«IKYTCKHAN HAYYHBIV IEHTP KOMILIEKCHBIX MEIUIIMHCKUX ITPOBJIEM» (STHIT KMIT)

OEJEPAJBHOE 'OCYJAPCTBEHHOE BIO/IZKETHOE HAYYHOE YYPEX/IEHUE

IHATEHTBI, CBUAETEJIbBCTBO U AKTbI UX BHE/IPEHUS

Ne IIareHT Ha AHHOTALHSE ITaTenTo- ABTODEI Ipuopurer | 3aperucrpu- Cook
n/n H3o0peTeHne B obJs1agaresib(u) P H300peTeHnst poBaHO P
N3obpeTenmne OTHOCHUTCS K obmactu
MEIWIIMHCKOH  TEHeTHKH W MOXET  OBITh
WCIIOJIb30BAHO B OTOPHHOJAPUHTOJIOTHH IS
JUAarHOCTUKU HACJEACTBEHHOW HECUHAPOMAIbHOU
rryxotsl (HHT).
[Ipennoxen croco0 MOJICKYJISIPHO-
TeHETUYECKOMN JIUArHOCTUKHA HHI,
MpeayCMaTpUBAIOIIUMN AETEKUUI0 17 CBS3aHHBIX C
[TatenT Ha M300peTeHUE beay P L A 1o Wncturyt
JlaHHBIM 3a0o0yeBaHMeM MyTanud B reHax GJB2 u
Ne2448163 OMOXUMUHU U
GJB6 c TTOMOIIBIO MLP-ammunpukanmu bapamkos H.A.,
«Cnoco6 oemexyuu 17 . FEHETHKU
mymayuii zenos GJB2 u COOTBETCTBYIOIIUX 00JacTell 3THX T€HOB, KOTOPYIO Viprmcroro Jxemunesa JLY .,
1. i’ NpOBOAAT B 8  pEakIUOHHBIX  CMECAX  C ITocyx O.A., 09.06.2010 20.04.2012 | 09.06.2030
GJB6 npu . Hay4JHOTO LIEHTpa
. WCIIOJIb30BaHUEM CIIEHUPHUECKUX Tap TpaiiMepoB, 1 ®enopona C.A.,
HAC1e0CMEEeHHOU PAH,
. MOCJIEAYIOUIET0 aHAIN3a TOJYYEHHBIX aMIUIMKOHOB, Xycuytnuaosa J.K.
HECUHOpOMATLHOIL mpoBOAMMOro  Jub0  0e3  mpeaBapUTEIbHOTO
2nyxomey p P P SIHIT KMIT
pacHietieHds SHAOHYKJIea3aMu (MIPH OIpeAeIeHuN
mytaiui  c¢.312dell4, ¢.333-334delAA, cnocod
netekuu 17 wmyranmuii reHoB gjb2 m gjb6 mpum
HACJICJICTBEHHON HECHHAPOMAIbHON TIyXOTe).
Hcnonp3oBaHue  W300pETEHUS  MO3BOJISIET
MOJNyYUTh  TOYHBIH,  OOBEKTHBHBIA  JMArHO3
HACJIEACTBEHHOW ayTOCOMHO-PELIECCUBHOM NOTEpHU
ciyxa.
CBHUIETENHCTBO O KommprorepHas mporpamMma HCIOIB3YETCS IS
roCyJJapCTBEHHOM 00paboOTKU OOJIBIIIUX MAaCCHUBOB JaHHBIX aHKETHOTO Huxonaesa T.1
perucrtpanuu ompoca npu ¢opmupoBaHud Tpynn nossimenHoro | HUUW onkonorun Mucanesa H;I)‘,
nporpammbl st OBM | pucka. [IporpaMmMa mo3BoJisieT MPOBECTH TIEPBUIHBIN CO PAMH, p U
2. Amnanuna O.A., 25.12.2012 21.02.2013
Ne2013612339 oTOOp Tpynnm HacelleHUus Juis  YIIIyOJIEHHOTO Ommrnosa V.H
«AHKeTHBIi CKpUHUHT | 00cieqoBaHUs M 00JIaZaeT PAJOM IPEUMYIIECTB: SHIT KMII Wsanos 11 M "

paxKa MoJIOYHOM
KeJie3bl», («KACPMIK»)

OXBaTHIBaeT OOINBIIOW KOHTUHICHT HACEICHUS, He
HAHOCHT BpeJia 3/J0POBBIO, IPOCTA B PEATU3AIIHH.




AKT BHEIpEHUS
nporpammsl 111 OBM
Ne2013612339
«AHKETHBIN CKPUHUHT
paka MOJIOYHOM
xene3bn, («<ACPMXK»)

Buenpenne nposoauinock ¢ mas 2013 .
B I'BY PC () «SkyTckuii pecnyOIuKaHCKHMA
OHKOJIOTMUECKUH nucnancepy I. SIKyTcka.

[IpuMeHeHne KOMITBIOTEPHOM MPOTPaMMBI CTIOCOOCTBYET ONITHMH3AITIN PAaHHEH
JIUATHOCTHKH paKa MOJIOYHOH JKeJIe3bI U MOXKET UCIIOTIh30BAThCA HA TIEPBOM JTale
MOMYJISIIIUOHHOTO CKPUHUHTA.

[IporpamMma MoXxeT OBITH peKOMEHIOBaHA TSI (POPMHUPOBAHMS TPYIIIT TIOBHIIIIEHHOTO
pHUCKa paka MOJIOYHOM KeJle3bl B IeYeOHBIX YUPEXKISHUX T. JKyTCKa.

[laTeHT Ha u300peTeHUE
Ne2627643
«Cnocob
RPOZHO3UPOBAHUSA
pucka
cyoapaxnouoaibHo2o
KpOo8oU3IuAHUA
6cneocmeue paspuvlea
aHeepuU3IMbl COCY008
207106H020 M032a Y TUY
a3uamcKoil pacwiy

M3o0peTeHne OTHOCUTCS K 00JaCTH MEIUIIMHBI
u KacaeTcst crocoba MPOTHO3HPOBAHUSA
TTOBBIIIIEHHOTO pucka cybapaxHOUIATIBLHOTO
KPOBOMBIUSHUS BCJIEICTBUE pa3pblBa aHEBPHU3MBI
COCY/IOB TOJIOBHOTO MO3Ta y JIMI[ a3WaTCKOH pachl.
CymHocTh crmocoba 3akiovaercss B TOM, 4TO
BeiestoT JIHK u3 aumdoruTos nepudepudeckoit
BEHO3HOW KpPOBU OOCIETyeMOTO C TMOCIEIyIOIINM
ompezeicHUeM TeHoTuna mnoaumoppuzma Al166C
reda AGTR1 (rs 5186). IIporHo3 mOBBIIIEHHOTO
pucKa cy0apaxHOMAATBEHOTO KPOBOMBIUSHUS
BCJIEJICTBHE pa3phIBa aHEBPHU3MBI COCYIOB T'OJIOBHOTO
MO3ra y JIMIl a3MaTCKOM pachl OCYIIECTBISETCS C
MMOMOIIBI0 TEHOMHOTO TUIIMPOBAHHS MOIUMOphU3Ma
A1166C rena AGTRI (rs 5186). llpm wHammuwmm
HocutenbctBa amienss C  wu  rerotuna AC
nomumoppuzma Al1166C rena AGTRI1 (rs 5186)
MIPOrHO3HPYIOT NOBBIIIEHHBIH prck pa3BuTus aCAK.

Hcnonp3oBanue crnocoba MOBHIMIAET TOYHOCTD

IMPOrHO3UpPOBAaHUA pUCKAa PA3BUTHUA aHCBPHU3MEI
COCy10B T'OJIOBHOTO MO3ra )51 €C pa3pbiBa,
IMPUBOAALICTO K cy6ap AXHOUJAAJIbHOMY

KPOBOU3JIUSHUIO Y JIMI a3MATCKOM pachl.

Uyrynosa C.A.,
®agoposa 0.0.,
Codponora C.1.,
Makcumona H.P.,
Hukomaesa T.A.,
Tomcknit M.I.,
Hanumnosa A.JL.,
Kypranos X.A.

Axanemus HayK

PC(D),

18.08.2015 09.08.2017 | 18.08.2035

STHILL KMIT

AKT BHEZIpEHUS MaTeHTa
Ha u300peTeHne
Ne2627643
«Cnocobd
HPOZHO3UPOBAHUA
pucka
cybapaxnouoanvhozo
KpOBOU3IUAHUA
ecieocmeue papuiea
anespuzmMul cocyoos
2071061020 M032a Y JIUY
A3uamcKol pacol)

Buenpenune npoBoguinocs ¢ 12 centsopst 2018 r. Ha
kadepe HEBPOJIOTHH U TICUXUATPUU MeTUITMHCKOTO
nactutyra ®I'AOY BO «CeBepo-BocTounsrit
(dhenepanbubIit yHuBepcuTeT M. M.K. AMMocoBay»

Pe3ynbrarhl MpUMEHEHUS: TOJI0KUTEIbHBIC, YITYUIICHHE TOATOTOBKH CTYACHTOB
MeaunmrHCKOTO MHCTUTYTA 10 CHEeHaIbHOCTH «JledeOHoe nemoy mo
MePCOHU(UIIMPOBAHHBIM METOJIaM TUATHOCTHKHU CyOapaXxHOUIATBHBIX KPOBOU3IUSHUMA
BCJIE/ICTBHE Pa3phiBa aHEBPHU3M COCYOB FOJIOBHOTO MO3Ta, YIIyUIIIEHHE TTOJITOTOBKH
HEBPOJIOTOB HA CEPTU(PUKAIIMOHHBIX IUKIIAaX (DaKynbTeTa MOCIETUIIIOMHOTO
o0Opa3oBaHMs Bpavell 10 AHArHOCTUKE U JISYCHUIO CyOapaxHOUIABHBIX KPOBOUIIUSHUH.
PexomeH0BaHO /TSl BHEIPCHUS B MTEAArOrHYecKuil mporiecc kKadeapsl HEBPOJIOTHU U
ncuxuaTpun Menuruackoro nHcTuTyTa @I'AOY BO «CeBepo-BocTouHbrit
(dhenepanbublil yauBepcutetr uM. M.K. AMMmocoBay




[laTeHt Ha u3o0OpeTeHUe
Ne2637086
«Cnocob cuusicenus
pucka pazeumus
HeKpo3a KoHeunocmeil
npu X0.100086011
mpaeme»

M300perenne 0OTHOCUTCS K MEUIIMHE, 8 UMEHHO,
K XUPYprHH, U MOXET OBITb HCIOJB30BAHO JUIS
JIEYeHUSI  XONIOJOBBIX TpaBM, B TOM HYHCIE
orMopoxkeHnid. Croco0  BKJIIOYAeT  HaJOKCHHUC
TEINION30JIUPYIOIIEH TOBA3KM Ha IOpaKEHHbIE
KOHEYHOCTH, TIPOBEACHHWE MEIAMKAMEHTO3HOH W
nH(Y3MOHHOW Tepanuu. [Ipn 3TOM B JOpeakTHBHOM
nepuoje MpH  [OKa3aTelnsix  BHYTPUTKAHEBOM
TEPMOMETPUU HOTTEBBIX (ananr He Hmwke 12-14°C
MPOBOJAT BHYTPHBEHHBIE WHBEKIIMHM Ba3allpOCTaHa
20-60  wmkr, pasBemeHHoro B 250  wn
(hU3HOJIOTUYECKOTO PACcTBOpA.

Hcnonp3oBaHue n300pETEHNS MTO3BOISIET CBECTH
K MUHUMYMY PHCK Pa3BUTHS HEKpO3a KOHEYHOCTEH
IIPU XOJIOJOBOU TPAaBME.

Anexcees P.3.,
Tomckuit M.I.,
Anexkcees IO.P.,
Cemenona C.B.

SHL KMIIT 14.12.2016 29.11.2017 | 14.12.2036

AKT BHeIpeHUs MaTeHTa
Ha n300peTeHne

Ne2637086 N300peTenne BHEAPEHO B pabOTy 0KOTOBOTO Pa3paboTrana v BHeIpeHa METOTMKA IPUMEHEHHS Ba3alpOCTaHa B OKa3aHUH MEPBOI
«Cnocoé cnudicenun otnenenus PecryOnukanckoi 60nbHUIBI Ne2 - BpaueOHOW TTOMOIIN U JieueHHsI OOJILHBIX € X0JI00BOI TpaBMoii. [IpoBeaeHo neyeHne
pucKa pazeumus IenTpa OkcTperHol MegunuHcKol nomowmy M3 PC 0k0J10 40 OONBHBIX, C XOPOIITUM PE3YIBTATOM, @8 IMEHHO MPEIyNPEXISHIE Pa3BUTH
HeKpo3a KoHeunocmeil D). HEKpO3a KOHEYHOCTEH M0CTIe X0I0I0BOM TPaBMBI.
npuU X071000601i
mpagme»

[NaTeHT Ha u300peTeHNE
Ne2648464
«Cnocob /IHK-
ouaznocmuKku
6p0HCOenHOU hopmbl
Kamapaxkmaol»

N3obpeTenne oTHOCUTCS K 00J1aCTH MEIUIIHHEI,
B YaCTHOCTHM K MEAWIWHCKOH TeHeTHKe U
ojprambMoyioruu, W mnpeaHasHaueHo aua  JHK-
JIUATHOCTHKH BPOXKJEHHOH (OpMBI KartapakThl. U3
nepudepudeckoit kposu BeinesoT JHK. [Iposoasr
ammmudukanmio  ¢parmenroB JIHK ¢ momombio
CHerpUIECKUX nap OJIUTOHYKJIEOTUTHBIX
npaiMepoB u 00paboTKy MOJTyYEHHBIX
aMIu(puKaToB SHAOHYKIEa30i pecTpukuuu Pstl c
nmocieayromen aeTekmuer wmyrtamun c.1621C>T
(p-GIn541Ter) rema FYCO1 »nektpodope3om B
arapo3HoM reje.

N3o0perenne odecnieunBaeT BEICOKYIO TOYHOCTD

IUATHOCTHKH  BPOXKIEHHOW (OpMBI  KaTapakKThl
(CTRCT18).

bapamxos H.A.,
SHI KMII, ConoBreB A.B.,
Teprotun @M.,
CBOY [Tmennukosa B.I'., 30.05.2017 26.03.2018 | 30.05.2037
M. M K. Pomanos I'.I1.,
AMMOcCOBa I'otoBues He.H.,

®enopona C.A.

AKT BHEIpEHUS MaTeHTa
Ha U300pETCHHE
Ne2648464

N3o0peTrenne BHEAPEHO B KOHCYIBTATUBHO-
JUArHOCTHYCCKOM U JIeYeOHO-TIPOPUITaKTHUCCKOM
pabote bonpauier AHI] KMII.

Cmoco6 JTHK-nuarnoctuxu BpoxaeHHoi popmsr kaTapakTtel (CTRCT18),
no3Bosisitoiuii MmetosioM ITIP-TTJIP® aHanuza ¢ BEICOKOH TOUHOCTHIO JETEKTUPOBATH
Hasmuue y desnoBeka Mytaiuu ¢.1621C>T p.GIn541Ter) B rena FYCOI, npumenseTcs B




«Cnoco6 /IHK- KOHCYJIbTATUBHO-IMArHOCTUYECKOW U JIeueOHO-IPOPUIaKTHYECKOH paboTe Bpauei
ouazHocmuKu odraneMmoioros, Bpauel reneTrkoB boipauiel AHL KMIT pytunHbIM ciocoOoM.
8P0HCOCHHOIL hopmbl
Kamapaxmol»

[laTenT Ha u3o0pereHne
Ne2681580
«Cnocod
npeoynpeicoenusn
HEeKp0308 u
yempoiicmeo
o e2o
ocyuiecmeneHusn

N300peTeHre OTHOCUTCS K MEAULIMHE, & UMEHHO
K XUPYPTrUu U MEIUIMHCKUM YCTPOMCTBAM, U MOXET
OBITH WCITOJIB30BAHO TIPH JICYCHUH OOMOPOKCHHMH.
IIpemmoxen crocod TpodUIaKTHKH HEKPO30B TIPH
JIEYEHU U OTMOPOKEHU I u YCTPOWCTBO,
MpenHa3HAYeHHOe I OCYIIECTBIEHHUS CITOCO0a.
Croco06 BKIIOYaeT TPOBEACHHWE KOMIUIEKCHOTO
MEIUKAaMEHTO3HOTO  JIeYeHHUsT U HaJOXKEeHHe
TEPMOU3OJIMPYIOLIEH MOBA3KH HEMOCPEICTBEHHO Ha
00MOpOKeHHYI0 KOHeuHOCTh. [Ipr 3TOM mpousBoasT
MOCTOSTHHYIO ~ TEPMOMETPHIO  BHYTPHUMBIIIEYHON
TEMIIEPATypHI 00MOPOXKEHHOH KOHEYHOCTH,
MOBEPXHOCTHOH  TeMmepaTypel  0OMOpPOKEHHOU
TKaHH, TPOCTPAHCTBA MEXIY TEPMOHU3OIUPYIOIICH
MOBS3KOH W OOMOpDOXEHHOW  KOHEYHOCTBIO.
[MomnepxuBatoT TemrepaTypy MpOCTPAaHCTBA MEXKIY
TEPMOU3OJIAPYIONIEH TOBA3KOW W OOMOPOKEHHOM
koHeyHocThi0 OT +1°C mo +4°C 10 HOCTHKEHUS
MoKasaTesnieil  TemrmepaTypbl  BHYTPH  TKaHeH
KOMHAaTHOM TeMIEpaTyphl. YCTPONCTBO COAEPIKUT
TEPMOU3OJIMPYIONIYI0O  TOBS3KY,  BKJIIOYAIOIIYIO
(ukcatop, ¥ TEPMOHU3OIUPYIONIEE IMOJOTHO C
TKaHEBBIM MHOTOPa30BBIM Y€XJIOM, BEITIOJHEHHBIE C
BO3MOKHOCTBIO o AepKaHUS TEMIEPaTyPBl
IIPOCTPAHCTBA MEXKLy TEPMOU30JIUPYIOLIEH TOBI3KON
1 OOMOPOXKEHHOH KOHEYHOCTHIO B JAHANa3oHE OT
+1°C no +4°C nocpeAcTBOM IJIaHra, COEIUHEHHOTO
C TEPMOPETYIUPYIOUIUM YCTPONCTBOM. Y CTPOHCTBO
TaKKe COAEPKUT TEPMOIMAphl, OOECTIEUNBAIOIIHE
MOCTOSTHHBIN KOHTPOJIb BHYTPUMBILIEYHOU
TEMIIEPATypHI 00MOPOKEHHO KOHEYHOCTH,
MOBEPXHOCTHOM  TeMIepaTypsl  OOMOpOKEHHOU
TKaHH,  TEMIIEpAaTyphl  NPOCTPAHCTBA  MEXIY
TEPMOU3OJIUPYIONIEH TOBS3KOW M OOMOpPOKCHHOM
KOHEYHOCTBIO C CEHCOPHBIMH 3JIEMEHTaMHU.

M3obOpeTenne  oOecreymMBaeT  yBEJIMUYCHHE
O00BEKTUBHOCTH OLICHKH COCTOSHHS OTMOPOXEHHBIX
TKaHen " TTOBBITIICHHE OTIEPaTHBHOCTH

STHI] KMIT

Anexcees P.3.,
Tomcknit M.I.,
Anexkcees IO.P.,
l'onsneposa A.C.,
AnpnpeeB A.C.

02.10.2017

11.03.2019

02.10.2037




pETYIIMpPOBaHUS  MPOIECCOB,  MPOTEKAIONUX B
OTMOPOXKCHHBIX TKaHSIX 3a CYET MOCTOSIHHOTO

M3MEPEeHHS TEMITEPATYPHI MTOBEPXHOCTH
OTMOPOKEHHBIX TKaHEeH, BHYTPHUMBILICYHOU
TeMIIepaTypbl OTMOPOXKCHHBIX TKaHEH, a Takxke
HU3MEpPEHUS TeMIIepaTyphl BHYTPEHHETO
MIPOCTPAHCTBA TEPMOU3OIUPYIOIIEH TTOBSI3KH,
MO3BOJISIONIUX OOBEKTUBHO OILICHUBATh COCTOSIHHC
TpOQUKK  OTMOPOKCHHBIX  TKaHed, TIyOUHBI

IOPaAXCHU A, BEIABIIATE OJICACHCHUC TKaHEH.

[laTeHT Ha u300peTeHUE
Ne2688180 «Cnocoo
6blABNCHUS MYMAWUTL
eena GJIB2
obycnasnusaruux
aymocomuo-
PeueccusHyio 2iyxomy
14 munay

N300peTeHrne OTHOCHUTCS K 00JIACTH MEIHIIMHEI,
B YaCTHOCTH K MEIMIIMHCKOM TEHETUKE U
OTOPHWHOJIAPUHTOJIOTUH, W MpEJHA3HAUYCHO  JIJIs
BEIABIICHUS MyTaruii reHa GJB2, o0yciaBIuBarOIImIX
ayTOCOMHO-PELIECCUBHYIO  TIiIyXoTy 1A THma.
[IpemnoskeH croco0, BKIIOYAIONMINN TETEKIHIO TPEX
HanOoJIee PacpOCTPAaHESHHBIX B SIKYTHH MyTalHi C.-
23+1G>A, ¢.35delG u ¢.109G>A ¢ ucnonb30BaHHEM
MpaliMepoB U C MOCISAYIOIIUM IPOBEACHUEM aHAIN3a
nonuMop(u3Ma JUIMH PECTPUKITNOHHBIX ()ParMeHTOB
¢ ucnoib3oBaHueM sHAOHyKIea3 AsuHPI, Bsc4l,
Hindll.

N3o6peTenne obecnieunBaeT ObICTPOE M TOUHOE
BbisBiieHHe GJB2-MyTanuii, OTBETCTBEHHBIX 3a 98%
BCEX IIaTOTCHHBIX BAPUAHTOB, OOYCIIABIUBAIOIIMX
ayTOCOMHO-PEIIECCUBHYIO TIOyxXoTy 1A THma B
SxyTtun.

CBo®Y
AMMocoBa

STHILL KMIT

ITmennukoBa B.I'.,
Bbapamkos H.A.,
ComnoBreB A.B.,
Teprotun @.M.,

Pomanos I'.I1.,
Kinapos JLA.,
[Tocyx O.A.,

Joxemunesa JLY .,

XyCHYTIMHOBA
2.K,,
®enopora C.A.

29.11.2017

21.05.2019

29.11.2037

AKT BHEIPCHUS MATEHTA
Ha U300peTeHne
Ne2688180 «Cnocoo

ebliaejlienun Mymauuﬁ

W3o0pereHne BHEIPEHO B KOHCYJIHTAaTHBHO-

PazpaboTtanubiii permoHanpHO-aAanTHPoBaHHbI MeTo JIHK-mrmarnocTiukyn ayTocoMHO-
peIecCUBHOM TITyXOTHI 1 A THITa, KOTOPEIH OCHOBAH Ha MOCIIEA0BATEIEHOM TTOMCKE
HauboJee pacrpocTpaHeHHbIX B SkyTuu myTarumii rera GJB2, npumensiercs B

eena GJIB2 JUArHOCTHYECKYI0 M JICUCOHO-IPOQPUIAKTUICCKYIO KOHCYJIbTATUBHO-TUArHOCTHYCCKOM 1 JIedeOHO-TTPODUITAKTHUECKOM paboTe Bpauei
oodycnasnueaOuiux nestensHOCTh [ BY PC (A1) «PB2 — LIDMI» MuoronpodunsHoro ieatpa I'BY PC (5) «PB2 — ILIBMII» ¢ 1esbio OBICTPOro U TOYHOTO
aymocoMHO- nposeaeHus JJHK-nnarsocTiky ayTocoMHO-periecCUBHOM ITyXxoTsl 1A tuna B SAAkyTun
PeueccusHyio 2nyxomy PYTHHHBIM CIIOCOOOM, YTO MO3BOJIsieT Hanbosee 3PPEeKTHBHO NPOBOAUTH MEIHKO-
14 munay MPOUITAKTHYECKHUE MEPOTIPHSITHS.
CBHIETETHCTBO O baza JTAHHBIX peaHa3HadeHa IS CBOY
o Crnenmosa C.C.,
rocyJapCTBEHHOU COBEPIICHCTBOBAHMS ~ y4yeTa U  pErucTpanuu um. ML.K. 3amopimkosa O.M 23.10.2019 30.10.2019
perucrpanuu 6a3nl 3a00JIeBaHNH BUPYCHBIMU IeIATUTAMH, OTITUMU3AIIH AMMoOcOBa T




JNaHHbIX «PerucTp
NMANUEHTOB ¢

CUCTEMBI B3aMMOJEHCTBUSI MEIUIIMHCKAX
OpraHu3alMi, YIy4YIICHUS KadecTBa MEIUIIMHCKHUX

bumoxknna 1.0.,
HpsaxonoBa A.U.,

XPOHMYECKUMU ycoyr u JedeHus. ba3a naHHbIX MoOXeT ObITh SHI KMII Crnenmos C.C.
BHUPYCHBIMH UCIIOJIB30BaHa JJIs1 HAY4YHOTO M CTAaTUCTUYECKOTrO
renatutamu B, C u D ¢ | aHanu3a ocBeJOMIEHHOCTH HaceleHus: PecryOnuku
ucxoaoMm B muppo3 u | Caxa  (SIkytus) 1O  BHPYCHBIM  TelaTUTaM,
NnepBUYHbIN pak o0ecrieunBaeT XpaHeHHe, AOCTYI, KOPPEKTUPOBKY H
neyeHu B Pecny0iinke | momoinHeHHEe HHPOPMAMH B TEKCTOBOM U YHCIIOBOM
Caxa (SIkyTusi)» dhopmare.
N3obpeTenne OTHOCHTCS K obmactu
OMOTEXHONOTUY, TPEIHA3HAYEHO IJIS1 BBIIBICHUS
myrammu  ¢.1121G>A  (p.Trp374*) rena CLICS,
00ycIaBIMBarOIIEH ayTOCOMHO-PELIECCUBHYIO
riryxoTy-103. [Ipemnaraemsiii crmoco6 pa3paboTtaH Ha Bbapamkos H.A.,
OCHOBE TIOJIYYEHHBIX pE3yJbTaTOB MHOI'OJIETHUX ITiwiennukona B.T'.,
MOJIEKYJISIPHO-TEHETUYECKUX HCCIIEIOBAHUI Pomanos I'.I1.,
TaTeHT Ha H306pETCHHE HEUPOCEHCOPHBIX HApPYLICHHUN ciyxa B Sxkytun u SHI KMII ConoBreB A.B.,
Ne2727684 «Cnocod MO3BOJISIET OBICTPO HW C BBICOKOH TOYHOCTBIO Haxonxun C.C.,
JTHK-Ouaznocmuxu MOJTBEPAUTH ayTOCOMHO-PEIECCUBHYIO ITyX0Ty-103 Teprotun ©.M.,
9 (DFNB103; OMIM#607293),  0OyCIOBJICHHYIO CBOY TI'otoBnes H.H., 12.12.2019 22.07.2020 12.12.2039
aymocomuo- .
. HoHceHc-MyTauueil ¢.1121G>A  (p.Trp374*) rena nM. ML.K. Hukanoposa A.A.,
PEUECCUGHIO ZIYXOMBL™ | ) |C5, AmmocoBa Knapos JI.A
103» poB LA,
3amaua, Ha pelIeHHE KOTOpPOH HampaBICHO [Tocyx O.JI.,
3ajBJICHHOE M300peTeHUe, SBISETCS  CO3JaHue Xycnytaunosa 3.K.,
crocoba JAHK-mnaraoctuku ayTOCOMHO- ®enopora C.A.
petieccuBHoit T1yxoThi-103 (DFNB103).
TexHuueckuil pe3ynbTar, MONy4YaeMblid MpuU
peLICHUH TIOCTAaBJICHHOW 3aJayH, BBIPaXKaeTcs B
JHK-auarsoctuke ayTOCOMHO-PE1IECCUBHON
rryxoTsl-103 (DFNB103) ¢ BRICOKOI TOYHOCTBIO.
CBuzeTenscTBa 0 IIporpamma  paspabotana st pacdera
roCyJapCTBEHHOM CTaTUCTHYECKUX  pa3MIuid  MEXAYy TOJIOBBIMH
perucTpanuu noKazarensiMi 3a00JIeBaEMOCTH PaKOM Pa3InIHOM
nporpaMmsl 4t OBM | nokanuzanum B peciyonukax Antaii, bypsitus, Tysa,
Ne 2020614077 Xakacus, Caxa (Skyrusi) u B Poccum B 1ienom B Komososa UB
10 «CpaBHuTebHASA nepuoy 2007 — 2018 rr. (STHL KMﬁ) ' Kononosa 1.B. 16.03.2020 26.03.2020
OlleHKAa 3HavyeHus nokasaresnen BBOJISITCS
3a00J1€BaeMOCTH MOJIb30BATENIEM  CaMOCTOSITENIBHO. [Iporpamma
pakKoM pa3iH4HOi MO3BOJIAET ~ ABTOMATHYECKH  BBIUMCIUTH  95%
JIOKAJTU3aIHUHU B JOBEPUTEJIBHBI ~ HHTEpBaN  JJI  yKa3aHHBIX

HAIlHOHAJIBHO-

IoKa3zaTelIeH 1 IMPOBCCTU NPOBCPKY HA PABCHCTBO UX




rocyaapcTBeHHBIX CpemHuX 3Ha4eHWHd 1o T-KpuTepuio ¢ yKa3aHHEM
o0pa3oBaHHAX CTaTHCTUYECKON 3HAYUMOCTH;
CubupcKoro peruona IIpennazHaueHa  mns  MEOUUUHCKUX U
Poccum» COLIMAJIBHBIX HCCIIeIOBaHUM; HE COJEPXKUT
MIEPCOHATBHBIX JIAHHBIX.
[Iporpamma  paspaGotana juis  pacueTa
CBueTenscTBa 0 CTAaTHCTUYECKUX  Pa3IMYMi  MEXIy TOJOBBIMHU

rocyJapCTBEHHOU MoKa3aTelssIMi CMEPTHOCTH OT paka pa3IndyHON
perucrpanuu JIoKaJu3aluuy B pecriyonukax Anrail, bBypstus, Tysa,
nporpammsl it OBM | Xakacus, Caxa (Skytws) u B Poccun B 1enmom B
Ne 2020614382 nepuox 2007 — 2018 rr.
«CpaBHuTeIbHASA 3HaueHus nokasatenei BBOJSTCSA
11 | OUHKA CMEPTHOCTH OT | NOB3OBATENEM camocrosarensHo. | Kononosa U.B. Komorosa UB. 16.03.2020 02.04.2020
paka pa3jIn4Hoi IIporpamMma Mo3BONsSIET aBTOMAaTHYECKH BBIYHCIHTH (SIHLL KMIT)
JIOKATU3alMHU B 95% noBepUTENbHBIA WHTEpPBAl JUIS YKa3aHHBIX
HAIHOHAJIBHO- ToKa3aTesiell ¥ MPOBECTH MPOBEPKY Ha paBEHCTBO MX
rocy1apcTBEeHHBIX CpemHuX 3Ha4eHWd 1o T-KpuTepuio ¢ yKa3aHHeM
o0pa3zoBaHMsIX CTaTUCTUYECKON 3HAYHMOCTH.
Cubupckoro peruona [Ipennasnauena I8~ MEOUIIMHCKUX |
Poccun 2007-2018 rr.» | conmaibHBIX HCCJIETOBAHUMN. He COJIEPIKUT
MEPCOHATBHBIX JIAHHBIX.
IIporpamma  paszpaboTana g pacueTa
CTaTUCTHYECKUX  pa3NuYuid  MEXAYy TOJOBBIMH
CBuJIETENECTBA O 3HaUEHUSAMH TOKa3aTeliell 3a00JIeBaEMOCTH PaKOM
roCyJapCTBEHHOM Pa3IMYHON JOKATU3aIuN B APXaHTelIbCKON 00JIacTH,
perucTpanuu MypmaHckoi  obmactu, pecrnyonukax —Kapenwus,
nporpammsl aisi OBM | Komun, Caxa (Skyrus), KpacHospckom Kpae,
Ne 2020614088 YykoTCKOM aBTOHOMHOM OKpyre 1 B Poccuu B 1ieiom
«CpaBHUTeJbHASA B repuox 2007-2018 rr.
12 olleHKAa 3HaueHus nokazarejiei BBoasATcs | Kononoma 1.B. Kononosa LB, 13.03.2020 26.03.2020
3a00;1eBaeMOCTH MOJIb30BaTENEM CaMOCTOATEIIBHO; TO3BOJISIET (SHLL KMIT)
PAaKOM pa3JIM4HOH aBTOMATUYECKH BBIYUCIUTE 95% moBepUTENBHBIN
JIOKATU3alHMHU B WHTEpBaJ JUIA yKa3aHHBIX IOKa3aTellell W MPOBECTH
rocyaapcTBeHHbIX NPOBEPKY Ha PaBEHCTBO MX CPEIHUX 3HaUeHHi o T-
o0pa3oBaHHAX KPUTEPHIO c yKa3zaHHEeM CTaTUCTUYECKOH
APKTHYECKO 30HbI 3HAYUMOCTH;
Poccuu 2007-2018 rr.» IlpennaznaueHa  And  MEOUUMHCKUX U
COLMANBHBIX ~ HMCCIENOBaHWH;  HE  COACPKUT
MEPCOHATBHBIX TaHHBIX.
13 CBHIeTEIHLCTBA o IIporpamma pa3pa6f)TaHa UL pacdera
roCyJapCTBEHHOM CTATUCTHYECKUX  pa3NuYuid  MEXKAY TOJOBBIMH




perucTpanuu
nporpammsl 111 OBM

3HAYCHUSMH TOKa3areded CMEpTHOCTH OT paka
Pas3INIHOM JTOKANHU3AIUK B ApXaHTeIbCKON 001acTy,

Ne 2020614308 MypmMmaHckoit obmactu, pecmyOnukax —Kapemws,
«CpaBHHUTEIbHAS Komu, Caxa (Sxyrus), KpacHosapckom «kpae, | Kononosa U.B. Kononosa U.B. 14.03.2020 30.03.2020
OLIEHKA CMEPTHOCTH 0T | UyKOTCKOM aBTOHOMHOM OKpyre U B Poccuu B iesiom (AHL KMIT)
paka pakom B nepuon 2007 — 2018 rr.
pa3an4HOM 3HaueHus MoKazaresen BBOJISTCS
JIOKATH3AINU B MI0JIb30BaTENIEM CaMOCTOSITEIBHO; MO3BOJISIET
rocy1apcTBEeHHBIX ABTOMATUYECKH BBIYUCIUTE 95% noBepuTENbHBIN
o0pa3oBaHHAX WHTEpBaJl JUIA yKa3aHHBIX TOKa3aTeliell W MpoBecTH
APpKTHY€CKOii 30HbI MIPOBEPKY Ha PaBEHCTBO UX CPEIHUX 3HaueHH o T-
Poccun 2007-2018 rr.» | KpUTEpUIO c YKa3aHUEM CTaTUCTUYECKOMN
3HAYUMOCTH; TIpeIHA3HA4YeHa ISl MEJIUIUHCKUX M
COIMAJILHBIX MCCIICIOBAHUH.
baza pgaHHBIX mpenHa3HaueHa ANA XpaHEHUS
JTAHHBIX UCCIIEZIOBAHUS o U3YYEHUIO
CBHIETENBCTBO O
o PacpoCTPaHEHHOCTH U 3a00JIEBAEMOCTH TIEPBUYHBIX
rocy/1apCTBEHHOMN - o .
nemennuii B PC (SI), ocoOeHHOCTEH KIMHHYECKON
perucTpattiu 0asel KapTHUHBI IEMEHIUHA B SIKyTHH, (aKTOpOB pHCKa LIS
nanubix Ne 2021622297 | X°P YTAH, POB pucka A Hasaposa I1.C.,
KO pasBuTusi 3aboneBaHUs, 3(PPEKTUBHOCTH JICUESHUS Xabaposa 011
14 aHTHUJIEMEHTHBIMU TpenapaTamH. SIHI KMIT P o7 20.10.2021 27.10.2021
aemMorpaguyeckoe SkosneBa M.B.,
ComepXUT CBeleHUS W3 MEAMIMHCKHUX KapT
HCCJIeJOBaHUe HassiioBa T.K.
eMeHmHii B MAIMEHTOB HEBPOJIOTHYECKOTO OTAeNeHus KimHuku
SlkyTckOrOo HAy4YHOTO IIEHTpa U OTACTCHUA
PecnyOonuke Caxa Y i p
SIKyTCKOrOo TICHXOHEBPOJIOTMYECKOT0 JHCHaHcepa
(AxyTus)»
(APIIHA). B Hactosmiee Bpemst B 0a3zy JaHHBIX
BKJIFOYEHBI 68 mallMeHTOB.
baza pmammeix (BJl) mpenHazHayeHa IS
XpaHEHUS [aHHBIX KIWHHYECKOTO HCCIIEIOBAHUS
CBHUIETENHCTBO O crimHoLepeOe IApHbIX atakcuid B PecnyOnnke Caxa
rOCy/1apCTBEHHON (Axytus). B/l HeoOxonuma Al M3YUYEHUs] PaHHUX
peructpanuu 6a3sl CHUMIITOMOB  KJIMHUYECKOW  KapPTHHBI,  BIHSHUS
naHHbIX Ne 2021622448 | nopaxeHus: nepuQeprUuecKkoro MOTOHEHpOHA MpU Bapsamosa M.A
«Knunnko- ITUX 3a00JIeBaHUAX Ha TSDKECTh o
15 ’ SIHIT KMII HassioBa T.K., 20.10.2021 10.11.2021
aeMorpaguyeckoe MPOAOKUTENBHOCTh TEUYEHUSI M KayecTBO >KH3HH. Cunoposa O.T
HCCJIe0OBAHUE baza comepkuT HaHHbIE W3 MEIUUMHCKUX KapT p o
HacJeICTBEHHbIX MAIIeHTOB ~ HEBPOJIOTUYECKOTO  OTHENEHUS IS
aTtakcuii B Pecny0iinke | OOMBHBIX ¢ HEHpOAereHepaTUBHBIMU 3200J€BaHUSIMH
Caxa (SIkyTus)» Knnnanku AxkyTckoro HAy4YHOTI'O LIEHTpa
KOMIUIEKCHBIX MEAUIUHCKUX mpooeMm,

npokuBaromux Ha teppuropun PC (5).




B BJI 3aHocaTCS TiepCOHAlbHBIE JIaHHbBIE
MAIUCHTOB, STHUYECKAS MIPUHA]ICKHOCTD,
CHMITTOMBI ~ 3a00JIeBaHMsI W BO3pacT nelrora,
pe3ynbTaThl KIMHWYECKHX METOJOB 00CIeIOBaHMUS,
ahdexT OoT mneueHWs H JOp. TMOKaszaTenw.  basza
MOCTOSTHHO 3aIlOJIHACTCS M JIOTIOJIHSACTCS JaHHBIMU
MAIeHTOB, BHOBH BKJIFOUEHHBIMU 107 HAOIIOeHIIE.
ITo coctostamio nwa 01.01.2021 r. B B/l 3anecenst
nanaeie 68 mamuenToB ¢ CIIA 1 tuna, 5 manueHTOB
¢ atakcueit @punapeiixa, 1 manuent ¢ CLIA 17 tuma, 4
MaIeHTa c HEYTOYHEHHBIMHU THATIAMHU
HacJeACTBeHHOU atakcuu. W3 HuX 26 MpoXUBaIOT B
SlkyTcke, 52 B pa3UYHBIX yIycax PECIyOIIUKH.




