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OBILIAA XAPAKTEPUCTHUKA PABOTbBI

AKTYaJIbHOCTH U CTeNEeHb MPOPAOOTAHHOCTH TeMbI HCCJIeI0BAHUSA

[TocnenoBaTeNbHOCTh HYKJIEOTHUJIOB, COCIUMHEHHBIX B JIBYXILIEOYEUYHYIO
MaKpOMOJIEKYJly, TOCTOSIHHO MCIBITHIBAET MEXAHUUECKUE HAIMPSIKEHUSI, KOTOPbIC
BO3HHMKAIOT M3-32 BHYTPEHHUX (PU3MUECKHUX MPOIIECCOB M BHENTHUX BO3JCHCTBUHU.
OTH HanpsHKEHUS BIMSIIOT Ha CTPYKTYPY, CTaOWMIBHOCTh W (DYHKIIMOHUPOBAHUE
JI€30KCUPUOOHYKIEMHOBOM KHUCIOTH. dusnueckue Bozaeiictus (YD, paguanus,
XUMUYECKME areHThbl) Ha HEEe HU3MEHSIOT MEXaHMYEeCKHE CBOWCTBA JBOHOMN
cnupayiid. Bo3HuKaroniee Mpu BHEIIHEM BO3JEHCTBUU, H30BITOYHOE YIJIOBOE
HampspDKeHUE B TaKUX MOJUMEpax MNPUBOJUT K oOpa3oBaHUIO oOJacTed ¢
Pa30pBaHHBIMU  BOJOPOJHBIMHM  CBSI3SIMU  MEXAY HYKICOTUIAMH, OIHO- H
JBYXIIETIOYEYHBIM pa3pbiBaM [1].

KpyTsmiee u pactsaruBaroiiee HanpsoKeHUS, TOKATbHBIE IEPETHObI U U3TUOBI
JIBOMHOW CHHpad MaKpOMOJIEKYJIbI CIIYXaT CUTHaJlaMH [IJIsl 3allycKa IMPOIECCOB
KONMUPOBaHUs W TepeHoca uHpopmarmu. Kpome TOro, BTOpUYHBIE CTPYKTYPHI U
neheKThl OKa3bIBAIOT 3aMETHOE BIMSIHIEC HA MEXaHUYECKUE KOJICOAHMS MOJEKYIbI
TI€30KCUPUOOHYKIIEMHOBOW KHCJIOTHI, a TAK)XXE €€ CIOCOOHOCTh K CKPYYHBAHUIO U
n3rudam B mpoliiecce cynepcnupaiuzanuu [2].

Pa3ppiBbl  BOJOPOAHBIX CBSI3eM MEXIy MapaMd KOMIUIEMEHTApPHBIX
HYKJICOTU0B, BOZHUKAOIINE MPU MEXAaHUUECKUX HANIPSKEHUSIX B MAKPOMOJIEKYJIE,
UTPAIOT BAXHYIO POJIb B IpOLECCaX TPAHCKPUIIMU M PEIUIMKAlWH, a TaKXKe B
y3HaBaHUU MOJIEKYJIa-0€JI0K MPU pernapaiiy HyKJIEMHOBBIX KUCTOT. B cBs3M ¢ 3TUM
3HAQYUTENBHO BO3pPOCJIA 3HAYMMOCTh HCCIIEIOBAHUN MEXAaHUYECKUX CBOMCTB
OT/ICJIbHBIX MOJIEKYII. Mexanunueckoe HaIpsDKEHUE, BBI3BAHHOE
cynepcnupanu3aiue, He pacrpenenseTcss paBHOMEPHO IO BCEH MOJIEKyJe, a
KOHIICHTPUPYETCSA B y4acTKaxX C MOBBIMICHHONW TMOKOCTBHIO MW CIEIH(PUICCKUMU
MOCHEA0BATENbHOCTAMMU [3]. DTO HampspKeHue AEHCTBYET KakK KaTaiau3arop,
7 (PEeKTUBHO CHMKASI SHEPTeTHUECKUI Oaphep M1 pa3pbiBa BOJAOPOIHBIX CBsi3eil. B
pe3yibTare, B y4acTKaX C BBICOKOW KOHUEHTpalUMell Nap HYKIECOTHUIOB aJICHUH-
TAUMUH JJIsI HEOOpaTMMOTOo pa3pbiBa HE OJHOW-IBYX Map, a IEJIOro KiacTepa
A30TUCTBIX OCHOBAHHUM JOCTATOYHO AK€ HE3HAYUTEIIBHOW TEIUIOBOM SHEPTUM.
BeposTHOCT, BOBHUKHOBEHHUS Pa3pbIBOB BOJOPOJHBIX CBS3€d B MaKpOMOJIEKYJIE
aBisieTcs (QyHKIUEH OT MCXOJHOM TiyOWHBI MOTEHIUAIBHOU SIMBI BOJOPOIHBIX
CBsI3€ll B JaHHOW MOCJIE€N0BATEIbHOCTH U CTEIIEHU €€ aecTaOMIM3allui BHEITHUM
MEXaHUUYECKUM HAMPSKCHUEM.

DKCnepyuMeHTaIbHAasT BO3MOXHOCTh HAOJIOJIEHUS Pa3pbIBOB BOJAOPOIHBIX
CBA3EH MEXIy MapaMyu KOMIUIEMEHTAPHBIX HYKJIEOTHUIOB B MAKPOMOJIEKYJIax ObLia
nokaszaHa B pabote [4]. Tem He MeHee, MPSAMOE IKCIIEPUMEHTAIBHOE UCCIIEOBAHUE
UX MEXAHMYECKUX CBOWMCTB CHJIBHO OTPAaHWYEHO pa3periaronieil CrocoOHOCTHIO
COBPEMEHHBIX (PU3MUECKHX METOMOB. boiee mMmomHOe ommcaHue MEXaHUYECKHX
JBIKEHUN B MaKpOMOJIEKYyJlax JaHHOTO KJlacca MOXHO IMOJYYUTh METOJaMu
(hU3UKO-MaTEMATHIECKOTO MOICTUPOBAHMUS.

Takum 00pa3oM, aKkTyaJIbHOCTb MCCIIEIOBAaHUMN, TPECTABICHHBIX B padoTe
oOycioBiieHa HEOOXOAUMOCTHIO TMOHUMAHUS (DU3UYECKUX MEXAHU3MOB BIIHSHUS
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BHEIIHUX  (akTOpoB  (KpyTSALIEr0O  MOMEHTa W M30TOMHOTO  OOMeHa
(mpotuii/nefiTeprii)) Ha BO3HHUKHOBEHHE pa3phIBOB BOJOPOJHBIX CBsI3€H B
MaKpOMOJIEKYJIaX.

Heap quccepTanMoHHON PadoThl — MCCIEI0OBAaHUE TPOIIECCOB pa3pbiBa U
BOCCTAHOBJICHUSI BOJOPOJHBIX CBSI3€M B JIBYXIIEITOYEYHBIX MAaKpOMOJEKYJAaX B
3aBUCUMOCTH OT IOCJIENOBATEIBHOCTA HYKJIECOTHUIOB IIPU BO3JACHUCTBUM BHEIIHETO
KPYTSIIETO MOMEHTa U MOJU(UKAIIUN U30TOITHOTO COCTaBa CPEJIbI.

Jlns OCTHOKEHUsT TIOCTABJICHHOM II€JIM HEOOXOJMMO PEIIUTh CIEIYIOINe
3aa4u:

1. Pa3zpaboTaTh MoaudUIIMPOBaHHYIO (HU3UKO-MATEMATUUECKYIO MOJIEIH
MaKpOMOJIEKYJIbI, COCTOSIIIENU U3 LENOYEK HYKIEOTUA0B, COEAUHEHHBIX B IBOMHYIO
CIIUPAIb BOJOPOIHBIMU CBSI3SIMH.

2. UccnenoBath pa3pbiBbl BOAOPOJHBIX CBSI3EH B ABYXIENOYECUHOU
MakpomoJiekysie reHa ATXN2 B 3aBUCUMOCTH OT KOJIMYECTBA TPUHYKIIEOTUIHBIX
IIOBTOPOB, @ TAKXKE IIPU OJHOKPATHOM 3aMEHE I'yaHUHA HA aJICHUH.

3. UccnenoBare BIMSHHE E€IMHUYHBIX 3aMEH M30TOIIOB BOJAOpOAA
(mewTepuit/mpoTHii) HA YaCTOTy I'eHEepalMu CAMHUYHBIX M MHOXKECTBAa CMEKHBIX
pa3pbiBOB BOAOPOAHBIX cBsizel B reHe ATXN2 mnpu HOpMaldbHBIX YCIOBHUSIX U
MOAU(UKAIIMK TAPAMETPOB CPEIBI.

4. N3yuuthe pacnpenenceHre NOTEHLUAIbHOW 3HEPIUM BOJOPOIHBIX
CBSI3ei B JBYXIIEMIOYEUHOW MaKpoMoOJeKyJie, oOyciaBiauBaroiiee GopMUpoBaHUE
JIOTIOJIHUTENIBHBIX ~ 00JIacTell  pa3pbIBOB  BOJOPOJHBIX CBSI3€M Ha  ydacTKe
MOCJIEIOBATEIbHOCTH HYKIJICOTH IOB.

3. Pazpabotats nporpammy st 9BM, Mo3BOIISIONIYIO TPOBOAUTE pacueT
KOJIMYECTBa Pa3pblBOB BOJAOPOJHBIX CBS3€H C YYETOM BHYTPEHHHX (PU3MUECKHX
MIPOLIECCOB Y BHEIIHUX BO3JICMCTBUM.

HayuyHasi HOBHM3HAa TUCCEPTAIMOHHOW PaOOTHI OMPENEISETCS OCHOBHBIMU
pe3yJibTaTaMu, IPUBEACHHBIMU HUKE:

1. Brnepsrie pa3paboTana pu3uko-MaTeMaTHdecKkass MOJIEIb I pacueTa
oOjacTeld  JIOKadM3alUU TOTCHIHAIBHOM HSHEPruM  BOJOPOIHBIX  CBS3EH,
HeoOXxoauMon it (DOPMUPOBAHHS HUX Pa3pbIBOB MPHU BO3JICHCTBHHM BHEIIHETO
KpyTsamero momeHta My B auanazone ot 8,28 nmH-um no 8,62 nH:'um, u
MIPOTHO3UPOBAHUS MECTa WX 3apPOKICHHUS C y4eTOM MEXaHWYECKUX KOojeOaHui
JBYXIIEIIOYEYHOU MaKpoMoieKybl (reH ATXN2).

2. BnepBbie yCTaHOBJIEHO, YTO KOJIMYECTBO PA30PBAHHBIX BOIAOPOIHBIX
CBSA3€H BO3pacTaeT C YBEJIMYECHUEM YHUCIA TPUHYKJICOTUIHBIX TOBTOPOB (0T 35 10
65) u oOpaTHas UM BEIMYMHA KOPPEIUPYET CO BPEMEHEM Hayajga aHOMAaJbHBIX
MPOLIECCOB B F€TEPOrCHHBIX CUCTEMAX.

3. BriepBbie yCTaHOBJIEHO, YTO 3aM€HA T'yaHWHA Ha aJICHWH B OJIHOM U3
TPUHYKJIICOTUZIOB JByXIlenodeyHo makpomosekynbl ATXN2 (moreHiumanbHas
SHEPrus pa3pbiBa BOAOPOJHBIX cBsizel £ 7~ 5,1020 mH 'uM, Egc = 12,7064 nH HM)
B 3aBUCUMOCTH OT JIOKQJIM3AIlUH 3aMEHbI, MOXKET KaK yBEJIMYUBATH (3aMeHbI B 5, 10
u 15 TpuHyKII€OTH]IE), TaK U YMEHBIIATh KOJIMYECTBO Pa3pPhIBOB BOJOPOIHBIX
cBs3eit (3amensl B 20, 25 u 30 TpUHYKICOTHE).



4. BniepBble HuccClieIOBaHO BIUSHUE OJHOKpaTHOM m3otonHoi D/H 3amens! B
00JIaCTU TPUHYKJIEOTHIHBIX IOBTOPOB IPU BO3AEHCTBUM BHEIIHETO KPYTSALIETO
MOMEHTa B auamna3one oT 8,28 nH-um g0 8,62 nH-HM Ha KOJIMUYECTBO pa3phIBOB
BOJIOPOJIHBIX CBsI3ed B JByXIenoyeyHo wmakpomonekyie (ren ATXN2).
Y CcTaHOBIIEHO, UTO HAIMYHUE aTOMA ACUTEPHS B 3TOM 00JIACTH CHUKAET BEPOSTHOCTD
BO3HMKHOBEHUS Pa3pbIBOB BOJOPOIHBIX CBS3EH.

IIpakTHyeckasi 3 HAUMMOCTH PadOThI

Pazpaborannass (usuko-maTeMaTuueckas MOJEIb OMHUCHIBACT JUHAMHUKY
Pa3pbIBOB BOJOPOAHBIX CBA3EH MAaKpOMOJIEKYJIbI C YU€TOM BO3JICUCTBUSI BHEIIHETO
KPYTSIIEr0 MOMEHTa, COOTBETCTBYIOILIETO HSKCHEPUMEHTAIBHO HM3MEPEHHOMY
(11 +£4 oH-am). OHa no3BOJIsIET MPOU3BOAUTH PACUETHI BIMSHUS Pa3TUUYHBIX
KOHIICHTpAIIMi JeHUTEepuss B OKpY’KaroleH cpefe Ha BEPOATHOCTh OOpa3oBaHUs
Pa3pbIBOB BOJOPOJIHBIX CBSI3€d MOJIEKYJIbI J1€30KCUPUOOHYKIEMHOBOM KHUCIOTHI.
JlaeT BO3MOXXHOCTh IPOTHO3UPOBAHMSI YYaCTKOB, CKJIOHHBIX K OOpa30BaHHUIO
pa3pbIBOB  BOJOPOAHBIX CBSI3€ll C TOMOLIBIO pacyéra MeCT JIOKAJIU3ALHUH
NOTEHIMAIBHONW SHeprud. [lomydeHHble pe3yibTaThl MOJYEPKUBAIOT BaKHOCTH
UCCIIEIOBaHUs (PUBUKO-XMMHUYECKUX (PAaKTOPOB OKPY’KAIOLIEH CpeJibl, TaKMX Kak
BSI3KOCTh M M30TOMHBIM COCTaB, B PEryJsSIMA CTPYKTYpPbl W JUHAMHKHU
MaKpOMOJEKYJbl, YTO Ba)XXHO MJI COXpPAHEHMUs] T€HETHMYeCKON HHpOpMaluu u
NOHMMAaHHS MEXaHU3MOB TNIATOreHe3a HeHpoaereHepaTuBHbIX 3a0oseBaHU
(cmuHonepebeuIsipHast aTakcusi, 0one3Hu AnbireiimMepa u [TapkuHcoHa).

IHos10:xeHNs1, BBIHOCMMbIE HA 3a1UTY:

1. Pazpabotana MoauduiupoBaHHas (PU3NKO-MaTeMaTHYEeCKass MOJIEIb
JBYXILIETIOYEYHOW MaKpOMOJIEKYJIbl O0€CIeUMBAET pPAacuy€T MecTa JIOKaJU3aluu
NOTEHIIMAIBHOW JHEPruu IMpU BO3ACHCTBUM BHEIIHETO KPYTALIErO MOMEHTa B
muanazone ot 8,28 mH-am mo 8,62 mH-HM, HeoOXxommmoi misi oOpa3oBaHUS
Pa3pbIBOB BOJOPOIHBIX CBS3EH.

2. Bo3neiicTBHE BHEIIHETO KPYTAIIETO MOMEHTA B inana3oHne oT 8,28 mH-um
no 8,62nH'HM Ha JBYXUIENMOYEUHYHO MAKPOMOJIEKYIy, JIOKajlM30BaHHOE Ha
cerMmeHTe oT 633 no 1320 map nHykieotunoB B rene ATXN2 yBenuuuBaer
KOJIMYECTBO PA30pPBAaHHBIX BOJIOPOJHBIX CBSI3€d B 00JIACTU TPUHYKICOTUJIHBIX
1oBTOpoB 10 100%.

3. Ilpu 3aMeHe TyaHHWHaA Ha aJieHUH B 00JIACTU TPUHYKJIEOTUIHBIX TOBTOPOB
JBYXILIENIOYEYHOW MAKPOMOJIEKYJIBI B 3aBUCUMOCTH OT JIOKaJIM3aLWH, MOXKET Kak
yBenuuuBaThcs (3ameHbl B 5, 10 u 15 TpuHyKkneoTwae), Tak U yMEHbIIATHCA
KOJIMYECTBO Pa3pbIBOB BOJOPOIHBIX CBsA3eH (3aMeHsbl B 20, 25 u 30 TpUHYKIIEOTHAE),
pacCCYMTaHHOW  MNpPU  TNOTEHIUAIBbHOM  DHEPIMM  pPA3pyLICHUS  CBS3EU
E r~=5,1020 nH'uMm, Ege = 12,7064 nH aM.

4. Enuanunble  u3otonHble D/H  3ameHbl B BOJAOPOJHBIX  CBS3SX
JBYXLIEMIOYEYHOH MAaKpPOMOJIEKYJIBI MEXAY IapaMyd a30TUCTBIX OCHOBaHUM
TPUHYKJIEOTUIHbIX TOBTOPOB B reHe ATXNZ2 mnpu BO3AEHCTBUHM BHELIHETO
KpYTSLIEro MOMEHTa B Auana3zoHe ot 8,28 nH-um go 8,62 nH-HM yBeanuuBaroT

BpeMs Hauaja (GOpMUPOBAHUS Pa3pbIBOB BOJAOPOIHBIX CBSI3eH B 3TOWM 00JACTH Ha
10 % — 30 %.



JIMYHbIN BKJIAJA aBTOPA

Bxnan aBTopa B hopMynHpOBKY MENIA U MIOCTAHOBKY 3a/1a4 UCCIAEAOBaHUH, a
TaK)X€ B IIOJIyYEHUE M WHTEPIPETALMIO PE3YJIbTaTOB SABIISIETCA OINPEAEIIAFOIINM.
MoaudurupoBana (uU3MKO-MaTeMaTHYECKass MOJIETh BO3HUKHOBEHUS Pa3PHIBOB
BOJIOPOAHBIX CBA3€M MEXAY Aa30TUCTBIMHM OCHOBAHUSMHU JBYXLENOYEHUHOU
MOJICKYJIBI JIE30KCUPUOOHYKIEHHOBOW KUCIOTHI C YU4€TOM BO3JCHCTBUS BHEIITHETO
KPYTSILETO MOMEHTA.

CreneHb 10CTOBEPHOCTH

JlocTOBEpPHOCTH MOJIYYEHHBIX pe3yJIbTaTOB MOATBEPKAACTCS
UCIIOJIb30BaHUEM (PYHJIaMEHTAJIbHBIX TEOpPUM, arnpoOUPOBAHHBIX METOJIOB U
MOJIeNiel, a TakkKe MyOJuKalued MaTepuagoB JaHHOTO KCCIEIOBaHUS B
PELICH3UPYEMBIX POCCUUCKMX M MEXKIYHAPOJIHBIX M3MaHusAX u3 cnucka BAK,
benoro crucka u 6ubnaunorpaduueckux 6a3 Scopus (B ToM unciie Bxoasmmx B Q1)
u Web of Science.

Anpodauust padoTbI

OcHOBHBIE PE3yIbTATHI AUCCEPTALNU OBLTH TOJOKEHBI aBTOPOM Ha CIETYIOLINX
KOH(EpEeHIUSIX U CEMHHApaXx:
Beepoccmiickas — mikondbl-koH(pepeHmms — «MaTematnyeckoe — MOJEIMPOBAaHHE B
ecrecTBeHHBIX Haykax» (P®, r. Ilepmb, 2022); TpeThsi MeXAyHapOAHAs KOH(MEpEeHLIUs
«CoBpeMeHHbIE  MpPOOJIEMbl  MOJEIMPOBAHUS  MAaTEpUATOB i  MEXaHMYECKHX,
MEIUIMHCKUX U Ouonoruueckux npumenenuiny (MPMM&A-2023) (PO, r. PoctoB-Ha-
Hony, 2023); VII Bcepoccuiickas koHpepenuus «Pusnuka BOAHBIX pacTBOpoB» (PD, T.
Mocksa, 2024); XIX Bcepoccuiickas mkona «MaremaTu4eckoe MOJEIUPOBaHUE U
OnoMexaHuka B coBpeMeHHOM yHuBepcurere» (PP, moc. J{uBHomopckoe, 2025 r1.)
BCEpOCCHICKasi Hay4HO-TIpakTU4eckass KoHpepeHmus «MaTeMaTuka U COBPEMEHHOCTH:
npoOiemsl, mozaenu, pemeHus» (P®, r. Kpacnomap, 2025); mexmynapomnas XXXI
KoH(pepeHus «ONTHKa U CIIEKTPOCKONUS KOHIeHCUPOBaHHbIX cpey (PD, r. Aroit, 2025).

Iyoaukanuu

I[To Teme nuccepTalMOHHOrO UCCIIEI0BaHMs OIYyOJIMKOBAaHO 15 padoT, B TOM uuciie
O crateil B peLIeH3UPYEMbIX POCCUHCKHUX M MEXIYHApOJHbIX M3JaHusAX U3 cnucka BAK,
benoro cmnucka HaydHbBIX JKypH@JIOB U HAayKOMETPHYECKHUX OuOamorpaguyeckux 0a3
Scopus u Web of Science, kpome Toro, 3apeructpupoBana 1 mporpamma aias OBM.
PesynbraTel J0MOKEHBI W OOCYXJEHBI Ha O BCEPOCCHHCKHX U MEXKIYHAPOIHBIX
KOH(EepEeHIHIX.

CrpykTypa aucceprauum

JluccepTanus COAEPKHUT BBEIACHHE, 4YEThIPE IJIaBbl, 3aKIIOYEHUE, CIHUCOK
UUTUPOBAHHOM JuTeparyphl. CoaepkaHue AUCCEPTALMU U3J0KEHO Ha 148 crpaHuiiax,
BKJItOYas 46 pucyHkoB U 4 Tabnuupbl. CIUCOK HUTUPYEMOM JIMTEPATYPBI IpeIcTaBIeH 238
UCTOYHHUKAMH.

CBs13b ¢ HAYYHBIMH NIPOTPAMMAMMU, IVIAHAMH, TEMAMM

YacTe pabOThI BBINOJIHEHA B COOTBETCTBUHM C IJIJAHAMU HAYYHBIX MCCIIEJJOBAHUN B
pamkax peanusauun KpymnHoro nayuynoro mpoekrta 13.1902.24.06 «HOxHbIN BEKTOp
HaI[MOHAJIBHOM 0€3011aCHOCTHU B YCIOBHSIX M€ONOIUTUYECKUX U KIMMAaTUYECKUX BBI30BOBY
(Cornamenue ¢ Muno6puayku Poccun Ne 075-15-2024-528 ot 24.04.2024 r.): Otan 1 —
mm. 1.9-1.11 III' u . 4.9, 4.10, 4.11 T3; Ortan 2 —1mm.2.6-2.8, u 4.39-4.41 T3; Ortan 3 —
nn. 3.7-3.9 II" u 1. 4.75-4.77 T3.



OCHOBHOE COIEP KXAHUE PABOTbI

Bo BBeneHum 000CHOBaHa aKTyalbHOCTh W CTEICHb MNPOPAOOTAHHOCTH
WCCJICIOBAHMS, OMpPEACICHBl 1e7h W 3aJaud padoThl, a TaKXKe IOJOKEHHUS,
BBIHOCHMBIC Ha 3amuTy. OTpakeHbl Hay4YHass HOBU3HA, IPAKTUYECKAs 3HAYMMOCTb,
JUYHBINA BKJIQJl aBTOpA U anpooarus paboThl.

B mepBoii riiaBe pacCMOTPEHO COBPEMEHHOE COCTOSIHUE HCCIICIOBAHUU,
KacaroluXxcs KJIACTEPHOTO (KPYITHO3EPHUCTOTO) MOICIIUPOBAHUS MAKPOMOJICKYJIbI.
OTMeYEeHO, YTO KJIACTEPHBIE MOJAEIM — 3TO KOMIIPOMHCC MEXKAY TOYHOCTBIO U
3 PEKTUBHOCTHIO, TO3BOJISIIOIIMNA M3y4aTh MPOLECCHl, HEAOCTYIHbIE IS
MOJIHOCTBIO aTOMApHBIX METOAO0B. Ero pasputue (Hampumep, C UCIOIb30BaHUEM
MaIllMHHOTO OOY4YeHHMs Ui mapamMeTpu3allii) OTKPhIBAET HOBBIC BO3MOXKHOCTU B
bu3MKe  KOHJEHCHPOBAHHOTO COCTOSIHMSI ~ MaKpOMOJIEKYII. Mousekyna
JI€30KCUPUOOHYKIEMHOBOW KHUCJIOTHI — ATO JIJIMHHAS TOJIMMEpPHAs MOJIEKYJa, U ee
TOYHOE aTOMUCTHYECKOE MOJICIMPOBAHUE (HAIIPUMED, C TOMOIIBIO MOJIEKYJISIPHOM
JUHAMUKH B TIOJIHOM  aTOMapHOM  paspelnieHuu) TpedyeT  OTrpOMHBIX
BBIYHCIIUTEIBHBIX PECYpCOB, OCOOEHHO s Oosbliux (GparMeHTOB  HIIU
JUTMTENIbHBIX BPEMEHHBIX MaciTaboB. KiacTepHble MOAENN COKpAIaloT YHUCIO
CTeneHel CBOOOIbI, YTO YCKOPSIET pacyeThl B ECATKU WM COTHH pa3. brmaromaps
YIPOILEHUIO CUCTEMBI KJIACTEPHBIE MOJEIU IO3BOJISIIOT HCCIEN0BATH ITPOLECCHI,
MIPOUCXOJISIINE 32 MUKPO- U MUJUIMCEKYH/IbI (HalpuMep, CBOpaurMBaHUE MOJIEKYJIbI,
00pa3oBaHUE METENb, JMHAMUKY XPOMATUHA), YTO HEJOCTUXKUMO ISl TTIOJTHOCTHIO
ATOMAPHBIX CUMYJISIIAN. MeXaHW4EeCKHEe MOJEIM MO3BOJISIIOT U3y4aTh MOJICKYJIbI
JI€30KCUPUOOHYKJIIEMHOBOM  KUCJIOTHI B  KOHTEKCTE  B3aUMOJICUCTBUS  C
OpraHUYeCKMMH MakpoMosiekynamu. KiactepHbie MoJienu MO3BOJISIIOT BHIOUPATH
YPOBEHb JETAIM3ALMUA B 3aBUCHUMOCTH OT 3aJ1a4M, YTO JEJACT JAHHBIA METOL
MCCIIEIOBAHNS] YHUBEPCAJIbHBIM.

Ocoboro BHUMAaHUS 3aCIyKUBAET U3YUYEHHE MOBTOPSIOIINECS
MOCJIEA0BATEILHOCTH B MAKPOMOJIEKYJIE C HOMOIIBIO KIACTEPHOTO MOJETUPOBAHUS.
Takue mOCIENOBATENBHOCTH CKIOHHBI K (OPMHUPOBAHUIO HEKAHOHUYECKHX
CTPYKTYP, UTO JEJAET UX CYLIIECTBEHHBIM NICTOYHUKOM aHOMAJIbHBIX ITPOLIECCOB MPHU
dbopMHpOBaHUU Pa3phIBOB BOJIOPOJHBIX CBA3EH MEXAy NapamMu HYKJIEOTHUI0B. B
ATOM KOHTEKCTE HW3YUYEHUE BIIMSHUS JIEUTEpUs] TPEACTABISIET COOOUM MOMBITKY
BO3JICCTBOBATh Ha (PU3MUECKYI0 OCHOBY JaHHBIX IIPOIECCOB. YKPEIUIss
BOJIOPOJIHBIC CBSI3U, JEHUTEPHI CIIOCOOEH M3MEHSTh THOKOCTh IENel MOJIEKYJIbl U
CTaOMJIBHOCTh BTOPUYHBIX CTPYKTYp, TOTEHIIMATBLHO CHUXAas WX BPEIHOE
BO3/ICCTBHE.

B I'naBe 2 npencrasieHa Moaudukamus (puU3nKo-MaTeMaTHdeCKOl MOJIEIH,
pazpaboranHoi B [5]. [IpuBeneHbl pacueTbl ¢ MOJEIbIO, YUUTHIBAIOIIEH BHEIIIHEE
nepuoaudeckoe Bosaeiicteue (Fy, = 0,526-10%, w = 0,4-10'2 ¢ ). Ycranosneno,
YTO CIMHUYHBIC 3aMCHBI ICUTEPHUS Ha TIPOTUH B BOJAOPOJIHBIX CBSA3SAX MEXK Y ITapaMu
A30TUCTBIX OCHOBAHMHM IPUBOAAT KaK K YBCIMYCHHUIO, TaK U K YMCHBIICHHIO
BEPOSITHOCTH Pa3pbIBOB BOJOPOJHBIX CBSI3CH B 3aBHCHMOCTH OT WHTEHCHBHOCTH
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BO3JICMCTBUSI U JIOKaIM3aluu aroma jeitepus. Moaudukauus QU3MKo-
MaTeMaTUYECKOU MOJIENIH C YYETOM BO3JIEUCTBUS KPYTSIIEr0O MOMEHTA, MTO3BOJIMIIA
pPacCUUTHIBATh pPa3pbIBbl BOJOPOAHBIX cBs3el B reHe ATXN2.

®u3nko-MareMaTU4eckass MOJEIb  YIJIOBBIX  JBMKEHUN  a30THCTBIX
OCHOBAaHHMI OCHOBaHA HAa aHAJIOTUU MEXIY MOJIEKYJION Je30KCHPUOOHYKICHHOBON
KHUCJIOTbl © MEXaHUYECKON CUCTEMOM, COCTOSIIIEN U3 JBYX LIENEH B3aMMOCBSI3aHHBIX
MasgTHUKOB (pucyHok 1). Ilpm 3TOM a30THCThIE OCHOBAaHHS COOTBETCTBYIOT
BpaIlaIIMMCs MasTHUKAM, a caxapodocdaTHble [IeNu MOJICKYJIbl — YIIPYTOil HUTH,
K KOTOPOM TPUKPEIUICHbl OSTU MAasATHUKU, BOJOPOJHAs CBA3b  Mapbl
KOMIUIEMEHTAPHBIX a30TUCTBHIX OCHOBAaHUW COOTBETCTBYET YIIPYTOW CBSI3U
COOTBETCTBYIONIEH Mapbl MAasITHUKOB [1].

Al Y

o1 () @)

|
2 (A)

{u\ (Pé_l(t) I " l+1(t)
l ) (T)

(/
\\./ i

Ky

Pucynoxk 1 — Cxemaruueckoe n3o0pakenne pu3nko-MareMaTuuecKon
MOJIEJIH ABYXIIEOUYEYHON MaKPOMOJIEKYJIbI

®du3zuko-MareMaTuueckasi  MOJENb  YIJOBBIX  JBMIKEHUH  BKIIIOYAET
cnenytoiue auddepeHnransHble YpaBHEHUS:

. A2 4,1 . i i i . i i i . i
Ii ;ptlz(t) = K[l () — 29L(t) + @it (1)] — 8'(ki,RI(RE + RS)sing! +

+ ki RER}sin(pl — @})) — 4p1 =2 dol L () + Mi(t), i =2, — 1, (1)
d P .
10O - 1102 () — o} (8)] — (k] RE(RE + RY)sing} +
+ kl,RIRlsin(p} — 9}) — 8122 (1) + M(0), 2)

2 .
220 = K7pp (D) — 97 (0)] - 6' (kL RF(RY + RP)sing} +
+ k}, RIRY sm(qol — o) — BT (1) + M (0), 3)




15050 _ il pi-1(5) — 2<pé(t) + @5 ()] — 8 (ki R5(RE + R )sing —

dt?

— ki, RiR: sin(<p2 gol)) /1,82 (t) + Mi(t),i=2,n—1, 4)

52 , .
11 <P2(t) K21 [(P%(t) — (P%(t)] — 5l(k%2R%(R% + R%)Slﬂ(ﬂ% -

dt?

— kl,RIR}sin(g} — 1)) — 2483 22 (t) + M1(2), 5)

102G _ genpon=1(p) — ()] — 6 (k1L RY(RY + RE)singl —

tZ
) d‘P
— kT, RT Ry sin(@3 — @) — AR —2 (t) + M™(¢), (6)
rie
@;(t) — yrioBoe OTKIOHEHHE i-TO MAATHHUKA j-if [IETIOUKH, OTCUHTHIBAEMOE POTHB

4acOBOM CTPEJIKU, B MOMEHT BPEMEHH f;
Ij‘ — MOMEHT MHEPIIUH i-T'0 MasiTHUKA j-U IIEMOYKH;

R} — paccTOsIHUE OT IIEHTPa MacCC i-I'0 MasATHHUKA j-U LIETIOYKH 10 HUTH;

i
¥
k}, — koHCTaHTa, XapaKTepU3yolias yIpyriue CBONCTBA CBS3H i-il Tapbl MASITHUKOB,

B —>hdexTsl nuccunaiuu Ha i-i MasTHUK j-H IENOYKM B MOMEHT BPEMEHH t;

— KOHCTaHTa, XapaKTepu3ylolas KpyTALUHA MOMEHT i-T0 y4acTKa j-i HUTH;

M*'(t) — KpyTSIIUH MOMEHT;
N — KOJMYECTBO Map MasTHUKOB B paCCMaTPUBAEMOM CHCTEME;
/. — BA3KOCTb CPEJIbl, OKPYKAIOMICH MOJICKYITY.

B ypaBuenusix (1-6) mepBoe ciaraemMoe chpaBa OT 3HaKa paBEHCTBA
ONMCBHIBAECT CUJIOBOE BO3JCHUCTBUE HA I-U MASTHUK CO CTOPOHBI YIIPYrOW HUTH,
BTOPOE CJlaraéMo€ — CO CTOPOHBl MAapHOIO0 MAasATHHKA, TPEThE CIIAraeMoe —
onuchkiBaeT 3 EKTh TUCCUNAIMKN, KOTOPhIE BbI3BaHBI B3aHMMOJCHCTBHEM MEXIY
MAaKpOMOJIEKYJION U OKPYKAIOLIEH KUIKOCTbIO, YETBEPTOE — BHEIIHUN KPYTALLUN
MOMEHT.

VYpaBuenus (1-6) mo3BoJAIOT MOAEIUPOBATH BOI[OpO,Z[HyIO CBsI3b B (- Mape
8t =1, ki, = kfz‘) neiirepuesyto (8¢ =1, ki, = k ,') ¥ pasphIB JTOil CBS3H
(6* = 0). Byznem cuuTaTh, YTO Pa3phIB B IAPaX A30THCTHIX OCHOBAHMN BO3HUKAET,
€CIM TOTEHUUAJIbHAs HSHEPrusi CBSA3M B OTHUX I[1apax IMPEBBIIIAET HEKOTOPOE
kputnueckoe 3HadueHue Eyr = 5,1020 nH'um, Egc = 12,7064 nH'HMm, ecnu ke
NOTEHUUAJIbHAS JHEPrus B Iape C Pa3OpBaHHOM CBSA3bIO CTAHOBUTCS MEHBIIIE
KPUTHUYECKOM, TO CBSI3b BOCCTAHABIIMBAETCS.

K ypaBuenusm (1-6) no6aBuM HadaIbHBIC YCIOBUS:

901 (0) = ‘P1 0’ ;ptl 0) = 90.1{,1' (7)

93(0) = 9Lo, 22 (0) = ), i = Tm ®)
Jlnst onpeeeHHOCTH OY/IEM CUUTATh, YTO B HAYAILHBIX yCIoBUsAX (7-8):
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P10 =11 =931 =0,9030 =1, i =1n. 9)

3agaua (1-8) mnpencraBmser coboit 3amauy Komu mns cucremsl 2n
0OBIKHOBEHHBIX AU DepeHITnaIbHbIX YPAaBHECHUH.

BrnusHue  KOHIIGHTpalMu  JEWTEepUss Ha BO3HUKHOBEHHE Pa3pbIBOB

BOAOPOOHBIX CBs3CH OOCHUBAJIM C IIOMOIIBIO BCIIMYHHBI BCPOATHOCTH HX
BO3HHKHOBCHU:

P =poPy + p1Py + p2Py + -+ pyPy (10)
e
N — KOITMYECTBO BOJIOPOAHBIX CBS3EH B MOJICKYJIE;
Pk — BEPOATHOCTh TOTO, UTO B paccMaTpuBacMON MOJIEKYJe POBHO K BOIOPOIHBIX
CBsI3€i1 3aMEHEHBI Ha JIeUTepueBkie, k = O,_N;
Py — BEpOATHOCTh BO3HUKHOBEHUS PAa3pblBa BOJOPOAHBIX CBA3EH B MOJIEKYJE, Y
KOTOPO# poBHO k BOIOPOJIHBIX CBsI3eH 3aMeHEHbI Ha AeiTepuensie, k = 0, N.

YCTaHOBIEHO, UYTO BEPOSITHOCTh BO3HMKHOBEHHS Pa3pbIBOB BOJOPOIHBIX
CBA3CH MEXIY a30TUCThIMM OCHOBAHUSIMH B JBYXIIENIOYEYHON MAKPOMOJIEKYIIE
3aBUCHUT OT KOHICHTPALUU JCUTEPHUS B KUIKOU Cpelie, OKPYKAIOIIEW MOJIEKYILY, U
OT BEJIMUMHBI SHEPTUU pa3pbiBa BOAOPOAHBIX CBA3EH (Eiyp).

C yyeToM BceX MPHUBEIAECHHBIX [MapaMETPOB ObLUIM MPOBEACHBI PACUETHI

pacrpesieseHrs NOTEeHIIMaIbHONW YHEPTUU B BOJIOPOIHBIX CBS3SIX IIPU BO3ACHCTBUU
BHEIITHETO KPYTSAILIETO MOMEHTA.

L a t )

1.0 1.00 13 pN'-nm
(] A'J
S £
) ]
7] [}
=3 =)
m [sa]

00 d 0o : "o

4951 5658 5950 4951 5658 5950
Howmep azotuctoro ocHopaHu: (11) Howmep azotuctoro ocHoBaHus (1)

Pucynok 2 — I'padmku 06pazoBaHus pa3pbIBOB BOJOPOIHBIX CBSA3EH (KpAaCHBIM — B
GC napax, 3enensiM — B AT mapax) (a) u pacnpeaesieHus: IOTEHIIUAIbHOM SHEPTUU
BOJIOPOJIHBIX CBsI3eH (CHHUM) B mapax ocHoBaHuM nipu My = 8,28 nH 1M (0)

Ha pucynke 2 npencraBieHa quHamMuka (GOpMUPOBAHUS 00JIACTH Pa3phIBOB
BOJOPOJHBIX CBS3EHM W pPaCHpeAciIiCHUE NOTECHUMAIBHOW SHEPIUU BOIOPOIHBIX
CBA3€H B Iapax a30TUCTBIX OCHOBAHWM INPU BO3ACHMCTBUM KPYTAILIETO MOMEHTA
My = 8,28 nH-um. Ilo ropr3oHTamm oTMEUYEHBI HOMEpPA Map a30TUCTBIX OCHOBAHUM,
10 BepTUKaIN — Bpemsi. Ha prcyHke 3eeHbIM [IBETOM MOKa3aHa 00JacTh pa3phIBOB
BOJOPOJHBIX cBsa3eil B mapax AT, kpacubiM — B napax GC. bonee TeMHbIM (hOHOM
BBbIJIeJIeHa 00JIaCTh Ha4yajla CUYMThIBaHUA reHa, ykasano Hadaio CAG-tpakra (5658-
i mapa a30TUCTBIX OCHOBaHUM). CHMHUM IIBETOM BBIIEIEHBI 3aKpbITHIE MapBI
A30TUCTBIX OCHOBAaHMUW B 3aBUCHMOCTH OT IOTEHIMAJIbHOW HYHEPTUU BOJOPOIHBIX
CBsI3€H, CAMbIH CBETJIbI OTTEHOK COOTBETCTBYET IapaM C IIOTEHIMAIBHON DHEPTUEn
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< 1,00 oH'HM, a camblii TEMHBIM — MapaM C MNOTEHUUAIbHOW HHEpPrueu >
12,00 oH-aM.

N3 pucyHka 2 BHJHO, 4YTO pacHpeieieHue MOTEHIUAIbHOW 3SHEpPruu
BOJIOPOJIHBIX CBSI3€M 3aBUCUT OT BPEMEHU: CHayajga MOTEHIHalIbHAash SHEpPrus
PAaBHOMEPHO PaCHpPEAeNsIETC MEXIy IapaMH a30TUCThIX OCHOBAaHUW, a 3aTeM
nepepacrpenensercas M JIOKAIU3YeTCsS Ha OTIEIbHBIX Y4YacTKax MOJIEKYJIb
J€30KCUPUOOHYKICMHOBOU KUCJIOTHI.

PacdeTsl mOKa3bIBAIOT, YTO B IIEJIOM YBEJIMYECHUE 3HAYCHUSI BHEITHETO
KPYTAILET0 MOMEHTa MPUBOJUT K YBEIWYEHUIO BEPOATHOCTU BO3HUKHOBEHUS
JIOTIOJTHUTEJIHLHBIX Pa3phIBOB BOJIOPOJIHBIX CBSA3EH OOJIBIIIOTO pasMepa, OJTHAKO 3Ta
3aBUCHUMOCTH HE SIBJIICTCSI MOHOTOHHOM.

Takum o0Opa3oMm, BEpOSTHOCTh (OPMUPOBAHUS Pa3pbIBOB BOJIOPOJIHBIX
CBsA3€H OOJBLIOrO pa3Mepa Ha Y4YacTKE MOJIEKYJIbl J1€30KCUPUOOHYKIEHMHOBON
KHUCJIOTHI 3aBUCUT HE TOJIBKO OT «IIPOYHOCTU» HYKJICOTHUAHOU MOCIEA0BATEIbHOCTH
ATOTO y4acTKa, HO M OT (PaKTOpPOB, ONMPEACISIONINX €€ NUHAMHKY. Jlokanu3aius
PHEPTUM B MAKPOMOJIEKYJE€ W TMOTEHIMATbHAS SHEPTUs B3aUMOJCHCTBUN Iap
HYKJICOTUIOB 3aBUCST OT MMAPaMETPOB OKPYKAIOIIEH CPEIbl.

i
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Homep azotucTtoro ocHoBaHU (11)

Pucynok 3 — I'paduix oOpazoBanus pa3pbIBOB BOAOPOJHBIX CBS3EH
(xpacHbiM — B GC mapax, 3enensiM — B AT mapax) u pacnpeneneHus
NOTEHIMAIbHON SHEPTrUuU (CHHUM) BOJOPOJIHBIX CBSI3€W B MMapax OCHOBAaHUM MPU
My = 8,55 nH-um

Kpome Toro, HecMOoTps Ha IPEATIOI0KEHUE O TOM, UTO Pa3pbIBbl BOAOPOAHBIX
CBSI3EH JIOJMKHBI TIOSIBIISITHCSL B 00JIACTSIX MaKpPOMOJIEKYJBI ¢ OOJBIINON J0JIel map
AT, MOCKOJIBKY OHHM COJAEpXkaT MEHbIIE BOJOPOAHBIX cBA3eH, yem mapsl GC, B
oOnacTsax ¢ BbICOKOW KoHUeHTpauued mnap AT, BeposSTHOCTP BO3HUKHOBEHUS
pa3pbIBOB HE Bcera OyAeT BhIIIIE.

Takum 00pa3zom, pU3MKO-MaTEMATHUECKAS MOJIEIb TO3BOJISIET PACCUUTHIBATD
00JIaCTH JIOKAJIM3allMi MOTEHIIMAIbHON YHEpruu, HeoOX0AUMOM Uisi 00pa3oBaHuUs
Pa3pbIBOB BOJIOPOJIHBIX CBA3EM, M POTHO3UPOBATH MECTA UX 3APOKIAEHUSA C yUETOM
MEXaHUYECKUX KOJIeOaHUN MOJIEKYJIbI 1€30KCUPUOOHYKIEMHOBOM KUCIIOTBHI.

VYBenuueHHbI (PparMeHT pucyHKa 3 MOKa3bIBA€T, YTO BO3HUKHOBEHHE
HeOOJbIIMX O00JacTell ¢ pa3opBaHHBIMU BOJOPOJHBIMU CBSI3SIMU MPUBOAMUT K
PaCCENBAHUIO X MOTEHIMAIBHON SHEPTUU. DTO MPOUCXOAUT 32 CYET BO3PACTAHHUS
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YIJI0BOM CKOPOCTH Map a30TUCTBIX OCHOBAHUN U 00J1€€ NHTEHCUBHOTO PACCENBAHUS
KOJIeOaTeIbHOM SHEPruy MpU B3aMMOJEHUCTBHM C OKpyXarouieil cpenoil. Ilpu
BO3JICHCTBUM KPYTSIIEr0 MOMEHTA IPOUCXOJMUT JIOKAJIU3ALMS NOTEHIHMAIbHON
SHEPruM, JOCTATOYHAs JJIi BO3HUKHOBEHHUS HEOOJBIION 00JacTH pa30pBaHHBIX
BOJOPOJHBIX CBSI3€il Ha pAaHHEM 3Tame, BCIEACTBUE 4YEro MPOHU30iIeT
JOMOJHUTENBHOE PACCEMBAHUE HHEPIrUU. OJTO B JAJbHEHIIEM HE IO3BOJIAT
oOpa3zoBaTbcsi OOJNBIION 00JIaCTH  PAa30pPBAHHBIX  BOJOPOIHBIX CBSI3€H, UTO
OOBSACHSIET HEMOHOTOHHOCTh MX (POPMHUPOBAHUA, OOYCIOBICHHOW BO3ACHCTBUEM
BHEILIHETO KPYTALIEr0 MOMEHTA.

B T'naBe 3 npexacraBieHbl pe3yJabTaThl  (PU3MKO-MATEMATHUYECKOTO
MOJICTTUPOBAHUS MPOIECCOB 00pa3oBaHUsl Pa3pbIBOB BOJIOPOJHBIX CBSI3EH B IeHE
ATXN2 npu paznu4HbIX 3HAYEHUSAX BO3JECUCTBUSA BHEIIHETO KPYTSIIETO MOMEHTA.

HccnenoBaHo BO3HUKHOBEHHE OOJBIIMX JIOMOJHHUTEIBHBIX  Pa3phIBOB
BoIopoAHbIX cBsizeir B oOmactu CAG-noBTopoB reHa ATXN2, BbI3BaHHBIX
BO3JICHCTBUEM KPYTSIIEIO MOMEHTa, a Takke BiusHue IuHbl CAG-TIOBTOPOB Ha
4acToTy ()OPMHUPOBAHUS PA3PHIBOB BOJOPOIHBIX CBsI3€H B 3TOM 001aCTH.

JIJist CHU>KEHUS BBIYMCIIUTENBHBIX 3aTpaT JJIsl pacueToB ObLI BHIOpaH y4acTOK
reHa ATXN2, coaepxamuii 23 CAG-nosropa ot 4601 1o 6600 map a30TUCTHIX
ocHoBaHMil. BeiOOp Takoro yuyactka 0OOCHOBAaH TE€M, YTO OH COJEPKHUT MEPBBIN
WHTEPECYIONMNI HAc 3K30H M B TEUEHHUE PACUETHOTO IMEepUoja BPEMEHH 00JacTh
BO3MYIIICHUHN, BBI3BAHHBIX MPUJIOKEHHBIM BO3JCHCTBHEM, HE JOCTUTAET TPaHUIL
BBIOPAHHOTO y4acTKa, YTO MO3BOJIAET aJICKBATHO 3a7aTh IpaHU4HbIC yciaoBus. [lo
Mepe pacmmpenuss CAG-noBTOpoOB IMpaBas TIpaHULA pacyeTHOM 00sacTu
COOTBETCTBEHHO yBEJIWYMBAIACh. [paHUIBI MPOCTPAHCTBEHHOM JIOKaIW3aIUU
BO3JICHCTBUSI BHEITHErO0 KPYTAIIET0 MOMEHTAa B JaJIbHEUIIIEM OTCUMTHIBAIOTCS OT
Hayayia BHIOpaHHOTO y4acTKa r'eHa.

Pacuersl mokazanu, uto (GopmupoBaHue oOJacTedl pa3pbIBOB BOJOPOIHBIX
CBA3€H HAa YYacTKE Hayaja CUMTBHIBAHUSA TIE€HA IMPOUCXOAUT NPU BO3JCUCTBUU
M, = 8,28 nH-am. IIpu M, > 8,28 nH-HM NOSIBASIOTCS JONOJHUTEIBHBIE PA3PbIBBI
BOJIOPOJIHBIX CcBsizelt B 00acT CAG-TIOBTOPOB.

Ha pucynke 4 npuBeneHbl TUIUYHbIE (OPMbI JOMOJIHUTEIBHBIX Pa3phIBOB
BOJIOPOJHBIX CBSI3EH U MX Kiaccudukanus. 3eJIeHbIM IBETOM 0003HAYEHBI Pa3phIBbI
BOJOPOAHBIX cBsizell B mapax AT, kpacHbiM — B mapax GC. bosnee TemMHbIM poHOM
BbIJIeJieHa 00JlacTh Hauajla CYMThIBaHUs reHa. Jlunus (5658-1 mapa a30THCTBIX
OCHOBaHMi) 0003Ha"aeT Hayano obsactu CAG-1OBTOPOB.

Jlist onipeieniennst 9acToThl POPMUPOBAHUS PA3PHIBOB BOJOPOIHBIX CBSI3CH B
obmactu CAG-TIOBTOPOB pacyeThl MPOBOJAUIUCH JUISI 3HAYCHHUN BHEITHETO
KPYTSIIETO0 MOMEHTA, JTOKAJIM30BAaHHBIX B CErMEHTE [1;, 12], T/I€ JieBasl TPaHHUIIA 1
coBmajajga ¢ 00JacThbIO Hayana cuMThIBaHMs TeHa (13 = 633-s mapa a30THCTHIX
OCHOBAaHMI OT Hayaja BEIOPAHHOTO YYaCTKa MOJICKYJIBI J€30KCUPUOOHYKICUHOBOM
KHCJIOTBI), TIpaBasi TpaHuIia i, u3mensuiach ot 1170-i mo 1320-i mapsl a30TUCTHIX
OCHOBAaHMI OT HayaJia BHIOPAHHOTO y4acTKa.
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Pucynok 4 — I'pauku 00pazoBaHus pa3pbIBOB BOJIOPOIHBIX CBA3E,
BO3HHUKAIOIINX MPU BO3JCHCTBUH BHEITHETO KPYTALIETO MOMEHTA Ha
MakpoMouiekyiy (kpacHsiM — B GC mapax, 3enensiM — B AT mapax).

JlononHuTenbHASE 006J1aCTh Pa3phIBOB BOJOPOIHBIX CBsA3ei B obmactu CAG-
MTOBTOPOB CYUTACTCS OTCYTCTBYIOIICH (a), 0OueHb MaJieHbKOM (0), MaJeHbKOM (B),
OombI1101 (T).

3HaueHue KpyTAlero MoMeHta My B pacueTax 3a/1aBajioch B JUaria3oHe OT
8,28 mH-amM (Hauwano dopmupoBaHus pa3pbiBa BOAOPOIHBIX CBSI3eM B 00JacCTH
Havaja CYMThIBaHUS reHa) 10 8,62 nH-HM.

Ha pucynke 5 mnpencraBnenbl rpaduku 3aBucumoctet ms(34)/ms(k) u
my+3(34)/my43(k), tome ms(k) — KOTUYECTBO OOIBIINX JTOMOJHUTEIBHBIX Pa3phIBOB
BOJOPOJIHBIX CBs3ed W mpi3(k) — oOmiee KoJWuecTBO MayiblX W OOJIBIIHUX
JIOTIOJIHUTEJILHBIX 00J1acTeH, Ha KOTOpPbIE HAJ0KEHBI MacIITAaOUPOBaHHBIE TrpadUKU
3aBHCHUMOCTH CpeJIHEer0 Bo3pacTa Hadayia 3abojieBanust ot yucia CAG-MoBTOpOB
(kpacHble JMHMM). BUAHO, 4YTO HKCIEPUMEHTAJbHBIE JAHHBIE COTJIACYIOTCS C
pe3ynbTaTaMHu, PACCUMTAHHBIMA C TIOMOIIBIO MOJCPHU3UPOBAHHONW (PU3HKO-
MaTeMaTUYECKOU MOJICIIH.

VY cTaHOBIEHO, YTO BIMSHUE BHEITHETO KPYTAIIETO MOMEHTA Ha 00J1acTh TeHA
ATXN2, comepxariyto 1-ii 3K30H, TOMUMO OOpa30BaHUS Pa3pbiBa BOIAOPOIHBIX
CBs3eil B o0O0OJacTM Hayalla CYUTHIBAHUS TE€HA TMPUBOJUT K OOpa30BaHUIO
JIOTIOJTHUTENBHBIX PA3pPhIBOB BOAOPOIHBIX CBSI3€HM PAa3IMYHBIX Pa3MepoB B 00J1acTh
CAG-noBTOopoB. Ha ocHOBaHMY ITPOBEICHHBIX PACUETOB ObLIH MTOCTPOCHBI TAOTHIIHI
JIOTIOJIHUTENBHBIX Pa3pbIBOB BOJOPOAHBIX CBSI3€M M reHa, comepskamiero 34, 35,

40, 45, 50, 55, 60 u 65 CAG-noBTOpPOB, UYTO MO3BOJIMJIO PACCUUTATh YacCTOTY
00pa3oBaHUsl TOTIOTHUTEIBHBIX 00JIacTeH.
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m(34)/mk)

paspbIBOB BOAOPOIAHBLIX CBA3CH
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m5(34)/m;(k)

KonuuecTBo 10MOMHUTENBHBIX 30H

(

(-

k

435 40 45 0 55 60 65
Konmaectso CAG-tioBropos (k)
Pucynox 5 — I'padpuxu m3(34)/ms(k) m mp:3(34)/my3(k) u
MacIHITaOupOBaHHbIE IPaPUKU 3aBUCUMOCTH CPEIHEr0 BO3pacTa Havyasia
3aboneBanus oT konmyectBa CAG-nioBTOpOB (kpacHbie auHUN) U3 [10]. ms(k) —
KOJIMYECTBO OOJIBIIINX JOTIOJTHUTEIBHBIX PAa3phIBOB BOJAOPOIHBIX CBS3EH U My43(k)

- 0611166 KOJIMYECTBO MaJIbIX U OOJIBIINX JOITOJIHUTCIBbHBIX obOnacrei

S

[TonyyenHass Koppensuusi 4YacToTbl (HOPMHUPOBAHUS JIOMOJIHUTEIBHBIX
Pa3pbIBOB BOAOPOAHBIX CBs3el B obsactu CAG-ITOBTOPOB CO CPEAHUM BO3PACTOM
Hauvana 3a0osieBaHus SCA2 u mgmHOM CAG-TIOBTOPOB IMOKa3bIBaeT, YTO
MPEUIOKCHHBIM TOAXOJ] TOJE3eH MPU HM3YYECHHH MEXaHW3MOB 3a00JICBaHUM,
BBI3BAHHBIX PACHIMPEHUEM TPUHYKICOTUIHBIX IIOBTOPOB.

Y CTOHYNBOCTh MOJIEKYJIBI 1€30KCUPUOOHYKIEMHOBOM KUCIIOTHI K pa3phiBaM
BOJIOPOJIHBIX CBSI3€M — 3TO HE CTATHYECKOE CBOWMCTBO IMOCIEAOBATEIBLHOCTH, a
JAHAMHAYECKUM TMapameTp, BO3HUKAIOMIMK W3 B3aUMOJCUCTBHUS BHYTPEHHEHN
SHEPreTUKH MMap W BHEMHUX CWi. [loHMMaHue 3TUX MNPUHIMUIOB MO3BOJSET
00BACHUTDH HE TOJIBKO (PyHTaMEHTaIbHbIC (PU3NUECKUE XapaKTEPUCTUKU TEHOMA, HO
U MOJIEKYJSIDHBIE MEXAHU3Mbl BO3HMKHOBEHMS TSDKEIIBIX HACIEICTBEHHBIX
3a00s1eBaHUM.

[IpoBenéunpie pacu€Thl MOKazanu (PUCYHOK 6), YTO TMPU HOPMAIHLHOM
pacmupenun CAG-TpakTa KOJWYECTBO JIOMOJHUTEIBHBIX 00JacTell pa3pbIBOB
BOJIOPOJIHBIX CBSI3¢M HE TMPEBBIMIAET KPUTHUYECKOTO TMOpora, 4YTO HUMEET
CYIIECTBEHHOE 3HA4YCHUE I TMOJACPKaHUSI CTAOMJIBHOCTH TE€HETHYECKOIo
Matepuana. Hamuuume »3TUX o00JacTel OKa3bIBaET JABOSIKOEC BIMSHUE Ha
(YyHKUHMOHAJIBHOE COCTOSIHME MakpomoJiekydbl. C  OAHOW CTOPOHBI, OHHU
00ecreynBalOT HEOOXOAUMYIO THOKOCTh MOJIEKYJIbI, YTO KPUTUUECKU BaXKHO JIsi
HOPMaJbHOTO TMPOTEKaHUs KJIETOYHbIX TmponeccoB. C apyrod CTOPOHBI,
MPUCYTCTBHE O0JacTel pa3pblBOB BOJOPOJHBIX CBsI3ed CO3MAET ompeerncHHbIC
PHUCKH JIJIsl TIpoliecca KOMUpoBaHus HH(opmaIuu.

14



[
=2 A
— W (\o]
! ! !

0,05

S

6 28 30 32 34 35 40 45 50 55 60 65
KomnuectBo CAG-nosTopos (k)

Pucynox 6 — I'paduix 3aBUCUMOCTH BEpOSTHOCTH 00pa30BaHuUs OOJIbIINX
JOTIOJTHUTENBHBIX YYACTKOB Pa3pbIBOB BOJAOPOJIHBIX CBSI3€W B 3aBUCUMOCTH OT
mupuHbl oonactu CAG-TpakTa

BeposaTtHocTh
o0pasoBaHHUsI pa3phIBOB
BOJIOPOJIHBIX CBsizeit (P)

242

N3BecTtHO, uro mpucyrctBue BcTaBOK CAA B CAG-TpakTe BIHSET Ha
XapakTep M BpeMs BO3HUKHOBEHHUS 3a00JI€BaHMI, BBI3BAHHBIX pPACIIUPEHUEM
TPUHYKJIEOTUIHBIX MOBTOPOB. Tak, mnpepbpiBaHue pacmmpeHHoro CAG-Tpakra
OJIHOW WJIM HECKOJbKUMHU BcTaBKamMu CAA mposiBisieTcsl Kak NapkuHCOHM3M. Ha
pUCYHKe 7 n300pa)keHbl rpauKu BEpOSITHOCTH BOSHUKHOBEHUSI JOMOJIHUTEIbHBIX
pa3pbIBOB BOJOPOIHBIX CBsI3el OOJIBILIOTO pa3Mepa.
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KonnuectBo CAG-noBTopos (k)

Pucynox 7 — I'paduixu BepositHOCTH P BOSHUKHOBEHUSI TOTIOTHUTEIHHBIX
Pa3phIBOB BOJIOPOIHBIX CBsi3eH 00bIoro pazmepa. [lo ropuzontanu — qiuHa k
CAG-tpakTta. KpacHbIM 11BeTOM N300pakeH rpaduK BEpOSITHOCTH,
cootBercTByOmUt CAG-Tpakty 6e3 CAA-BcTaBKy; HOMEpaMH 1-6 0003HAYCHBI
rpaduku, coorBercTByromue CAA-3amene B 5, 10, 15, 20, 25 u 30
TPUHYKJICOTHIAX.

B pacumpennom CAG-tpakre 6e3 BctaBok CAA popMupyroTcs ctaOuibHbIe
BTOPUYHBIE  CTPYKTYpblI, 3aTPyIHSIONIME  KONHUPOBAHUE U  CUUTHIBAHUE
uHopManuu, 4YTO BENET K TEHOMHOM HECTaOWJIBHOCTH W PHUCKY 3KCIAHCUU
nmoBTopoB. BceraBku CAA nHapymaror perynsipHocte CAG MOBTOpPOB, CHUXKas
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BEPOSITHOCTh 0Opa30BaHUsl BTOPUYHBIX CTPYKTYp: afeHUH (A) oOpaszyeT meHee
CTaOMJIbHBIE BOAOPOJHBIE CBA3M, YeM 1uTo3uH (C) wnu ryanut (G).

3ameHa ryaHuHa Ha ajieHuH B TpuHykieotuje CAG MEHSeT MEXaHHUYECKHE
CBOMCTBAa HYKJICOTHAA W DSHEPrUI0 BOJOPOAHBIX cBsize. OmHAKo pacyETbl
MOKA3bIBAIOT, YTO HEKoTopble Jokanu3aun CAA-BCTaBOK CTaOWIM3UPYIOT
CAG-TtpakT. OT0 NOAUEPKUBAET POJb IUHAMHUKU JE30KCUPUOOHYKICMHOBOM
KHUCIIOTBI: 3aMEHa JIa)K€ OJHOT0 HyKJeoTuJa oOyClIaBIMBaET NepepacipesiesieHue
MOTEHIUAIIBHON DHEPTUM BOJOPOJHBIX CBs3ed. [IOHMMaHHWE 3TUX MEXAHU3MOB
BaXXHO JIJIs pa3pabOTKU Tepanuii HelpoaereHepaTUBHbBIX 3a00JeBaHUM, CBI3aHHBIX
¢ skcniancuend CAG-1oBTOpoB.

Psn pesynpraroB, npuBeneHHbIX B [aBe 3, mojiyueH B XOn€ pean3aluu
Kpynnoro nHaywynoro mpoekra 13.1902.24.06 «IOxHbIII BEKTOp HAaIMOHAIBHOU
0€e30IaCHOCTH B YCJIOBHUSIX TECOMOJUTHYECKUX U KIMMATHYECKUX BBI30BOB)
(Cornamenune ¢ Munobpaayku Poccun No 075-15-2024-528 ot 24.04.2024 r.):
Oran 1 —mm. 1.9-1.11 III"unm. 4.9, 4.10,4.11 T3; Oran 2 —1m.2.6-2.8, 1 4.39-4 .41
T3; Oran 3 —nm. 3.7-3.9 III' u 1. 4.75-4.77 T3.

B TI'nmaBe 4 npencraBieHbl pe3ylbTaThl  (PU3MKO-MATEMATHUYECKOTO
MOJICIUPOBAHUS MPOIIECCOB 00pa30BaHUs Pa3phIBOB BOJOPOIHBIX CBSI3€H B T'€HE
ATXN2 npu MoaudUKaIuy U30TOMTHOTO COCTaBA U BSI3KOCTU BHEIITHEW CPEJIbl.

C nomompto  (HU3MKO-MATEMATUUECKOTO MOJICTUPOBAHUS HCCIIe0BaHa
JVHAMUKA TOTCHUUAIBHON HSHEPrMUd BOJOPOJHBIX CBSI3€M B Mapax a30TUCTBIX
OCHOBaHUM, €€ BiIMsSHUE HAa (HOPMUPOBAHME M JIMHAMUKY HX Pa3pbIBOB B TI'EHE
ATXN2, ¢ equnnuHOM n30TONHOM 3aMeHoi D/H (BomopoiHas cBsI3b 3aMEHEHa Ha
JAEUTEpUEBYIO) ISl 3HaueHU BA3KOCTU £+ 10% OT IpUHATOrO B MOJIETH 32 HOPMY.

VYcraHoBiIeHO, YTO TNOBBIMIEHWE BsizkocTH Ha 10%  orpaHuumBaeT
MOABWKHOCTh HYKJICOTHAHBIX Leneil. B mnpuCyTCTBUM aTOMOB JeWTEpHs B
BOJIOPOJHBIX CBSI3IX MEXKIy IapaMu a30TUCTBIX OCHOBaHMI HaOIIOJAI0TCA
3HAUYMMbIE HM3MEHEHHMSI KHUHETUKH O0Opa30BaHUs W pa3pylIeHUS BTOPUYHBIX
CTPYKTYp, 4TO OOYCJIOBJIEHO (OpMHUpPOBAHUEM OOJEe MPOUYHBIX JEHTEPUEBBIX
cBs3ent. s aHanm3a BIUSHUSA BSA3KOCTHU BHEIIHEN CPEIbl U OJAMHOYHOU U30TOIHOU
3amenbl D/H Ha ctabunbHOCT CAG-TpakTa OblIHM MPOBEACHBI PACYETHI C OLIEHKON
YaCTOThl BO3HUKHOBEHUSI TONOJHUTENBHBIX Pa3pbIBOB BOJOPOJIHBIX CBSI3€Hl B I€HE
ATXN2, Tak KaKk JaHHas BEJIMYMHA SBIISIETCA OJHOM U3 OCHOBHBIX XapaKTEPUCTUK
ctadbmibHocTH CAG-Tpakra.

Ha pucynke 8 mpuBeneHbl rpauku 3aBUCMMOCTH KOJIHUYECTBA oOnacTen
Pa3pbIBOB BOJIOPOJIHBIX CBA3EH B MOJIEKYJIE 1€30KCUPUOOHYKIEUHOBOW KUCIOTHI OT
muHbl CAG-TpakTa NpU pa3/IMUHbIX 3HAYEHUSAX BS3KOCTU BHELIHEW Cpenbl U
oauHouHou 3amene D/H B 25 Tpunykieotuie.
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Pucynok 8 — KonuuecTBo JOMOJHUTEIBHBIX Pa3pbIBOB BOJIOPOAHBIX CBA3EH
3HaunMoro pasmepa B CAG-tpakrte npu 3amere D/H B 25 monoxenuu npu
Pa3IMYHBIX 3HAYEHUSAX BA3KOCTH

VBenuuenne iuHbl CAG-tpakta B reHe ATXN2 cBsizaHO ¢ pa3BUTHEM
HEeWpoJiIereHEePaTUBHBIX 3a00JIEBAHMI: YEM JIJIMHHEE TPAKT, TeM OOJIbIlIEe pa3pbIBOB
BOJIOPOJIHBIX CBsi3eil. Bsi3kocTh BHENIHEH cpenibl Moauduuupyet 3ToT 3 dekT. [Ipu
cHmxkeHun Bsizkoctd (0,9) pacTér 4uciao pa3pblBOB — MOJEKyJIa CTaHOBUTCS
MOJABWXHEE, cnupajib MeHee craOunbHa. [lpum mnoBbimenun BsizkoctH (1,1)
CTPYKTypa CTaOWUIU3UPYETCs: OrpaHUYEHHAs] TMOJBUKHOCTb LIETMH CHUXKAET
BEPOATHOCTh  Pa3pbIBOB  CBA3CM M  TNOJJEPKUBAaeT  KOH(GOPMALMOHHYIO
yctoitunBocTh. OmmHounass 3amena D/H B 25-m tpunykneorune CAG-tpakrta
JOTIOJIHUTENBHO ~CTAOMIM3UPYET JIOKAJIBHYIO CTPYKTYpYy: YHCIO 3HAUYMMBIX
oOjacTel pa3pbIBOB YMEHBIIAETCS.

Bsi3kocTh BHEIIHEW Cpelbl OKa3bIBa€T CIEAYIOLIEE BIIMSAHHUE: CHUKECHHE
BA3KOCTH YCHUJIMBAET JMHAMUYECKYHIO MOJBH)KHOCTH, TOI/IA KAK IOBBILIEHUE —
CTaOUIIM3UPYET MOJIEKYJSIPHYIO CTPYKTYPY 3a CUET OrpaHMYEeHMs] MOJBHUKHOCTHU
HYKJICOTH/IHBIX LICTIEH.

[elitepueBast CBsI3b NPUMEPHO Ha S5 % mpodHEEe BOJOPOJHOU, IMOITOMY
3ameHa Bojopoaa Ha Aedtepuit (D/H) ykpenser cBs3u MEXIy apaMu a30THUCTHIX
OCHOBaHHWI. DTO M3MEHSAET MEXAaHMYECKHME CBOMCTBA JE€30KCHUPHUOOHYKIEHMHOBOM
KHCJIOTBI: CHHXKAETCS IMOJBUKHOCTh MOJIEKYJISIPHBIX CTPYKTYP, UTO CTAOMIM3UPYET
JIOKAJIbHBIEC YYaCTKH IBOMHOW CIIUPAJIH.

Ha pucynke 9 mnokazano, yto uzoromnHsle D/H 3ameHbl cTaOMIM3UpPYIOT
yuactok ¢ CAG-nosropamu. [Ipu atom, D/H 3amenst B GC mapax cTabmIM3upyroT
CAG-tpakr cuibHee, yeM B AT mapax. OTO MOXHO OOBSCHUTH TEM, YTO B
OOJBIIMHCTBE CJIy4aeB KpPUTHYECKUMHM Uil  oOpa3oBaHusi oOjacTeid C
Pa30pBaHHBIMU BOJIOPOJHBIMH CBSI3SIMH, SIBJISIIOTCS UX pa3pbiBbl B mapax GC (3a
CUET HaJIM4Ws TPEX BOJOPOAHBIX CBsi3ei, a He ABYyX, kak B AT mapax), moatTomy
YKpEIUJIEHUE BOJIOPOJHBIX CBsI3€l B HUX cuiibHee cTabunusupyer CAG-TpakT.
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Pucynok 9 — I'paduk BeposiTHOCTH P 00pa3oBaHus JOMOJTHUTEIBHON
00IBIII0I 00JIACTH Pa3phIBOB BOJOPOIHBIX CBSA3EH B 3aBUCIMOCTH OT KOJTHMYECTBA
TpuHyKJIeoTu10B (K) B yuactke CAG-1oBTOpOB ¢ eAMHUYHBIMU 3ameHamu D/H

[IpoBenéHupie pacu€Thl TOKa3ajdd, YTO BEPOATHOCTh OOpa3oBaHUs
JOTIOJTHUTENbHBIX 00JacTeil pa3pblBOB BOJOPOAHBIX CBS3EH MNpHU €IMHUYHBIX
3ameHax D/H B yuactke CAG-moBTOPOB HE 3aBUCHUT OT KOJMYECTBa
TPUHYKJICOTUIOB.

Jns u3ydyeHus BIUSHUS YKCIIA TPUHYKICOTUIHBIX MOBTOPOB MPHU 3aMEHE
omHoro aroma Bojaopoja (D/H) B kaxmoil mape a30TUCTBIX OCHOBAaHUW Ha
(dbopMupoBaHKE Pa3phIBOB JUIMHOW B OJIHY Mapy HYKJICOTHIOB U MHO>KECTBEHHBIE
CMeXHBIE pa3pbiBbl (< 40 map HyKJICOTHIOB) ObLI MPOBEJEH aHATU3 BEPOATHOCTEH
(P)) ¢opMupoBaHus pa3pbIBOB BOJOPOIHBIX CBS3€H MEXIYy a30TUCTHIMU
OCHOBAHUSAMHU B JIBYXIIENIOYEYHON MakpoMoJiekysie reHa ATXN2.

[TonyyeHHble 3HAYE€HUS] BEPOSATHOCTEH P; OBUIM PpPaHXKUPOBAHBI OT
MUHUMAIBHOTO (P; ) 10 MakcumaibHoro (P; ). Jljis CpaBHEHHS UCTIOIb30BAIICS
0a30BbI  MOKazaTenb Py, TMNPEACTABISAIONMNA BEPOATHOCTh BO3HUKHOBEHUS
OTKPBITOTO COCTOSIHUSI NPU YCJIOBUHM, YTO BCE BOJOPOIHBIE CBA3U B MOJIEKYJIE
JI€30KCUPUOOHYKIIEMHOBON KUCIOTHI B KOHJACHCUPOBAHHOM COCTOSTHUU 00pa30BaHbl
aTOMaMH BOJOPOJA.

Ha ocHOBe mony4eHHBIX MaHHBIX OBUIM BBIJEICHBI ABE TPpymmbl. [ 'pymma
«MakcuMym» BKIIFOYasa HyKJICOTH/IbI C MAKCUMAJIbHBIM 3HAYCHUEM P; U Taphl
OCHOBAaHMM C BBICOKMMH IOKazaressimu P;. I'pynna «MuHMMym» coctosuia u3
HYKJICOTH/IOB C MUHHMAIbHBIM 3HA4YCHUEM P; .~ ¥ Nap OCHOBAHMN C HU3KUMHU
nokasarensimMu P;. Paznenenue Ha 3TU rpynmbl ObUIO OCYIIECTBIEHO MOCPEICTBOM
YCOBEPILIEHCTBOBAHHOTO HAMU ajropuTtMa [6]:

1) 1 € amanazon «MakcuMym»:
1 1

max E (Pimax - Pimin) = PO + E (Pl

>0:P 2P, —— (P, — P

max lmin)

eciu P; —Py)ubP,. >Py=>

max max

p; = Nyyay = 2, NP;; WIn HHAYE: (10)

min max
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1

cClin Pimax o _( lmax lmln) < PO T3 (P"max o PO) 1 Pimax > PO =
Pn20:P 2P — Z(Pimax — Py) 2 Nypax = NP (11)
2) 1 € quarna3oH « MUHUMYM):
1 1
CCIIH lem + E (Pimax o Pimin) = PO o E (PO o lmm) lel > 0wu ngCS =
0: <P . —0 (P, .. — Pii) = Numin = X NP;; Wi MHAYE: (12)
1 1
cCJin lem E (Pimax o Pimin) > PO o E (PO o Pimin)’ Pimin > 0w 7’I'gCSz =
0:P,<P_. +- (P0 P; . ) > Npin = X NP;; Wik HHAYeE: (13)
ecim Pimm 0,010 <2< 1:p, =0,0 = ny, = g, (E&): (14)

g
3) 1 € auanazon «Hopmay:

ecid 1 € nuanas3oH «Makcumym» U 1 € auana3zoH « MUHHUMYM:
Npormal = Ng — (Mmax + Nmin) (15)

rae

Nmax— KOIUYECTBO 1, MONABIIMX B AHANa30H «MaKCUMyM»;
. HAuBBICLIEE 3HAYECHHUE BEPOATHOCTU P; Ui KaXIOW TpYNIbl IpU

ONpPENEICHHOM KPUTHYECKOM 3HAaYCHUU ITOTEHINAIBbHON 3HEepruu Ecr;

Nymin — KOJIUYECTBO 1, TONABIIMX B AMANa30H « MUHUMYyM»;

P; . — OTO HaWMEHbIIEC 3HAYCHHE BCPOSITHOCTH P; Ui KaXIOW TPYIIbl MPH

ONPENEICHHOM KPUTHYECKOM 3HAaYEHHUH ITOTEHINAIBbHON 3HEpruu Ecr;

Py — npencrasnser co0oil BEposTHOCTD P;, KOrja BCe CBSI3U BOJOPOIHBIE;

CSz — y4acTku B MOJIEKYJI€ YCTOMYMBBIE K pa3pbIBY I KaXX10M rpynnsl: Pcs, =

0,0;

EZ. — xputndeckas SHeprus;

Tlg — KOJIMYCCTBO I1ap a30TUCTBIX OCHOBAHHM BO BCEM PK30HE 1;

Ny, — 00IIEe KONMMYECTBO BeposiTHOCTEN Py, pasroe 0,0, mist Kaxa0i rpymnibl BO

BceM dk30He | ipu EZ,.,
Npormal — KOJUYECTBO 1, KOTOPbIE HAXOAWJIMCh BHE mpeneiaoB «Makcumym» u
«MuHEMYM».

Y CTaHOBIEHO, YTO MPU BO3JACHCTBUM BHEUIHErO KPYTAIIETO0 MOMEHTa B
nuarnazoHe ot 7,25nH-um o 8,25nH-um u uyumcne CAG-nmoBTopoB > 33
(XapakTepHO JJis CIIUHOLEPEOEIIIPHON aTaKCUU 2 TUIA) BEPOSATHOCTh €UHUYHBIX
Pa3pbIBOB BOJOPOJHBIX CBS3EH MEXKAY aA30THCTBIMH OCHOBAHUSIMH JOCTUTAET
14,97 %, a mons AT map ~2,03 %. IIpu komnuectBe CAG-nnoBTOpoB 0T 13 10 28
ATU NoKa3arenu Huxke. B auanazoune ot 6,75 nH-um 10 7,00 nH-um npu 13-28 CAG-
MOBTOpaxX 4Yallle BO3HUKAIOT 00JIACTH C OOJIBIIMM KOJUYECTBOM pPa30pPBAHHBIX
BOJOPOJHBIX CBsi3e (0osiee 21 mapel HyKJI€OTHAOB). JlaHHBIE pa3auyus BIAUSIOT Ha
CKOPOCTh WHUIIMAIIMU TPAHCKPHUIILMU MPU MOIU(PUKALIMU U30TOMHOTO COCTaBa U
BSI3KOCTH CpE€Ibl. DTO OTKPBIBAET BO3MOKHOCTH IJII PETYJSILUH SKCIPECCUU
ATXN?2 u nmo3BoJisieT paccMaTpuBath u3otornHbiii D/H oOMeH kak nmepcrneKTuBHBINA
WHCTPYMEHT peryisiiuud. MojaepHU3upoBaHHas (U3MKO-MaTeMaTH4ecKash MOJIEIb
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MIO3BOJIWJIA UCCIIEN0BATh, KaK yBelnueHue konnuectBa CAG-nmoBTopoB >33 Biuser
Ha MOJIEKYJISIpHYI0 JuHaMuKy O9k30Ha 1 teHa ATXN2 npu wmomudukanuu
M30TOIHOT'O COCTaBa U BSI3KOCTHU CPEJIbL.

Takum 00pa3oM, BS3KOCTH Cpeabl M WM30TOMHBIA COCTaB BIUSIOT Ha
CTPYKTYpPHYIO YCTOWYHMBOCTH M JUHAMHKY MAaKpOMOJEKYJ, T.e. HE JaioT
o0pa3oBaThCsi ~ BTOPUYHBIM  CTPYKTypaM,  3aTPYAHSIONIMM  CUWUTHIBAHUE
reHeTruaeckoit nnopmanmu. [loHnMaHue TaKuX MEXaHU3MOB BOXXHO JJISI U3YUEHUS
YCTOMYMBOCTU TEHETHMYECKOr0o MaTepuaia B (PU3HOJIOTHYECKHX M CTPECCOBBIX
YCIIOBUSIX, a TaKXe JUIsl HAPYILICHWM, CBA3aHHBIX C BTOPUYHOU CTPYKTYpOU H
JTUHAMHUKON MOJIEKYJIbI 1€30KCUPUOOHYKICUHOBOM KHUCIOTHI.

Psn pesynbraToB, mpuUBEACHHBIX B I'71aBe 4, moiydeHa B XOJ€ peaau3aluu
Kpynnoro nHaywynoro mpoekra 13.1902.24.06 «IOxHbIII BEKTOp HAaIMOHAIBHOU
0€30IMMaCHOCTH B YCJIOBHUSAX TEOMOJIUTHYECKUX U KIMMATHYECKUX BBI30BOBY
(Cornamenune ¢ Munobpaayku Poccuu No 075-15-2024-528 ot 24.04.2024 r.):
Oran 1 —mm. 1.9-1.11 IIT"umm. 4.9, 4.10,4.11 T3; Oran 2 —1m.2.6-2.8, 1 4.39-4 .41
T3; Oran 3 —nm. 3.7-3.9 III" u 1. 4.75-4.77 T3.

B 3akiw4eHuMM TpPECTABICHbl OCHOBHBIE pE3yJbTaTbl U  BBIBOAbI
MPOBEICHHON PaOOTHI:

1. MonaudunupoBana puznko-MaTeMaTuyeckasi MOJIENb, OMUCHIBAIOIIAS
BO3HUKHOBEHUE W JUHAMUKY Pa3pbIBOB BOJAOPOIHBIX CBSI3€M MAKPOMOJIEKYJIbI; B
MOJIEJIM YYTEHO BJIMSIHUE BHEIIHETO KPYTAIIEr0 MOMEHTa B JMamna3oHe OT
8,28 mH-am no 8,62 nH-uHM u 1okanu3oBaHHOrO B auana3oHe oT 8,28 mH-aM 1o
8,62 mH'-uM rema ATXN2, yTo mMO3BOJSAET ONUCATh (HOPMUPOBAHHE PA3PHIBOB
BOJIOPOJIHBIX CBS3EH U BOCCTAHOBJICHUE UX CTPYKTYPHI.

2. VY CTaHOBIIEHO, YTO MPU BO3JCUCTBUU BHEIIHETO KPYTAILIETO MOMEHTA
ot 8,28 mH-um 110 8,62 mH-um Ha o6macTs rena ATXN2, coaepxariero ot 35 10 65
TpuHykiaeoTuIHbIX CAG-1TOBTOPOB, MOMUMO 00pa30BaHus Pa3pbIBOB BOJOPOIHBIX
CBs3€il B 00JIaCTM MPOMOTOpa MPUBOJAUT K OOpPa30BaHUIO JTOMOJHUTEIBHBIX
pPa3pbIBOB BOJOPOHBIX cBsizel B o0actu CAG-IOBTOPOB.

3. VYCTaHOBIIEHO, 4YTO 3aMEHAa TyaHMHAa Ha AaJ€HUH B OJHOM U3
tpunykieotuoB CAG makpomonekynsl ATXN2 (mpu »Heprusx paspbiBa
BoJopoAHbIX cBsized E,r = 5,1020 nH - aMm, Egc = 12,7064 nH - HM) oka3biBaeT
BJIMSIHUE HA CTaOWJILHOCTH OOJACTH TPUHYKJICOTHIHBIX MMOBTOPOB; mpu G/A
3ameHax B 5, 10 wm 15 TpuHykieoTuae BEPOSTHOCTh BO3HUKHOBEHUS
JOTOJIHUTENIBHBIX YYaCTKOB C PAa30pBaHHBIMU BOJOPOAHBIMHU CBSI3SIMU MEXKIY
napaMM a30THCTBIX OCHOBaHUM cHmkaercs 1o 0, a mpu G/A 3amene B 20, 25 u 30
TPUHYKJIEOTUIE BEPOSITHOCTD (POpMUpOBaHUs pa3pbiBoB yBeauuuBaercs 10 100%.

4. BoisiBneno, uyto onHokpatHas wuzotonHas D/H 3amena B mapax
a30TUCTBIX ocHOBaHM reHa ATXN2, cogeprkamero ot 33 10 65 TpPUHYKJIEOTUIHBIX
MOBTOPOB, MpU BEIUYMHE BHEIIHETO KpyTsAllero MoMmeHTta oT 8,28 mH-HM a0
8,62 nH-uM npuBoAMT K yMmeHblIeHHIO (10 () BEpPOATHOCTH BO3HUKHOBEHHS
Pa3phIBOB BOJOPOJIHBIX CBsi3el u cTtabmmzaruu yuyactka CAG-noBTopoB. CrerneHb
cTaOWIN3allMy HE 3aBUCHUT OT Jiokaiu3anuu D/H 3ameHsl.
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5. YcTaHoBI€HO, 4TO (PU3MKO-MAaTeMaTHuecKas MOJIENb, OMUCHIBAIOLIAS
BO3HUKHOBEHUE U JUHAMHKY Pa3pbIBOB BOJOPOJHBIX CBSI3€H B ABYXIIEMIOYEHUHOM
MaKpOMOJIEKYJIE TPU BO3JEHCTBUN BHEIIHETO KPYTALIErO MOMEHTA B AUANIA30HE OT
8,28 mH'-um o 8,62 mH-um Ha ywactok reHa ATXN2 c 633 mo 1320 mapsr
A30TUCTBIX OCHOBAHMI, IO3BOJSIET pAacCUMTHIBATh MeECTa  JIOKaJIU3aluu
MoTeHITHaNbHOU SHeprun (B auama3ode or 0 mo 13 mH-HM), HeoOXxomumont mis
oOpa3oBaHMsi Pa3phIBOB BOJOPOJHBIX CBSI3€H, W MPOTHO3HPOBATH MeECTa WX
3apOXKIEHUSIT C  YY4eTOM  MEXaHWYECKMX  KoJICOaHWM  JABYXIICMOYEUHOU
MaKpOMOJIEKYJIBI.
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JIscora Okcana MuxaiJioBHA

HUccaenoBanue BOJOPOIHBIX CBsi3eH B ABYXIICMMOYECIHBIX MAKPOMOJICKYJIaX
nmpu BO3/1eliCTBUU BHEIIHETr 0 KPYTHIIECIro MOMEHTA U MOIII/I(I)I/IKaHI/II/I
H30TOITHOI'0 COCTaBa CPE/AbI

ABTOPE®EPAT
JUCCEpPTALMY HA COUCKAHUE YUYECHOU CTEIICHU
KaHauaaTa GU3NKo-MaTeMaTHUECKUX HAYK

Ileuats onepaTuBHas.
Tupax 100 sk3. 3aka3 Ne
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