvieaemcs, nOcieOHUM 80NPOCOM 3AHUMAENCSL OMOeNbHAs 001ACHb MEOUYUH-
CKOU HAYKU — MPAHCAAUUOHHASL MEOUUUHA, O KOMOPOU U NOUOem peyb 8 SMoul
cmamve. Ho cnauana paszbepemcs c mepmunamu. ».

Kaxk usBectHO, 3a1aucii pyHAaMEHTATBHBIX HAYYHBIX HCCJIET0BA-

HUIi SBJISICTCS TOHUMAHUE PUPOJIBI U e 3aKOHOB. [10100HbIe HCCie0Ba-
HUSL HE TPECIICIYIOT MPAKTHUCCKUX IeTIeH, X0Ts JIFoboe GyHIaMeHTaTbHOE
HAyYHOE 3HAHUE JJaeT BO3MOKHOCTh PEIINTh MHOXECTBO MPAKTHYCCKUX 3a-
nad. 1 mouckom Takux pelieHUi 3aHUMArOTCs MPUKJIAIHbIE HCCJIe10Ba-
Hust. Knuanveckue uccnenosanust (clinical trials) usydarot s dexTuBHOCTD
OIpEIETIEHHBIX TEPAIEBTHUECKUX BMEIIATEIbCTB/IPENapaToB WM HOBBIX
METUIIMHCKUX TEXHOJIOTHIA TIPH OTPEIeICHHbIX 3a001eBaHusX (oapoOHee
0 KJIMHUYECKHMX MCCIIE0BaHUsX ). ECITU B3STh IIUpE, TO HAYYHBIE UCCIIEI0-
BaHwus, MpoBoauMbIe B kinHuKe (clinical research), crasst nepea coboit
1eTTb B IIEJIOM YIITyOUTh 3HAHUsI 0 OOJIE3HSIX denoBeka. MccemoBanus B
KJIMHUKE BCEr/1a MPOBOISITCS Ha YeIOBEeKe (MM MaTepuale, mojJydeHHOM OT
KHUBOTO YeJIoBeKa — 00pa3liax TKaHW UJIU, HallpUMep, KOTHUTUBHBIX (eHO-
MEHax).

OnHako, Mexly (hyHIaMEHTaIbHBIMH UCCIIE0OBAaHUSMH U HCCIIEIOBAHUSIMH,
MIPOBOANMBIMU B KJIMHHUKE, CYIIECTBYET OrPOMHasl MPONacTh, Ha3BaH-

Has Nature «gonunoit cmeptu». Takue ucciaeoBaHusI TPOBOAATCS, KaK Mpa-
BUJIO, HE3aBUCHMO Pa3HBIMH IPYIINIAMU YYEHBIX, YTO IPUBOJIUT, C OJHON
CTOPOHBI, K HEIOHUMaHMIO MPAKTUYECKUX 3a/1a4y KIMHUYECKUX Bpayell yue-
HBIMH, 3aHUMaIOIUMUCS QyHIaMEeHTaJIbHON HayKOH, 1 HA000pOT — K He-
3HAHUIO Pe3yNbTaToOB (yHIAMEHTAIBHBIX UCCIIEJOBAHUIN BpayuaMu, 3aHUMa-
IOLIUMUCS MCCIIEOBAHUAMHU B KiIMHUKe. Kpome Toro, nccienoBaHus Ha ye-
JIOBEKE UMEIOT CEPhE3HBIE OIPAHUYEHHUS, IOCKOJIBKY MOJIEKYJIIPHBIE U Kile-
TOYHbIE YPOBHU OpPraHU3AIMK MO3Tra MPAKTUYECKU HETOCTYITHBI IS MPSMO-
ro U3y4eHHs Ha )KUBOM YeJIOBEKE. 3a4acTyio 3a00JIeBaHMsI U3Y4alOT TOIBKO
Ha 00pasiax, B3sATHIX IIPH ayTONCUM (TIOCTIE CMEPTH ), TMO0 HA MaTepHae,
MOJIyYEeHHOM B pe3yJbTaTe ONepaluy Wik OMONCHH (B31TOM IIPU KU3HN).
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[Tpeoaonenue «I0MMHBI CMEPTH» — 3a]1a4a TPAHCIAIMOHHBIX HCCIICT0Ba-
Huil. [To TpaHCASIHOHHBIMH HCCJIETOBAHUSIME TOHUMAIOT HAYYHBIC Pa-
OO0TBI, 11eJTb KOTOPBIX — MEPEHOC HOBBIX 3HAHUI O MEXaHU3MaX PabOThI
MO3ra U ero 3a00JIeBaHUsX, MMOJIYICHHBIX B 1abopaTopuu, B cepy paspa-
OOTKH ¥ IPUMEHEHUS HOBBIX METOJIOB THATHOCTHUKH, JICUCHUS HITH MTPEO0T-
BpalnieHus 3a001eBanmii yenoBeka. O003HaUEHHOE HATIpaBIICHHE TIEPEHOCA
3HAHHS — OT JIaDOPATOPHOTO CTOJIA C MPOOMPKAMH K TIOCTEJIH TallHeHTa —
HasbiBaercs bench-to-bedside (puc. 1).

TpaHcnAUMOHHbIE NCCneaoBaHNA

OT na6oparopHoro crona
K KnuHuke («bench-to-bedside»)

OT KNMUHUKK K NabopaTopHOMY
ctony («bedside-to-bench»)

Pucynok 1. HanpaBiieHust TpaHCASIHMOHHBIX HCCJIEI0BAHNI

OueBuAHO, YTO IS U3YUECHUSI MEXaHU3MOB 3a00JIeBaHUs yYEHBIM B J1a00-
paTopuu HEOOXOAUMO KaK MOXKHO 00Jiee TOUHO CMOJIENTUPOBATh O0JIE3Hb
YeJI0BEeKa Ha )KUBOTHOM. BocriponsBeieHne orpe/ielIeHHbIX CHMITOMOB 00-
JIE3HH YeJIOBEKa Ha J1a00paTOPHOM MBIIIN WUITH JTaKe B OT/ACIIBHO B3SITHIX
Heiponax B yamke I[leTpu Takxke sBisieTcs 3agaueil TpaHCISIMOHHBIX HC-
CIIeIOBaHUit, KOTOpBIE HOCAT Ha3BaHue bedside-to-bench (puc. 1). K rakum
UCCIIEIOBAaHUSIM, HAIIPUMEp, OTHOCSTCA PadOTHI € IieJICHANPaBICHHBIM U3~
MCHCHHEM I'CHOB MBIIIN, €CJIIN U3BCCTHO, UTO TAKHUC U3MCHCHUS IPUBOJAT K
3a00JIeBaHUIO y YenoBeka (1ogpoOHee 00 UCCiIeOBaHUSAX Ha MBIIIAX CM; O
METOJ1aX, IPUMEHSIEMbIX B HEHPOOMOIOTHH B 11esIoM). M3yueHne Takux
MBIIIEH MOKET MHOTO€ CKa3aTh O POJIM MyTallUii B pa3BUTUH 3a00JI€BaHHIA
y 4esnoBeka. /[aBaiiTe Ternepb pacCMOTPUM HECKOJIBKO MPUMEPOB TPAHCIIS-
IIUOHHBIX UCCIIEOBAHUI.

AKTUBHOCTb HEMPOHOB U coaepxa-
HUe Kucrnopoaa B KpoBU

[TepBbiM mpuMepom OyieT paboTa, oKa3aBlias 3aBUCUMOCTb CTEIICHH aK-
THUBaLUU HEHPOHOB U yBesnnueHus: BOLD-curnana rnpu ucrosib30BaHUU
¢dbyakunonansHoit MPT. B dusunonorndeckux paborax Ha )KHBOTHBIX YaCTO
HCIOJIb3YIOT METOJ] PErUCTPALUU 3JIEKTPUUECKON aKTUBHOCTH OTJIEIbHBIX
Heiponos (single unit recording), aust Yero TOHKUI 3JEKTPOJT BIKUBIISACTCS
B MO3T HETOCPEACTBEHHO BOIU3U U3y4aeMOro HelpoHa. ITO MO3BOJISET
MOHSTh, IPU KAKUX YCIOBUSAX TOT WM MHOW HEHPOH MPOSIBIISIET aKTUBHOCTD
(uHaue roBopsl, TEHEPUPYET MOTEHUMAJ JeCTBUS — CUTHAJ, KOTOPbII
nepenaeTcs IpyruM HeipoHam). 3a uzydenue GyHKIUU MO3Ta UMEHHO Ta-
KHM METOJ/IOM Y KpbIC B CBOOOTHOM MOBEJICHUH TpyIna yueHbIx u3 Hopse-
run nonyuusa HoGeneBckyro npemuto B 001actu GU3MOIOTUN HITK MEIH-
1uHbl B 2014 rony («3a onucaHue MEXaHU3MOB IIPOCTPAHCTBEHHOM MaMsATH

Y KPBICY).

Ho Mo>HO 11 1o100HBIE SKCIIEPUMEHTBI IEPEHOCUTh HEMOCPECTBEHHO Ha
yenoBeKka? BykuBiIeHMe 31eKTPOA0B YEIOBEKY JUIsl U3ydeHUs! QyHKIIMU
HEHPOHOB OYEHb OTPAHUYEHO, XOTS Takue paboThl cymiecTBy0T. K npume-
py, «Helponbl JxeHHUpEep DHUCTOH) — pearupyroue akTUBaue npu
NpeabsIBICHUH N300paKeHUI U3BECTHON aKTPUCHI — OOHAPY>KEHbl UMEHHO
IIPY IOMOIIY UHBa3MBHOM perucTpaiy OTAEIbHbIX HEHPOHOB y MMallMEHTOB
BO BpeMsl 00CiIeI0BaHNs U XUPYPrHUECKOTO JIEUSHHSI STHIIETICHH.

JUis n3yyeHust akTUBHOCTH MO3Ta MPH ONpeeIeHHON KOTHUTUBHON
Harpyske, Oyab To npeabsiBieHue GoTtorpaduii uiM opueHTanus B Ipo-
CTPAHCTBE, B MCCIIEOBAHUAX Ha 3JJOPOBBIX JIFOJSIX UCTIONB3YIOT (PYHKIIMO-
HanbHyl0o MPT (¢MPT). Meton 6e3omaceH 1 He TpeOyeT HUKaKHX UHBa-
3MBHBIX BMelaTeabcTB. Ho mpobiema B TOM, UTO OH HE PEerUCTpUpYeT
HaANpsSIMYIO0 aKTUBHOCTh HEMPOHA, KaK 3TO JIENAeT AIEKTPOJI, @ PErUCTPUPYET
tak Ha3biBaeMblii BOLD-curnaa (blood-oxygen-level-dependent), mpore
TOBOPSI — CTEIEHb HACBIIICHHS] KPOBU KHUCIIOPOJIOM B JIOKAIIBHOM y4YacTKe
Mmo3sra. [Ipenmnosnaraercs, 4To CTENEHb OKCUT€HALIMN 3aBUCUT OT CPEIHEN
AKTHBHOCTH HEHPOHOB B 3TO# 00s1acTH (MoapodHee 0 paboTe HelpoHa ci.),
TaK Kak il pabOThl HEHPOHOB HY)KHA 3HEPTUsl — IIII0K03a U Kuciopox. Ho
Ha caMOM JIeJI€ 3TO YTBEP)KJIEHHE He 04eHb 04eBUIHO. [loTpediaTs kuco-
POl MOTYT HE TOJIBKO aKTUBHBIE HEHPOHBI, HO U HEHPOHBI, KOTOPBIE MOJTY-
Yal0T HOJIOPOrOBbIE CUTHAJIBI, IO CHJIE HEJOCTATOUHbIE Ui (POPMHUPOBa-



HUS OTEHIMAaNa JeHcTBUS (TO €CTh TaKue HEHPOHBI OCTAIOTCS HEAKTHBHbI-
MU, HO UMEIOT BBICOKUI YPOBEHb METa0OIU3Ma, CBSI3AHHBIN C aKTUBHBIM
M3MEHEeHHe MeMOpaHHoro noTeHnuana). Kpome toro, B Mo3re notpe0isitoT
SHEPTUI0 U BCE JPYTUE KIETKHU, HAIPUMEp, KJIETKH IJIMHU, YHCIIO KOTOPHIX B
MO3T€ IPEBBIIIAET YUCIO HEHPOHOB!

Kak sxe cBsi3aHa aKTUBHOCTh HEHPOHOB (UHMCIIO MTOTEHIIUAJTIOB JICHCTBUS 32
cexyHny) u ypoeHb curiana MPT (BOLD-curnan)? OTBETUTH HA 3TOT
BoIpoc Be3BaIKCh yueHble u3 CIIIA u omyOimkoBanu pe3yastatsl B 2000
roay. s npoBepku runotessl, yto BOLD-curnan ¢MPT nanpsimyro 3a-
BHUCHUT OT aKTUBHOCTH HEUPOHOB, ABTOPbI UCIOJIb30BAJIN CIAEAYIOIINN TH-
3aifH sKcniepuMenTa. B kauecTBe uccneayemMoii 00s1actu BeIOpain 00J1acTh
3pUTENBbHOM KOpBI V5, KOTOpast COIEPKUT TPYIIBI HEMPOHOB, CHEITUPUIHO
aKTUBUPYIOLIUXCS ONPEICIICHHBIM HAIIPaBICHUEM JBUKEHUSI 3pUTEIBHOTIO
cTuMylia. B kauecTBe CTUMYyJIa UCIIOJIB30BAIM SKPaH C JIBHKYIIMMUCS TOY-
KaMHU € IIOCTENIEHHO YBEJIMYMBAIOLIEICS 10JIeH TOYEK, ABMXKYIIUXCS B OJ1-
HOM HaIlpaBJICHUHU (YTO 3aCTaBIIACT HEHPOHBI B V5 MOCTENIEHHO MOBHIIIATH
CBOIO aKTUBHOCTSH). [lepBbIM 3Tanom ucciaenoBaTeNn MoKa3ail Npu IoMo-
i GMPT Ha uenoseke, uto BOLD-curnan Bo3pactaer npu yBelInYeHUH
JIOJIU TOYEK, IBUKYIIIUXCS B OHOM HampasiieHuu. Bropast yacTs uccneno-
BaHUs ObljIa MPOBEJIeHa Ha 00e3bsiHaX TakXke ¢ ucnosb3oBanueM GMPT —
yueHbie yoenunuch, 4To BOLD-curnan y 06e3bsiH U3MEHsIETCS aHAJIOT Y-
HBIM 00pa30oM U B TeX ke ycnoBusx. M nanee ucciaenoBareny npyu NOMOIIU
AJIEKTPO/IOB PETUCTPUPOBAIIN OT/ENIbHBIE HEUPOHBI Y 3TUX 00€3bsIH B 3pHU-
TEIbHOW KOPE U NOKa3aJIM JUHEWHYIO 3aBUCUMOCTb MX aKTUBHOCTH OT J10JIN
JBUKYIIMXCS B OJTHOM HaIllpaBJIeHUU TOYEK Ha HKpaHe. Takum oOpa3om ObI-
JI0 TTOKA3aHO, YTO CTENEHb AKTUBALIMU HEWPOHOB IIPU PETUCTPALIMU UX AK-
TUBHOCTH 3J1eKTpoaoM u BOLD-curnan pMPT cBs3anb! 1uHENHHO (TO ecTh
BO3PACTAIOT NMPOMOPIHMOHAIBEHO). DTH BBIBOABI MOATBEPKIAIOTCS U B JIPY-
TOM HCCJIEJOBaHUM Ha 00e3bsiHaX ¢ OJJHOBpeMeHHoM peructpauuein pMPT
Y HEWPOHOB yiKe JIpyroi obsactu 3putenbHoit kopsl (V1), pearupytorieii Ha
MJIaBHOE M3MEHEHHE KOHTPACTHOCTH M300pakeHui (puc. 2).
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Pucynok 2. U3menenue curiana ¢MPT yesioBeka nponopunoHajabHO
H3MEHEHHMIO AKTHBHOCTH HEeHPOHOB 00e3bSIHbI B OTBET HA OIMH M TOT
JKe U3MEHSIOIIUIICA 3PUTENIbHBINA cTUMYJI. YepHvimu mouka-

Mu 0003HAYEHBI CPEIHUE 3HAUEHHSI aKTUBHOCTH 3PUTEIILHON KOPBI YelloBe-
ka (o6macte V1) Ha pMPT mipu pa3HOil KOHTPACTHOCTH MPEIBSIBISIEMOTO
n300pakeHus («ycbl» y TOUeK 0003Ha4aroT =1 cTaHIAapPTHYIO OIIUOKY
cpennero). Kpacuas kpusas OTpakaeT CPeIHIO aKTUBHOCTh HEHPOHOB B
3pUTEIBHOM Kope 00e3bsiHbI (00acTh V1), perucTpupyemMyro mpH moMoIu
AIIEKTPOJIOB.

[TycTh Bac HE cMyIIaeT, YTO MPUBEICHHBIE pa0OTHI BBHITIOJIHEHBI Ha 3/10PO-
BBIX JIFOJSIX U HE MEHee 3[I0pOBBIX 00e3bsHax. dynkimonansHas MPT B
KJIIMHUKE TTPUMEHSIETCS TTPH M3YYCHUH MHOTHX 3a00JIEBaHUI — B TOM YHC-
JIe TI0Ka3aHO CHU)KEHUE CUTHAJIA OT TUIITOKAaMIIa [P TaKOM BHJIE IEMEH-
1WA, KaK 00JIe3Hbp AJbLIreliMepa , 4YTO MOYKET MCITOIh30BaThCS B IMATHO-
ctuke 3a0oneBanus. CI0XKHO MEPEOEHUTh 3HAUCHNE TAaKUX TPAHCISAINOH-
HBIX UCCJIEAOBAHUM — ATO Ba)KHasl CTYNEHb, BeAyllas HAC OT PE3yJbTaTOB
(GyHIaMEHTAIIbHBIX UCCIICIOBAaHUI HA KUBOTHBIX K MCCIICIOBAaHHSIM HA Ye-
noseke (bench-to-bedside).



MexaHuU3MbI BPOXXOEHHOro HUcTarma
y YyerioBeka

[Tpumepom TpaHcasIHOHHON paboTsl bedside-to-bench mosxker siBisTHCS
HCCJIEIOBAHME 110 U3YYEHUIO MEXAaHU3MOB BPOKJIEHHOTO HUCTAarMa, IpoBe-
JICHHOE B ICBSITH Pa3HbIX HAYYHBIX U KIMHUYeCKuX LeHTpax llIBeinapun,
Benrpun u lanuu B 2016 roxy. Huerarm — Henpou3BoJibHbIE KoJieOa-
TeJbHbIC ABM)KEHHUS IJ1a3 B CTOPOHY. B HEBpOJIOruM MosiBIIeHUE HUCTarMa
TECHO CBSI3aHO C IMOBPEXKACHUEM Nepudeprueckoil BECTUOYISPHON CUCTe-
MBI (BHYTPEHHET0 yXa, BeCTUOYISPHOIO HEPBA) UM LIEHTPAIbHOI HEPBHOM
CUCTEMBI (OIPEEICHHBIX OT/IEJIOB CTBOJIA FOJIOBHOI'O MO3Ia U MO3KEUKA).
[TosiBieHME CIOHTAHHOTO HUCTAarMa B HEBPOJIOTUYECKOM MPAKTUKE TOBOPUT
0 TOM, YTO HapylleHa (yHKLUs BECTUOYISPHOrO arnmapa-

Ta. OnTOKHHeTHYecKHil pediekec — 3T0 GUZHOIOTMUECKUN HUCTArM,
BO3HUKAIOMINN TIPY HAOIIOICHUH 32 JABIKYIIMMHUCS 00BEKTaMU (HaIpuMmep,
€ro MOYKHO YBHUJIETh Y U€JIOBEKa, KOTOPBIM CMOTPUT B OKHO JBUKYIIETOCS
aBTOMOOWIIS WK Tioe3a). Kpome BhIIenepeyrcaeHHbIX, CYIIECTBYET U
BPO’KJCHHBIA HUCTAarM, CBSI3aHHBIH ¢ OMpe/eIeHHbIMA MyTauusMu. Hamu-
yue onpeaeneHubix awieneit rena FRMD7 Berpeuatores y 60see yem mo-
JIOBUHBI MAIIUEHTOB C BPOKJICHHBIM HUCTarMOM.

ABTOpBI CTaThU TOCTaBHIIH IE€pe] COO0I BOIIPOC — KaKUM UMEHHO 00pa-
30M BO3HUKAET HUCTArM y nanueHToB ¢ myranueil B rene FRMD7? U npu-
LIUIM K HEO’)KUJaHHBIM pe3yibTaraM. [lepBoe, uTo crenanu uccienosareny,
— ONUCAJIN CXOXKHUI (EHOTUN y JII0/IeN C BPOXKIAECHHBIM HUCTarMOM, UMe-
IOLMX MYTALMIO B U3y4a€MOM I'€HE, U MBILIEH C HAMEPEHHO BBI3BAaHHOU
TaKoM ke MyTaluen, — 1 y TeX, U y Ipyrux HaOJro1aau MoTePro rOpru30H-
TAJIbHOTO ONTOKMHETHYEeCcKOro peduiekca (puc. 3). Hanuuue y mblmieit na-
TOJIOTUYECKOT0 (peHOTHUIIa KpaliHe Ba)KHO JJIsl UCCIIeJ0BaHus (a BAPYT 00-
Hapy»KEHHasl y 4eJI0BeKa MyTalisl BCE-TaKU HU IIPU YeM?).

ONTOKMHETUYECKUIA ONTOKUHETNYECKNIA
pednekc 300poBOro pednekc naumeHTa c
Yyenoseka mMyTauymen B reHe FRMD7
Vv
ONTOKMHETNYECKUIA ONTOKUHETNYECKNIA
pecdnexkc 30oposon pednekc Mbiwun C
MbILLIW MyTaumen B reHe FRMD7

Pucynok 3. ®enorun npu Haanuum myrauum B rene FRMD7 y uesio-
BeKa U MbILIHU. /{7151 cpaBHEHUs IPUBEAECH ONITOKMHETHYECKUH peduiekce
3JI0pOBBIX YeJIOBEeKa M MbIIIU. Hanuuue MyTanuu BeI3bIBa€T MOTEPIO ONTO-
KUHETHYECKOTO pediiexca MpH MpeabsBISHUH JBIKYILETocsi 00beKTa
(cxemMaTnuHO TakoW 00BEKT U300paXKeH B 160U Yacmuy PUCYHKa, HaIpaB-
JICHUE JIBIDKEHUSI OTMEUYCHO CMPENKOL).

[lasiee aBTOpBI IPOBEIN CEPUIO IKCIIEPUMEHTOB, IOKa3aBUINX, YTO HApyIIe-
HUe QYHKIIMH IPOUCXOIUT HE B MO3Ie U JJaKe HE B BECTHOYJIIPHOM ara-
pate — a B ceTuaTke riaszal CeryaTka — CBETOBOCIIPUHUMAONIAS YaCTh
rJla3a, COCTOSIIAs U3 HECKOJIBKUX CII0EB HEPBHBIX KIJIETOK, KOTOPhIE HE
TOJILKO KOJHUPYIOT U300paKEHHE U TMEPelaloT ero Mo 3pUTEILHOMY HEPBY B
MO3T, HO U ITPOBOJSAT IOCTaTOYHO CIIOKHYIO MPEBAPUTEILHYI0 00paboTKyY
MOCTYNAKMIMX CUTHAI0B. CeTyaTKa COAEPKUT BCTABOUHBIE TOPMO3HBIE
HEHUPOHBI, KOTOPBIE CIOCOOHBI OJJABUTh AKTUBHOCTD JPYTHX KIETOK CET-



yaTku. OKa3anoch, uTo u3ydaembiii reH FRMD7 skcnipeccupyercs NMEHHO
B TOPMO3HBIX HEHPOHAX CETUATKHU, YTO OBLIO MOKAa3aHO MPH MOMOIIH T'H-
opuanzanuu MPHK storo rena na npenapare cetuatku (in situ
hybridisation). Ho kakum 00pa3om 3T0 MOKET OBbITh CBSA3aHO C ONTOKHHE-
TH4YeckuM pedaexkcom? B ceTuaTke Takke UMEIOTCS FaHTIMO3HbIE KIIETKH,
YYBCTBUTEJIbHBIE TOJIBKO K TOPU30HTAILHOMY HANPABIICHUIO JIBUKCHUS
3pUTENBHOTO CTUMYJIA B ONPEEICHHYIO CTOPOHY (ITOX0XKH Ha T€ HEUPOHBI
3pUTENBHOM KOpbI V5, KOTOpbIE ObLIN ONKCAHbI B IPEABIAYIIEH YaCTH 3TOU
CTaTbM). Y MBIIIEH ¢ MyTaluel y4eHble oKa3all HapylIeHHE CBSI3U TOp-
MO3HBIX KJIETOK CETUYATKH C TaHIVIMO3HBIMU HEMPOHAMU, PA3THYAIOIIUMHI
HaIlpaBJI€HUE 3pUTENBHOr0 cTuMyJsa. Caenars 3T0 MOXKHO, €CJIM OJJHOBpE-
MEHHO PETUCTPUPOBATH OYEHb TOHKOM MUIETKON aKTUBHOCTH TOPMO3HOTO
U TaHTrIHo3HOro HeiipoHoB (Whole-cell patch) npu npeabsBiIeHUN MBIIIH
JBUKYIIErocsi cTuMyiia. Jleno B TOM, YTO ITOKa OJ{HA YacCTh TaHIJIMO3HBIX
KJIETOK aKTUBUPYETCSI CTUMYJIOM, FTaHTJIMO3HbIE HEUPOHBI B IIPOTUBOIO-
JIO’KHOU YaCTH CETYATKH JIOJHKHBI OBITh «BBIKIIFOUEHBI» TOPMO3HBIMU
HelipoHaMu. FIMEHHO 3TOro B 9KCIIEPUMEHTE Y MBILIEH ¢ MyTallMEN HE IIPO-
ucxoauso (puc. 4).

OTBeT Ha 3pUTENbHbIA CTUMYT
B ceTyaTke 300pOBOM MbIlN s
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Pucynok 4. AKTUBHOCTDb HEHPOHOB CeTYATKH MbIIIHM MPHU NPeabsiBJIe-
HHUM IBUKYIIETOCS 3PUTENHLHOT0 CTUMYJIa (HalpaBlieHUE JTBU)KCHUS CTHU-
MyJ1a TIOKa3aHO YepHbiMU cmpeaxkamiu). Y 3J0pOBOM MBIIINA TOPMO3HBIC
HEHPOHBI (MX aKTUBHOCTH MMOKA3aHa KPACHBIM Y6emoM) TIOIaBIISIOT aKTHUB-
HOCTh TaHTJIMO3HBIX HEHPOHOB (M300pAKECHBI YEPHBIM 1Y8eMOM) B CETIATKE
IIPU OTIPEJICIICHHOM HAlpaBJICHUN CTUMYJIA, Yero HE MMPOUCXOIUT Y MBIIIEH
¢ mytanueii. Cresa 6 kpyee CXeMaTHUHO H300pakeHa MPEICTABICHHOCTh
AKTUBHOCTH TOPMO3HBIX U TAaHTIIMO3HBIX HEHPOHOB CETYATKH (TOJIS 3pEHUS
o6o3nauensl: N — nasalis (nocosas); T — temporalis (Bucounas); S —
superior (amxuss); | — inferior (Bepxuss)). Ha cxeme BUIHO, YTO MpH
HAJIMYMH MYTAIlMHA HAPYIIAeTCs B HOPME aCHMMETPHYHOE pactpeieliCHHe
BO30Y)KJICHHSI U TOPMOYKCHUS, YTO U SIBIIACTCS IPUYMHON HAPYIIICHUS BOC-
MIPUATHUS HATIPABIICHUS TBM)KCHUSI CTUMYJIa B CETYATKE.



Taxum oOpazom, HapylIeHHEe QYHKIIUU TOPMO3HBIX HEHPOHOB B CETUATKE
BBI3BIBAJIO TIOTEPIO CIOCOOHOCTH pa3inyaTh HAIPABICHUE IBUKCHUS CTH-
MyJia B HEell U, KaK CIeACTBHE, — MOTEPI0 ONTOKUHETUYECKOTO peduiekca.
Takoii myTh OT 0OHAPYKEHUSI TEHETUYECKON MYTaIlMK y YeJIOBEKa K Hame-
PEHHOU F€HETUYECKOM MyTallMK Yy MBIIIN C JI0Ka3aTeIbCTBOM HATU4us Pu-
3MOJIOTUYECKOTO JIe(hEKTa Y MBIIIN U ITOCIEAYIOIIUM BBISBICHHUEM PUYHHbI
U SIBJIIETCS TPAHC/ISAIMOHHON Haykoi bedside-to-bench. TIpu stom myTs B
9TOI HEeOOIbIION 00J1aCTH 1aJIEKO HE 3aKOHYCH — HEU3BECTHO, KaKHE MO-
JIEKyJIIpHBIEC KacKa bl IPUBEJIH K HAPYIIEHUIO (PYHKIMU HEHPOHOB B CET-
yaTke y Kpbic ¢ Myranueii B rene FRMD7, — a monnmanue 3toro Heo6xo-
MO U1 pa3pabOoTKU METOJ0B KOPPEKIMH BPOKICHHOTO HUCTarMa y ye-
JIOBEKA.
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