3AKJIIOUEHUE JIMCCEPTALIMOHHOI O COBETA J1001.022.03,
CO3JJAHHOIO HA BA3E ®EJEPAJIBHOIO T'OCYJAPCTBEHHOI'O
BIO/DKETHOT'O HAVYHOI'O VUPEXJEHIS «AHCTUTYT
SKCIEPUMEHTAJIBHOM MEJULIMHBI, [0 JUCCEPTALIMA HA
COMCKAHME YYEHOU CTEITEHU KAHIUJATA HAVK

aTTECTAalMOHHOC JIC€JI0 Ne

pellleHre TUCCepPTaoHHOro0 coBera oT 27.12.2018 Nelll

O unpucyxnenun CenkeBUdy KOHCTaHTHHY AJIEKCEEBHUY, TpaXJTaHUHY
Poccutickoii @enepanuu, y4eHOM
CTEIIeHH KaHIXaTa MEIUIIMHCKUX HayK.

Tuccepramus «MoneKy/IsSpHO-TeHeTHYeCKHe U KIMHIIECKUe aClIeKThl OOJIe3HH
[TapKMHCOHA, aCCOIMMPOBAHHOMN ¢ MyTallMsIMH B TeHe IIoKolepedposunassl (GBA)»
o crierranbHocTAM: 03.01.04 — buoxwmus u 14.01.11 — HepHble Oos1e3HH,
npuHATa K 3ammre 17 okTabps 2018 roma (mporokon 3acemamus Ne 103)
IUCCEPTAllMOHHBIM COBETOM
J1001.022.03, co3manHOM Ha 6ase DemepalbHOIO TOCYJapPCTBEHHOrO OFOUKETHOTO
HAYYHOTO Yyd4pexaeHus «MHCTUTYT SKCIEpHMMEHTAIBHOM METWIUHBD IO aapecy:
197376, Cankr-Ilerepbypr, yi. akan. Ilaemosa, 12, (ytBepxknmeH Ilpukasom
Muno6puayku Poccuu ot 11.04.2012 Nel05/HK).

Comuckarenb — CenxeBuu Koncrantun AnekceeBnd, 1991 rona poxaeHus.

B 2014 romy couWcKarelb OKOHYWI JiedeOHBIH (GakynapreT DenepalbHOro
roCyJapCTBEHHOTO  OIOMKETHOro  00pa30oBaTebHOTO  YUPEXKICHHA  BBICILIETO
obpaszopanus «IlepBeii CaHkT-IleTepOyprckuii rocyJapCTBEHHBIH MeIUITHCKHH
yHuBepcuTeT uMeHu akanemuka VLII. IlasnoBa» MuHHCTEpCTBa 3ApaBOOXPAHEHUS
Poccuiickoit @eneparuu, B 2015 roxy OKOHYII HHTEpHATYpy Ha Oase Kadeaps
HeBpoJIorud U Henpoxupypruu Ilepsoro CaskT-IleTepOyprckoro rocy1apcTBEHHOIO
MeTUIMHCKOrO YHHUBEpCHTeTa MMeHH akanemuka . I1. T1aBroga,

B 2018 romy OKOHYMJI acmHpaHTypy Ha Oase DenepalbHOro TOCYyAapCTBEHHOIO

6IO,Z[)KCTHOI‘O HAY4YHOI'0 YUPCIKICHUA ((I/IHCTI/IT}’T 3KCHepI/IMeHTaJII>HOﬁ MCIOULIUHBD).
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PaGoTaeT  Hay4HBIM  COTPYOHHKOM  oTdena  Ouoxumuu  DeneparabHOro
roCy1apCTBEHHOI'O OIOKETHOT O Hay4HOI'0 YUPEKIEHUS «HCTUTYT
9KCTIIEPUMEHTAIIBHON MEIUIIUHED)

Jluccepranmsi BBITIOTHEHa B oTAene OmoxumMuu DenepalbHOrO rocyIapCTBEHHOIO
OFO/KETHOTO HAYYHOrO yUpekaeHUs «MHCTUTYT 3KCIIEPUMEHTAIbHON MEIULIMHBD) U
B OTHE/IEHHH MOJIEKYJSIpHOM ¥ paauanuoHHOW Ouodusuku DenepanbHOro
rOCyIapCTBEHHOI'0 OFOMKETHOrO yupexaeHust «lleTrepOyprckuii MHCTUTYT sIEPHOU
¢uszuku uMm. b.Il. KoncrantnHOBa HamuoHaIpHOro HCCIEN0BATENbCKOrO IEHTPa
«Kyp4yaToBCKHUIl HHCTUTYTY.

HayuHble pyKkoBOmHTENH: - JOKTOp Owmomorndeckux Hayk ITuemmna Codbs

Hukomnaepna,  ®denepanbHOe  TOCYyIapCTBEHHOE  OIOUKETHOE  YUYPEXKICHHE
«[lerepOyprckuii  WHCTHUTYT  sgepHod  ¢usuku uM. b. II. KoncranTunosa
HamuonaneHOro  MccinenoBaTenbckoro  HeHTpa  «KypuaToBCKHMM —~ HHCTHTYT»,
1abopaTopHs MOJIEKYJISIPHOU I'eHETUKH YeJI0BEKa, 3aBENyIOIIas;
KaHIUJaT METUITMHCKUX Hayk Mrmumroxuna Wpuna BanentnHoBHa, ®PenepanbHoe
rocy1apCTBEHHOE OroKeTHOE Hay4HOE yUpexKIeHue «HCTHTYT
SKCIIEPUMEHTATTBHOM METUIIMHBL), OTHEN 3KOJIOIMYECKOH (U3UOJIOrMH, CTapIIuUii
HAY4YHBIN COTPYIHUK.

OdunmanbHble ONIOHEHTHI:

[apoiiko Bragumup BiramiMupoBud — JOKTOp OMOJIOIMYECKUX HaykK, DenepanbHoe
roCyIapCTBEHHOE OOKETHOE 00pa30BaTebHOE YUPEXKICHUE BBICIIETO 0Opa3oBaHuUs
«Cankr-TleTepOypreckuif  rocyIapCTBEHHBIM — YHHBEPCHTET»,  MeXKadeapasbHas
mabopaTopusi OMOMEIUIMHCKOW XUMUM WHCTHTYTa XHMMHUM, BEyIUMH HayYHBIA
COTPYIHUK

Homens Mapuna PomaHOoBHa — [OKTOp MEIWIMHCKAX HayK, IIpodeccop,
denepalbHOE TOCYIapCTBEHHOE aBTOHOMHOE O0pa30BaTENbHOE — YUPEKICHUE
BeIciIero obpaszoBaHus «IlepBeiii MOCKOBCKHH TIOCYZapCTBEHHBIH MeEIUIIMHCKAMN
yuuBepcuteT uMeHd M. M. CedeHoBa MuHHCTEpCTBa 3paBooXpaHeHus Poccuiickon
®enepamyy  (CeueHOBCKHM yYHHBEpCHTET)», Kadenpa HEpPBHBIX Ooje3Hedl H
HEUPOXUPYPIrUH, BEOYIIHUNA HAyYHBIH COTPY IHUK

Jajiy IIOJIOXXUTEJIBbHBIC OT3BhIBEI HA TUCCEPTALUTO.




Benymas opranusaius — @enepaibHOe roCyI1apCTBEHHOE OFOIKETHOE BOGHHOE
oOpa3oBaTelbHOE YUYpeXJEeHHEe BBICIIEro oOpa3oBaHus «BoeHHO-MemuIHCKas
akamemus uM. C. M. Kupoay MunuctepctBa 060ponsl Poccuiickoit denepanuu B
CBOEM ITOJIOXKHUTEIIFHOM OT3BIBE, IMOAITHCAaHHOM MpodeccopoM Kadeapbl KINHNIECKOH
OMOXMMHH U JTaOOPaTOPHOW TUArHOCTHKH, JTOKTOPOM MEIULUHCKUX HayK, JOLEHTOM
I'pamuaeiv  PomManoM ApukoBudeM U IpodeccopoM, HadaTIbHUKOM Kadenpsl
HEpPBHBIX OOJIe3HEeH, [OKTOPOM MEOWLMHCKAX HayK, JluTBuHeHKo Hropem
BsiuecaBoBHUEM W yTBEpXKIEHHOM  3aMECTHTENeM  HadalbHUKa BoeHHO-
MeaunuHCKOW akamemun uM. C.M. KupoBa mo yueOHOH M HaydyHOH padoTe,
IOKTOPOM MeIHUUMHCKOH Hayk, mpodeccopom KoruBeiM bormanom HukonaeBuuem,
yKa3aHo, 4TO JUCCEePTAIlHOHHOE HCCIEIOBaHUE BBIMOIHEHO aBTOPOM Ha aKTyallbHYHO
TEMY, CaMOCTOSITEIbHO, Ha BBICOKOM YpOBHE, 00/ajaeT HOBH3HOM M IIPaKTHYECKOH
IIEHHOCTBIO U SBJISETCS 3aBEPIICHHBIM HayYHO-HCCIIEN0BATENBCKUM TPYIOM.

Couckarenb uMeeT 34 OmyOJMKOBaHHBIE PaOOTBl, B TOM YHCIE IO TEME
JHCCEepTAIMK OITyOIMKOBaHO 16 paboT (B AUCCEpTaliK OTCYTCTBYIOT HEJOCTOBEPHEIE
cBefieHHsT 00 OmMyONMMKOBaHHBIX padoTax), W3 HUX B DPELEH3HPYEMBIX Hay4YHBIX
U3JaHUAX omyOnnkoBaHo 4 paboTel (0O0muM o0BeMOM 2,3 @eyYaTHBIX JIACTA),
HauOoJIee 3HAYUMBI U3 HUX CJIeIyIOIIHe:

1. Cenkennu, K.A. Kimuaudeckue ocobeHHocty Oone3nu IlapkiHCOHA y MAallMEHTOB €
MyTauusMd H momuMopdubiME BapuaHTamu reHa GBA / KA. Cenxesuy,
U.B. Mumroxuna, M.B. Benenkas, E.B. I'pauesa [u ap.] // XypHan HeBposoruu u
ncuxuarpud uMm. C.C. Kopcakosa. — 2017. — T. 117. — Ne 10. — C. 81-86.
(aBTopckuit Bkian 80%)

2. Pchelina, S. Oligomeric a-synuclein and glucocerebrosidase activity levels in
GBA-associated Parkinson's disease / S. Pchelina, A. Emelyanov, G. Baydakova,
P. Andoskin, K. Senkevich [et al.] // Neuroscience letters. — 2017. — Vol. 636. —
P. 70-76. (aBTopckwii Bknan 60%)

3. Pchelina, S.N. Blood lysosphingolipids accumulation in patients with Parkinson's
disease with glucocerebrosidase 1 mutations / S.N. Pchelina, G.V. Baydakova,
M.A. Nikolaev, K.A. Senkevich [et al.] / Movement disorders. — 2018. — Vol. 33.
— Ne 8. —C. 1325-1330. (aBropckuii Bkinag 50%)




Ha aBTOpedepaT nocTynuiIu OT35IBEI OT:
1. Xyxosoii Haranbu I['puropbeBHBI, TOKTOpa MEIHIMHCKUX Hayk, Ipodeccopa
kadeApsl HEBPOJOTHMH ¥ Helpoxupypruun DenepanbHOro rocyaapcTBEHHOTO
OIOIKETHOrO 00pa30BaTEBHOTO YUPEKACHHS BbICIIEro oOpazoBaHus «CHOMPCKHA
rOCyapCTBEHHBI  MEIWIMHCKHA  yHHBepcuTeT»  MunsgpaBa  Poccuiickon
®denepanuy;
2. UBamenko TaTbsHB DMyapHOBHEI, JOKTOpa OMOJOTHUECKHX HAyK, Ipodeccopa,
PYKOBOIMTENIS TPYyNIbl MOJEKYISIPHOH Te€HEeTUKH JabopaToOpuM IpeHATalbHOM
JIWAarHOCTUKM  HACIENCTBEHHBIX ¥  BPOXKICHHBIX  3a00NeBaHMH  delloBeKa
denepanbHOro rOCYIapCTBEHHOTO OFOUKETHOrO HAy4dyHOro yupexaenus «HaydHo-
UCCIIEIOBATENbLCKHM HHCTUTYT aKyllepcTBa, TIHHEKOJOTHH M PENpOTyKTOJOTHH
umenu /1. O. Orray;
3. 3ansnoBoii 3ymelixu A6y UIa3sTHOBHBL, JOKTOpa MEAULIMHCKUX HaYK, npodeccopa
xadenpsl HeBponoruu u peadumuranun ®I'BOY BO «Kazanckuii rocynapcTBEHHBIH
MEIMIIMHCKHM yHHBEpCHTET» MUHHUCTEPCTBA 3IPAaBOOXPAHEHHS H COLUATIBHOI'O
pa3BUTUS.
Bce 0T3BIBBI IIOJI0KUTETBHBIE, BOIIPOCOB U 3aMEYaHUi HE COIepiKaT.
Br160p OQUIHANBHBIX ONIIOHEHTOB M BeMyllel OopraHuM3alMu OOOCHOBAH HaTMYUEM
NyOIMKalMii B COOTBETCTBYIOMIEH chepe HcCIeN0BaHuM, ITMPOKON M3BECTHOCTBIO U
JOCTHKEHHUSMH B JaHHOW OTpaciI¥ HayKH.

JIMcCepTallMOHHBI COBET OTMEYaeT, 4YTr0 Ha OCHOBAaHWM BBIIIOJTHEHHBIX
COMCKAaTeJIeM HCCIIEA0BaHui:
pa3paGoTaH HOBBIM Hay4HBIH MOAXOX K OOCIEIOBAHHIO NALHMEHTOB € OONC3HBIO
[TapKMHCOHA, aCCOLMUPOBAHHON ¢ MyTallUsAMU B reHe GBA, MO3BOJISIOMIN BbIABUTH
KJIMHAYECKHE U OMOXMMHUECKHE OCOOEHHOCTH JaHHOTO 3a00JIeBaHuS,
TIpeUIoKeHa HayqHas THIIoTe3a pasBuTHs Gone3nu [TapkuHCOHa, aCCOLMUPOBAHHON C
MyTalusMHi B rene GBA, mpoBepKa 3TOH TUIIOTE3bI MTOKa3aja, YT0 y FeT€PO3UTOTHBIX
HOocHTenell MyTaumii B TeHe GBA TIPOMCXOIUT CHIDKEHHE (epMEHTaTHBHOMU
aKTHBHOCTH TJIIOKOLEPeOpO3MIa3sl, HAKOIUIEHHE JHU30CHUHIOIHUITHIOB, IOBBIIICHHE
KOHLIEHTPALIWH OJIMTOMEpPHOro aib(a-CHHYKIeHHAa W LUTOKHHOB, KOTOPBIE MOTYT

UTpaTh POJb B Pa3BUTUHU 3a00JIEBAHHUS;




JOKa3aHO, 4YTO HaJlWuMe MyTallMid W BapUaHTOB calToB B reHe GBA CBfA3aHO C
Pa3BUTHEM psifia HEMOTOPHBIX CUMIITOMOB Oose3HH IlapKuHCOHa, paHHUM BO3pacToM
Hauana 3a00JieBaHMsl, BEIPAKEHHBIM KOTHUTUBHBIM A€OUIIMTOM U ICHXHATPHYECKOM
CUMIITOMAaTHKOM;
BBEJIEHBl YTOYHEHHBIE IPEICTaBICHUS O MOJEKYIIPHBIX MEXaHM3Max pa3BUTHUA
6one3nu I1apkuHCOHA, aCCOIMUPOBAHHOM ¢ MyTalUsIMu B reHe GBA.

TeopeTrueckas 3HAUUMOCTh UCCIIEIOBAHUA 00OOCHOBAHA TEM, YTO:
JIOKa3aHO CHIDKEHHe (EPMEHTATHBHOM  aKTHBHOCTH  IJIIOKOLEPEOpO3HIas3bl,
HaKOIUIEHHE JM30C(PUHTOIHMITHIOB y MAIlMeHTOB 001e3HbI0 [IapKHHCOHA SBISIOIIUXCA
HOCHTEJISIMH MyTalui B rene GBA,
IPUMEHHTEIBHO K MpOOIeMaTHKe MHCCEPTallMH pPe3yIbTaTUBHO (9QGEKTHBHO, TO
€CTb C MOTydYeHHEM OOJaIarollnX HOBH3HOH pe3ysbTaToOB) HCIOIBb30BAaH KOMILTEKC
MOJIEKYJIIPHO-TEHETHUECKAX,  OMOXMMHYECKHX W  KIHHHYECKHX  METOIOB
MCCIIEIOBaHMs, a TAKKe IpopaboTaHHas CTpaTerus IIaHUPOBAHKS dKCIIEPUMEHTA;
M3JI0KEHB! (PaKThI O IOBBIIIEHHH KOHIIEHTPAIUH OJTMTOMEPHOTO alb(a-CHHyKIeHHa U
LIUTOKHHOB (MHTepIeiKkuH-1 GeTa, GakTop HEKpo3a OIyXOonH anbha) B IUra3Me KpoBHU
Y HaIlMeHTOB ¢ 6oMe3Hblo [[apKUHCOHA, aCCOIMMPOBAHHON C MyTallUsMH B reHe GB4;
PACKpBITO HaNMYKe KIMHAYECKUX OCOOEHHOCTeH, a HIMEHHO peodiiafiaHie TPeBOTH !
JIETIPECCHH Y MTALMEHTOB C BapHaHTaMH CalToB B rene GBA;
M3ydeHbl YaCTOThl MyTalllii ¥ BapHaHTOB CaWTOB B reHe GBA cpeay NAlKMEHTOB C
6onesnsro [lapkuncona B CeBepo-3anagHoM peruone Poccun;
IpOBeIeHA MOJIepHU3aLUs CYIIECTBYIOLIUX MIOIXO/I0B omnpeneNeHus
(GepMEHTATUBHOM  AKTHBHOCTH  IVIIOKOLEpeOpO3HIassl U KOHIEHTpaluH
NMU30CHUHTOIMIAAOB B CyXHX IATHAX KPOBH, 00eCreynBarollas MOYy4YeHHE HOBBIX
pe3yJIbTATOB 110 TeME JUCCEPTALUH.

3HayeHWEe IMOJYYEHHBIX COUCKATeIeM pe3yJabTaToB HCCIEOBaHHA UL
MIPaKTHKH TIOATBEPKAAETCS TEM, YTO:
pa3paboTaHEl M BHENPEHBI AITOPUTMBI 0OCIIENOBAHHS TMAIMEHTOB € OOIC3HBIO
ITapKHHCOHA, C LEJBIO BBIIBICHUS HOCUTEIIEH My Tallii, ¥ IPOrHO3UPOBAHUS TCICHHS

3a00JIeBaHMS;




oIpeieIeHbl OHOXUMHYECKHE OCOOCHHOCTH, KOTOPBIE MOTYT CIIy)KUTh OHOMapKepamu
5>Q()EKTMBHOCTH HOBBIX METOIOB JIEYEHHs IPU KIMHHYECKAX HCCIIENOBAHUAX
MOJIEKYJIIPHBIX IHANIEPOHOB U CyOCTpaT-pedylLMpYIOIIEl Teparnuu y MalueHTOB C
6one3Hbro ITapkKHHCOHA, aCCOLMMPOBAHHOMN ¢ MyTanusaMu B reHe GBA;

CO3/laHa CHCTeMa ITPaKTHIECKUX PEKOMEHIAIHH 110 KIIMHUYECKOMY U J1ab0paToOpHOMY
(broxumMHYecKoMy) 0OCIeJOBaHHUIO JaHHOM I'PYTINbI MAUEHTOB;

IpeNCTaBIeHbl PEeKOMEHJAlUH 110 BHENPEHHIO B  KIHHAYECKYIO IPaKTUKY
HIeHTHhHUKAIUK BapuaHToB reHa GBA L444P (rs35095275), N370S (rs76763715),
E326K (rs2230288), T369M (rs75548401) ¢ uenbio BBIIBICHHS TIPYNI pPHUCKa
pa3BuTHs O601e3Hu [lapkuHCOHA.

OLleHKa JOCTOBEPHOCTH  pE3yJIbTaTOB  HMCCIENOBAaHHS  BBIABANIA: Ul
SKCIIEPMMEHTATBHBIX PA0OT pe3ysbTaThl IONTydeHbl Ha CePTHOHUIMPOBAHHOM
000pYyIOBaHKH, TTOKa3aHa BOCIIPOM3BOAMMOCTh PE3yJIbTaTOB MCCIEIOBAHUS; OLEHKA
JIAHHBIX IPOBEEHA KOPPEKTHBIMU METOJaMH MaTEMAaTHYECKOTO aHAIN3a;

TEOpHs IIOCTPOEHa Ha W3BECTHBIX, IIPOBEPSIEMBIX [NaHHBIX, COIJIACYeTCd C
OIyOIMKOBAaHHBIMH SKCIIEPUMEHTATBHBIME KIMHHYECKAMA U OHOXMMHUYECKHIMU
JaHHBIMHM 10 TEME TUCCEPTALMH;

unes OasMpyercsi Ha aHalu3e TEOPUH M IPAKTHKH, HCIIOJIb30BaHbl CPABHEHMS
aBTOPCKHX JAHHBIX ¥ JaHHBIX, I0J[yYeHHBIX PaHEe M0 pacCMaTpHBaeMON TEMATHKE;
YCTAHOBJIEHO Ka4eCTBEHHOE COBIIAJIEHHE aBTOPCKHAX De3YJIBTATOB C PE3yJIbTaTaMy,
IpeICTaBIIEHHBIMA B HE3aBUCUMBIX HCTOYHHKAX 110 TEME IUCCEPTaLUH;
HCIIONTb30BaHbI COBPEMEHHbIE METOIBI cO0opa U 00pabOTKH HCXOAHOH HHPOPMALHH.
JIvgHBI BKJTAD COMCKATelIs COCTOMT B: II0A0Ope ITAalMEHTOB, O0OCIETOBaHUN
MNAIlAEHTOB C HCIOJIb30BAaHMEM  CIICHMAIU3MPOBAHHBIX  KIIMHWUYECKHUX  ILKal,
BBIIIOJTHEHUH OKCIEPHMEHTATBHBIX UCCIEIOBaHHWM, aHaln3e WCXOAHBIX [aHHBIX,
noGope JIUTEPaTyphl /s ONEHKH COBPEMEHHOIO COCTOSIHHMS, BHIOpaHHOH 001acTd
HCCeoBaHMs, 0OpabOTKe W WHTEpPIpPETallud IIOJyYEeHHBIX MaHHBIX, IIOJArOTOBKE
ITyGIMKAIHH TI0 BBINOJHEHHONW paboTe ¥ ampoOalliy Pe3yNbTaTOB HA POCCHHCKHMX M
MEX IyHapOJHBIX HAYYHBIX Che3[ax, i KOHOEPEHIIHSIX.

Ha 3acemanuu 27 nexabps 2018 roma AuMCCEpPTAllMOHHBIA COBET IIPUHSAI PELICHUC

npucymuth CenkeBudy K.A. ydeHyro CTeleHb KaHI1IaTa MEIUIIMHCKHX HayK.




[Ipu mpoBeneHMHM TalWHOrO TIOJOCOBaHHMS IUCCEPTALMOHHBIA COBET B
KonudecTBe 28 uvenmoBek, W3 HUX 11 mokTopoB Hayk no cneuuansHocTH 03.01.04 —
«bruoxumus» (6 TOKTOPOB MEAMIIMHCKUX HAyK U 5 JOKTOPOB OMOJIOTUYECKHX HAYK) U
3 moKTOpa MeIUIMHCKUX HayK 1o crenuansHocTd 14.01.11 — «HepBHbIe 6os1€3HU» U3
38 yenoBek, BXOAAIIMX B COCTaB coBeTa (3 uenoBeKa JOMOIHUTEIBHO BBEIEHBI Ha
Pa30BYIO 3AIIUTY ) IIPOrOJI0COBAIIH:

«3a» — 28, «mpotuB» — 0, HeAeHCTBUTENBHBIX OroseTeHei — 0.

)
3aMecTUTeNNb npeaceaaTens JICCEPTALMOHHOTO COBETa &
‘OGB
OOKTOP MEAULIMHCKUX HayK gpmﬁ “3,9% Q)M .Bacunses B.b.
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XuprueHko JI.K.
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