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COKPAIIEHWS U VCJIOBHBIE OBO3HAYEHIIYI

— boxosoif amuorpoduueckuii CHHIpPOM.

— Je30KCHPHGOHYKIeHHOBAS KUCIOTA.

—  MuoTounueckas TUCTPOGusl.

—  Kpearunpochokunasa.

—  Mexnynaponnas  crartmcTHueckas KJ1accupuKaIus
OotesHelt u mpoGeM, CBSI3aHHEIX co 3I0POBBEM.

- IMommepasuas nemnnas peakius. :

— Oxynodapunreansuas Memednas MUCTPOPUs

—  OTHIEHIHAMUHTETPAYKCYCHAS KHCIIOTA.

— Iaper ocHoBaHwMif,



B HacTosmedl wWHCTpyKImE MO IPUMCHEHMIO (Zlajlee - HHCTPYKIHS)
PEACTABJICHEL  aJITOPUTMEL MATHOCTUKM IIEPBHYHBIX [OPaKEHUN MBI U
OOJNe3sHH  JBHTATENBHOIO HEBPOHA,  OOYCIOBIEHHBIX  [UHAMHYECKUMUI
MYTalHAMH, KOTOPEIE MOTYT OBITh HCIIONB30BAHBI B KOMILIEKCE MEPOINPHUATHIH
HalDaBJICHHBIX ~ HA  JHMArHOCTHKY  HACJEICTBEHHLIX HEPBHO-MBIIIEYHEIX
3a00J1eBaHuI, 00YCIOBICHHBIX MHHAMAYECKIM MY TalsIMH.

AJITOPUTMEI, H3I0KEHHBIE B HAaCTOSIIEH WHCTPYKIMH, HpeIHA3HAYCHE]
AL BpaveH-HeBPOIOTOB,  Bpayeil-reHeTHKOBR, Bpaue#t  yabopaTopHoit
AMATHOCTUKH M WHBIX Bpaved-CIeNHalucTOB OpraHu3almii 3IPaBOOXpaHEHHS,
OKA3BIBAIOIIMX MEIUIMHCKYIO IIOMOIIb MALUEHTAM G HaCJIEICTBEHHBIMHU
HEPBHO-MBIIIEYHBIME  3a00/I€BAHMAMHE, B aMOyJIaTOPHBIX YCIOBHMAX M/UIH B
CTallHOHAPHBIX YCIOBUSX W/WIIK B YCIOBUSIX OTIEIEHUS THEBHOTO IpeObIBaHUA.

ITIOKA3AHUVS K IIPUMEHEHUIO

G71 - TIlepBuunsie MOPaYKEHUST MEIIIIL].

G71.0- Mbeimreynas puctpodusa.  Hamwume nrosa, Oyns0apHOro
CUHZIPOM, T'MIIOTPO(HSI, CHIKEHNE TI0IBIKHOCTH A3BIKA, C1a00CTh MUMUYECKHX
MBIIITAX.

G 71.1 - Muoronnyeckue paccTpoiicTaa. Hanuuue BSJIOTO
AUCTAIBHOTO  Iape3a KOHEYHOCTEH B COYETAHHM c MHOTOHUYECKUMU
(peHoMeHamMu,  MuanTHi, PECIMPATOPHBIX  PACCTPOHCTB,  Hapyenus
TIPOBOIUMOCTH CEPIIETHOTO PUTMA, SHIAOKPHHHOMN IIATOJIOTHH, KaTAPaKTHI.

G 12.2 - BonesHb ABUraTe pHOrO HEBpOHA.

G 12.8~ [lpyrue chumanbHble MBIIEYHEE aTpOPUU U POJCTBEHHEIE
CHHIpOMBL.  Hanuuwe Gymns6apHOro CUHAPOMA, THUINOTPOPHUH, CHUMKEHUS
IIONBHXXHOCTH  5I3BIKA, CIA0OCTH MHMHYECKHX MBI,  (aCIUKYIIALHIA,
COMyTCTBYIOIIEH  IATOJNOTHH  (THMHEKOMACTHS, TCCTUKYJIIpHas — aTpodus,
Oecruionue, YacTUYHAS HEUYBCTBUTEILHOCTD K AHIPOT€HaM, CaxapHBbIi uaber).

ITIPOTUBOITIOKA3AHI JULI [TPUMEHEHW A

IIpoTuBOmOKa3aHws, COOTBETCTBYIOIIME TAKOBBIM ISl MEAULMHCKOrO
IIPUMCHCHUS MEIUIMHCKHUX W3JeIuit, HeOOXOMUMEBIX ISt peanusanuu MeTona,
M3JI0XKCHHOTO B HACTOSIIIEH HHCTPYKIIUH.
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IIEPEYEHD HEOBXOIMMBIX MEJVITMHCKWX U3 IEJINH,
PEATEHTOB, ATIIIAPATHOI'O 1 IIPOT'PAMMHOI'O OBECIIEYEHU S
LT AHAJIM3A U JIOKYMEHTHPOBAHILS [TOJIYYEHHBIX
PE3VJIbTATOB U T.]I.

1 HeBponorugeckuii MoioToK.

2 OnekTporeiipomMuorpad.

3 JIMaTHOCTHYECKHH  TeCT-CHCTEME] AV ONPENeTIEHUsT  YPOBHS
KpeatuHpocPokunassl (KOK) s CBIBOPOTKE KPOBH.

4 MenunuHcKYe U3neams i peareHTsl [yt Beigenenus JIHK.

4.1 Menununckue w3 nenms:

4.1.1 BOSIYNIHEIH  TEPMOCTAT,  O3BOJISIOLIHI OIIEP>KUBATE
TeMueparypy 56 °C;
4.1.2 IEHTPUDYTA, O3BOISIONMIAS IPOBOIUT HCHTPU(DYTUPOBAHUE C

LEHTPOOEKHBIM ycKopeHuem 12000 g.
4.2 Pearentel s BeiaeneHus  JIHK, mnpennasmauennnie T
MOJIEKY JISIPHO-OHOIOTHYECKHIX UCCIIENOBAHHIA:

4.2.1 npoTteuHasa K;

4.2.2 TaypuICyIb(aTt HATpHs;

4.2.3 HaTPHS XJIOPHU/T;

4.2.4 HaTpHs aleTar;

4.2.5 STaHOJI,

4.2.6 TpHCc;

4.2.7 STUICHINAMUHTETPaYKCyCHas kucitoTa (DJITA).

5 Menuiunckue  wsgmenuss wm PCareHTbl  OJId  BBIIOJHEHHUS
[OTMMEpa3HON NENHOM peakiuy.

5.1 Menuuunackue usnemms:

5.1.1 aMILTH(DUKATOD.

5.2 PeareHTBI IS BBHITONHEHMUS TIOJINMEPAasHON INEeNnHOM peakiuy,
HPEHASHAYEHHBIE [T MOJIEKY IIPHO-OHOIOrHUECKITX HUCCIICTOBAHUIA:

I | paiMepsr;

) Oy bepnerit pactsop ms ITLP;

3.2.5 MarHus XJIOpHL;

5.2.4 KOMILIEKT ,HGBOKCI/IpI/I6OH}/KHCOTI/II[OB;

D Taq-monumepasel, npennasHaueHHbE [IPOU3BOAUTENIEM ISl

aMIupuKammu - GparmMeHTtoB 10 5000 nap  ocHoBanué (1m.0.), s
amrmupukanuy  GC-60raTerx IIOCJICIOBATENbHOCTEH, ISt aMIIUUKAAN
$parmenos 10 20000 11.0. (Hmm aHaJIOTH).

6 Menuiunckue u3nenus u PCAreHTEl, TpeaHa3HAYEHHEIE IS
(hparMeHTHOro aHaH3a.

6.1 Menunuuckue nsmenus:
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6.1.1 aMILIH(QUKATOD;

0:1.2 TeHETHYECKUM aHaIU3aTOoD.

6.2 Pearentsl mis dparmenTHOrO aHalli3a, IpelHa3HaYeHHEIEe ISl
MOJIEKYJIIPHO-OHOIOTHYECKHUX HCCITe IOBAHMIL:

6.2.1 ACUOHU3UPOBAHHEIA (POpMaMuUI;
6:2.2 MapKep MOJIEKYJISIPHOTO Beca,
6.2.3 TOJUMED JULL TeHeTHYeCKOro aHam3atopa POP-7 iy anajor.

7 AmmaparHoe u mporpammuoe obecliedeHye, NpenHasHAYCHHOE JU1ST
aHaJln3a U JIOKYMEHTAIUH TI0JIyYEHHbIX PE3yIIbTaToR:

7.1 mepcoHaNBHBIN KOMIIBIOTED;

7.2 mporpammuoe obecreuenue: Data Collection, npennasnauennoe s
YUpaBlIeHUst U cOOpa NaHHBIX C TEHETHYECKOIo aHanm3atopa; GeneMapper™
Software, mHpexHasHaueHHOe 1A oneHKH KauecTBa W aHaluM3a JaHHEIX,
TIONYyYCHHBIX B  pe3yjbTaTe paboTHl TeHEeTHYeCKOro aHalM3aTopa, s
onpenenenus muH Gpparmenros JTHK, win aganornynoe.

OIIMCAHWE TEXHOJIOT YN HMCIIOJIb30BAHUSA AJITOPUTMORB

1 Anropmt™m muwarHOCTHKE MEImEuHO}M AUCTPO(UH, 00YCIOBICHHOM’
AUHAMUYCCKUMH MyTalusiMu (OKyno(papuHTealbHas MEBIIIeUHAs JTHCTPO (S
(mpunoxenue A)

Juarnoz  MmelmevHod mactpodpuu (G 71.0),  ob6ycropneHHOlM
AUHAMUYCCKUMHA MyTAalUsIMH (OKyIo(papUHTealbHAS MEIIeYHas auctpodus —
ODMN) ycranaBmuBaror:

1.1 mo ximHUYecKuM TIpUSHAKAM: HalM4YHe 1T03a, OyIs6apHOro
CHHIpOMa, MBIIIEYHOH c1aboCcTH B MHUMHYECKHX MBIIINAX,  MBIIIaX
KOHEYHOCTE! M/WITU TYJIOBHIIA,

1.2 no 6uoxumuueckum moxasaressm: conepakanue KOK B criBopoTke
BBIIIE HOPMEI (Gonee 170 Ex/n y sxenimuy u 195 En/n y myxuun);

1.3 mo  anexrpodusmonorayeckim [IPU3HAKaM: [0  JaHHBLIM
SJIEKTPOMHOTPa(pUU — TIEPBUYHO-MBIIICYHEIL YPOBEHE IIOPKEHMUS;

1.4 mo pesynsraTam MOJIEKY IIPHO-TEHETHYECKOr0 Hccienosanus JIHK
ITAIMEHTOB — MyTanus B reue PABPN1:

1.4.1 IIOJIy4aroT  OWOJOTHYecKuii MaTe€puan I  BEIIOJHEHUS
MOJICKYJISIDHO-TEHETHYECKOTO  HCCIEeNOBAHUS — HHK, Boigenennas wu3
JICHKOIUTOB NePH(EPHIECKOM KPOBH:;

1.4.2 BLITOJIHAIOT MOJICKYIJIIPHO-T€HETHIECKOE HUCCIIENOBAHME JIHK
HAIlUEHTOB;



1.42.1  BumomHsIOT aMIUIMQHUKAIIMIO  y9acTKa TeHa PABPNI,
COZEPIKAILETO TOBTOPHI:

1.4.2.1.1 nusa aMILNTAGUKALUN ucnons3yrot 50-100 ur JJHK;

1.42.1.2 nna ammmduxanmm UCIIOJIB3YIOT MpauMephl, YKa3aHHBIE B
Tabimune 1 npuioxkeHHs B, COCTABISIOT OOIIyI0 peaklMOHHYI0 cMech B
COOTBETCTBHM C Tabnuuelt 2 npunoxenus b;

1.4.2.1.3 mporpamma aMIUTM(UKAIHN: HadyalbHAas AeHatypanus 95 °C B
TeUEHUE 5 MUH, 35 IUKIIOB CO CIeAYOLUMH lapaMeTpaMu — JeHATypalusl IpH
Temneparype 95 °C B Teuenue 30 ¢, omxur IpaiiMepoB mpu Temmeparype, 70 °C
B TeueHue 30 ¢, snonranus npu 72 °C B Teyenue 30 C, KOHEYHAas! 3JI0HTalus IIpH
72 °C B Teuenne 20 mun;

1.4.2.2  BBHIIOIHSIOT ACTEKIHUIO TPOAYKTOB aMILIH(DUKAIIHH y4JacTka
rena PABPN1 (ITpusnoxenue B);

1.42.3  BEITOIHAIOT HHTEPIIPETALIHIO pe3yIbTaTOB JNETEKIIUU
IPOIYKTOB aMIUIU(UKAINY yyacTka rega PABPN] (mynxr 1 Ipunoxenns I');

14.2.4  na ocHOBaHMM paccumTamHOro WmCcIA GCN noBTOpoB B rere
PABPNI ycranaBnuBaroT okoHYaTe TbHELL JUarHo3:

1.4.2.4.1 oOHapyeHH IBa aiens ¢ 9HcioM noBTOpOB 10 U MeHee —
auarao3 O®MJ] uckimoues;

1.42.42 oGHapyeH oIuH WM 1Ba aiens c 9HUCIOM ITOBTOPOB 11 m
Oostee — muarnos OPM]I (G71.0).

2 Anroputm JUATHOCTHKH MHOTOHHUYECKUX paccTpomcTB,
OOYCIIOBIICHHBIX JUHAMHYECKIMHU MyTalusaMu  (MHOTOHMYECKas JucTpodus)
(mpunoxenue JI)

JMaruo3 MuoTOHMYeCKHX paccrporicte (G 71.1), 06ycroBiIeHHBIX
AMHAMUYCCKAMM ~ MYTaUMsIMH  (MHOTOHHYECKAS aactpopus - JIM),
YCTaHaBJIMBAIOT:

2.1 Mo KIMHHYECKUM IpU3HAKAM: XapaKTepeH IPEeUMYILECTBEHHO
AUCTAIbHBIM ~ I1ape3 KOHEYHOCTeH B  COYCTAHMU C MUOTOHUYECKUMHU
(heHOMEHAMH, MHAIIUH, BHEMBINICYHAS HATONOLHS B BUJIE PECHHPATOPHBIX
PacCTPOHCTB, HAPYLIEHHS IPOBOAUMOCTH CEpPIACYHOI0 pPHUTMA, SHIOKPHHHOIM
IIaTOJIOTUH, KaTapaKThI,

2.2 1o GuoxummuyeckuM mokasatensiv: KOK g CBIBOPOTKE KPOBH BEIIIIE
HOpMSEI (Gonee 170 En/n y sxenmmy u 195 En/n y myxumn);

2.3 Mo  3IEeKTPOGUIHOIOrHYECKIM IpU3HAKAM: [0  JAaHHBIM
SIICKTPOMHOTPA(UH TEPBUYHO-MBIIIEYHEIH YPOBEHb MMOPa’K€HUsI CO CIIOHTAHHOM
AKTHBHOCTBIO B BU/IC MHOTOHHYECKHX Pa3PAIOB;

24 10 pe3yibTaTAMH MOJICKYIIPHO-TEHETHYECKOTO  UCCIIEM0BAHMUS
BBIICIIAIOT MHOTOHHYECKYXo nuctpoduio | Tuma (MJI1), ofycnopnernyro
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okcnancuerd CTG-moBTopa B rese DMPK wu MHOTOHHUYECKYIO OUCTPO(HIO
2 tuna (M/12), oGy crnoBienHyto skcnancueit CCTG-noBropa B rene CNBP:

24.1 IIOTYyYaroT  OHMOJIOTMYECKHUid MaTepual i1 BBIIOJHEHHS
MOJICKYJIIPHO-TEHETHIECKOrO  mccnenoBanus —  JIHK, BEIJIEJICHHAST U3
JIEHKOLUTOB MepU(EPHUIECKOil KPOBY;

2.4.2 BBIIIOJIHAIOT MOJIEKYJISIPHO-TE€HETUYECKOE HCCIIEN0BAHNE JIHK

nanuenTos Ha MJ[1:

24.2.1  BHINOJHSIOT OIpeeleHNe YHCIA noBropoB CTG B rene
DMPK ¥ npu HeoGXOMMMOCTH JeTeKIHIO auienei c YUCJIOM IIOBTOPOB 36 u
Oornee:

2.4.2.1.1 BBIIOJHSIOT aMIIIA(DUKALIIIO ydactka reHa DMPK g
OTPEJETICHUsI YHCIIa IOBTOPOB:

24.2.1.1.1 AJIA aMIUTHUKALIIY HCTIOIB3YIOT 50-100 Hr JHK;

2:4.2:1:1.2 AL aMIUTHUKALAE UCIIOJB3YIOT paiMephl, YKazaHHbIe
B Tabmune 3 OpUIIOXKEeHHS B, COCTABIISIOT OOIIyI0 pPEeaki[MOHHYI0 CMech B
COOTBETCTBHH C Tabiuue 3 mpuioxenus b;

24.2.1.13 IIporpamMmMa  aMIuIM(GUKanUM: HAYaIbHAS JIleHaTypaIus
95°C B Teuenme 10 MHH, 35 LHUKIOB CO CIIENYIOLUMH napamMeTpamMu —
ACHaTypanus npu temneparype 95 °C B Teuenue 45 ¢, oTur paiiMepoB Mpu
Temiepatype, 68 °C B Teuenue § c, snouranust npu 72 °C B Teyenue 3 mun.;
KOHeqHast snonranust npu 72 °C B tevenne 30 mum;

2.4.2.1.2 BBIIOJHSIOT TIPH HEOGXOIUMOCTH AMIUTM(QUKAIMIO y4acTKa
rena DMPK ni1st netexiuu anmneneit ¢ unciiom IIOBTOPOB 36 u Goiree:

24.2.1.2.1 AJIs aMIUTU(DUKALIK HCTIONB3YIOT 50-100 Hr JIHK;

2.42.1.22 AJIA AaMIUTA(QUKAITME UCTIONB3YIOT IIpakiMepsl, yKazaHHbIe
B Tabnune 5 IpWIOXKEeHUs B, COCTABIISIOT OOIIYI0 peakIMOHHYI0 CMech B
COOTBETCTBMH C Tabnuuel 6 npunoxenus b;

242123 [IporpamMma  aMIUIMDUKAUKU: HAYaIbHAS JIeHaTyparus
95°C B Teuenme 5 MHH, 55 UHKIOB CO CIEYIOMUMY napamMeTpaMyu —
ACHaTypanus 1pu Temneparype 95 °C B Teyenue 45 ¢, omxur painMepoB mpu
Temmeparype 57 °C B Teuenue 45 c, sioHranus npu 72 °C B teyenme 1 mun
30 c.; KOHEeUHas ATOHTALUS pu 72 °C B Teuenue 10 MHH;

2.4.2.2  BHIIONHSIOT AETEKIUIO IIPONYKTOB aMIUIM(UKAIIUK YYACTKOB
resa DMPK (ITpusnosxenue B);

2.4.2.3  BEHIIONHSIOT HMHTCPIPETAlMIO  Pe3ylbTaTOB  JETeKIHH
IIPOJTYKTOB aMIUIM(DUKAIUN y4acTKOB reHa DMPK (mynkr 2 Ipunoxenmus I);

2424 wHa ocHOBaHuH paccunTaHHoro wwucina nostopoB CTG B
3’-HeTpaHcIHUpyeMoli 06macTd rema DMPK YCTaHABIMBAIOT OKOHYATEIbHEIN
JUAarHo3:

2.42.4.1 oOHapyXeHBl 1BA ANTeNs ¢ UHCIOM TIOBTOPOB MeHee 35 wu
MeHee — nuarHo3 M/I1 uckmoyen;



2.4.2.42 ob6HapyeH OIHH a/jlellb ¢ YHCIOM IIOBTOPOB 35 W MeHee —
IEPEHTH K AeTEKIUH allesell ¢ YucIoM IIOBTOPOB 36 u Ooilee;

24243 BLIBIEH amiens ¢ 9HCIOM IIOBTOpOB 36 u Gomee —

AauarHo3 M/I1 ycranosier; '

24244 amnens ¢ umciom IOBTOPOB 36 u Gojiee He BBIIBICH —
auargo3 MJI1 ucknrouem.

2.4.3 BBITIOIHAIOT MOJIEKYJIIPHO-TEHETHYECKOE HCCIE[0BAHME JIHK
[aIUeHToB Ha MJ]2:

2.4.3.1  BHLIONHSIOT omnpeneienne yucia noeropoB CCTG B reme
CNBP u npu HEOOXOIMMOCTH NETEKIMIO ajuielieit C YHCJIOM IOBTOPOB 27 u
Oouee:

2.43.1.1 BHIIONHSIOT AMIUIMQUKAIMIO  yYacTKa reHa CNBP IS
OIIPENIENICHUS YHCIIa IOBTOPOB:

24.3.1.1.1 AT aMITA(DUKALIIY HCTOMB3YIOT 50-100 Hr JHK;

243.1.1.2 AT aMIUTE(UKALAE HCIIOIL3YIOT IIpaliMepEl, YKazaHHBIC
B Tabiune 7 NPWIOKEHUS B, COCTABIISIOT OOIIyI0 peakIMOHHYI cMech B
COOTBETCTBHY C Tabnuue# 8 nmpunoxenus B;

24.3.1.1:3 oporpamMma  aMImUGUKALUNA: HaYaIbHAS JEHaTyparus
94°C B Tewenme 5 MUH, 45 [HKIOB €O CIEeYIOUMMU napamMeTpamMu —
ACHaTypanus 1pu temneparype 94 °C B tewenne 30 ¢, omxur IpaiMepoB Tpu
Temmeparype, 60 °C B teuenue 15 c, anouranus mpu 72 °C B Teuenue 30 C.;
KoHeuHas anonranus mpu 72 °C B reuenue 10 MHUH;

2.4.3.1.2 BEINONHSIOT HPH HEOOXOMUMOCTH aMIUTU(QUKAIIMIO y4acTKa
reda CNBP s netexnuu amreneii ¢ YHCJIOM IOBTOPOB 27 u Goee:

2.43.1.2.1 AT aMIUTA(QUKALIIY HCTIOE3YIOT 50-100 Hr JHK;

243.1.2.2 AT aMIUTH(UKALAE HCIIOJB3YIOT IIpakiMepbl, yKa3aHHbBIE
B Tabiune 9 npunoxkeHUs B, cOCTABIIOT O0IIyI0 peakiMOHHYI CMech B
COOTBETCTBUM C Tabnuneil 10 npumoxenus B;

2.4.3.1.2.3 [IporpaMMa aMIIMpUKaNuu: HaYaIbHAS JICHATYpaITs
95°%C B Teuenme 5 MUH, 55 mukioB co CICAYIOIUMH IIapaMeTpaMu —
ACHaTypanus npu temiepatype 95 °C B reuenue 45 C, OTXKMI NMpalMepoB Mpu
remneparype 55 °C B Teuenme 45 c, sonranus npu 72 °C B tevyenue 1 mun
30 c.; KoHeuHas syIoHTAIHS pu 72 °C B teuenwne 10 MUH;

2.4.3.2  BHITIOJIHSIOT ACTEKIUIO IPONYKTOB aMIUTH(UKAINHI YYaCTKOB
resa CNBP (Ilpunoxenue B);

2.43.3  BEHIIONHSIOT HUHTCPIPCTALIMIO  PE3yNbTAaTOB  JETeKLUU
IIPOAYKTOB aMIUTM(UKAIMY Y9acTKOB rega CNBP (ynxr 3 Hpunoxenus I');

2434 wHa ocHOBaHuH paccdauTanHoro uwmcia nostopoB CCTG B
uHTpoHE 1 rera CNBP yCTaHaBIUBAIOT OKOHYATEILHEIN THATHOR:

2.43.4.1 oOHApyXEeHH! JBA AMNENIS ¢ YHCTOM IIOBTOPOB 26 U MeHee —
Aavaruos MJI2 wckirouen;



2.4.3.4.2 obGHapy»XeH OJMH aliedb ¢ YHCIOM MIOBTOPOB 26 U MeHee —
EPEUTH K IETEKLHU aJlIelIell C YMCIIOM TIOBTOPOE 27 1 Oonee;

2.43.4.3 BBIBIEH alens ¢ YUCIOM IIOBTOpOB 27 m Oosee —
auarao3 MJI2 ycranosies;

2.43.4.4 amiens ¢ 4YuCIOM IIOBTOpOB 27 u Oollee He BHISBIEH —
nuarao3 MJI2 uckimodew.

3 ANrOpUTM  JMAarHOCTHKA  GOJE3HH ABUIATEIIbHOIO  HEBPOHA,
OOyCIIOBIICHHON TUHAMUYECKUMH MyTauuaMu (OOKOBOH amMuoTpoduyecKuit
CKJIEPO3, 00YCIIOBICHHBIN MyTalieil B reHe C9orf72) (mpunoxenue E)

Juaruos GoiesHM IBUTATENBHOTO HeBpona (G12.2), ob6ycroBneHnoi
AUHAMAMECKIMU  MyTalMsaMd  (OOKOBOH  amHOTpodHyeckwit CKJIEpO3,
00yCIIOBIEHHBIN MyTanueit B reae C9orf7 2) yCTaHABJIMBAETCS:

3.1 MO KIMHHMYECKMM IIpH3HAKAM: XapaKTePHbI CMEIIAHHBIE IIape3bl B
KOHCYHOCTAX, OynbOapHele M ICeBNOGYTBOapHEIe HapyIIEHUs, KOTHUTUBHBIC
HApyIMIeHHS] (AEMEHIHS, IApaHOUIAIBHOE, OpenoBoe WM MppAIMOHATIEHOE
MBILIJIEHHE );

3.2 10 OHOXMMHYECKHM ITOKA3aTe ISIM: conepxkanne KOK B CEIBOPOTKE
KpoBH BhIlIle HOpMEI (Gonee 170 En/n y sxenmmus u 195 En/i Y MY>KUHH);

3.3 M0 BIEKTPOPUIHOIOrHYUECKUM IIPU3HAKaM: 10  JaHHBIM
SIEKTPOMHOrpa(UU IPU3HAKH TIEPEJHEPOrOBOTO [IOPaKECHHST;

3.4 1m0 pesymbTaTaMU MONEKYISIPHO-IeHeTHUECKOro HCCIIEIOBAHUS —
MyTanus B reae C9orf72:

3.4.1 MONIYYalOT ~ OMOJIOTHYECKUIl MaTepuan i BBIIONHEHHS
MOJICKYJIIDHO-TEHETHYECKOTO  HCCJICIOBAHUS — — HAHK, Beimenennas w3
JICHKOLUTOB Iepu(epudecKoii KpOBU;

3.4.2 BBEIIOJHAIOT MOJICKYJIAPHO-TeHeTHIECKOe HecnenoBanre BAC,

00yCIIOBIeHHOTO MyTaImei B rege C9orf72:

3.42.1  BBITONHSIOT ornpeneneHue yucia nosropoB GGGGCC B rene
C9orf72 u npu HeobxomUMOCTH ACTEKIHIO allIeNIed C YUCIIOM TOBTOPOB 25 u
Ooree:

3.1.2.1.1 BBIIOJHSIOT aMIUIMGHUKAUIO y9acTka reHa C9orf72 OJIsT
OIPENeNICHUS YUCIIa IOBTOPOB:

5:1.2.1.1.71 AL aMILTAQUKALIY UCTIONE3YIOT 50-100 Hr JHK;

Sulvloleded AT aMIUTA(QUKAIMYE UCTIONB3YIOT npaiMepsl, yKa3aHHbIe
B Tabmune 11 mpunoxkenus B, cocTaBismoT OOIYI0 PEakKIMOHHYIO CMeCh B
COOTBETCTBMH ¢ Tabiuue# 12 mpuoxenus B, cvmecn paznuBaroT o 18 Mk B
HUCTRIC ITpoMapkupoBaHHble [IIIP-npobupku, rotoBsT cmech NpariMepoB B
COOTBETCTBMH ¢ Tabmuneit 13 npunoxkenus B, 1o6apisioT B IIIP-nnpobupku ¢
PEaKITMOHHOM cMechio 110 | MKIT cMecH npaiiMepoB u 1 Mki 06pasna JTHK;



3.1.2.1.13 [IporpaMMa  aMINIM(DUKALNY: HAYaIbHAS JIeHaTypalus
94°C B Teuenme 7 MHH, 35 LHMKIOB CO CHIeXyOIIUMH napaMeTpamMyu —
ACHaTypanus npu temmeparype 95 °C B reuenwe 45 C, NCHaTypalus Ipu
Temmeparype 98 °C B teuenue 10 €, OTXKUI IPalMepoB MpH TemmepaType 58 °C
B Teuenue 30 c, snoHramus mpu 72 °C B Tewenme 6 MHH CO CHIDKEHHEM
Temmeparyprl Ha 0,6 °C/c; komeunas snouranus npu 78 °C B reuenue 10 MUH;

3.1.2.1.2 BEmMonHSIOT OpH HEOOXOIUMOCTH aMIUTH(DHUKALNIO yyacTKa
rera C9orf72 nna nerexnuu amienei c IHCJIOM IIOBTOPOB 25 1 Gosee:

Sl %19 1 JULsT aMITUAKALUK uenone3yror 50-100 ur JTHK;

8.1.2.1.2.2 AT aMIUTEGUKALTAE UCIIOTB3YIOT IIpaiMepHl, YKa3aHHbIE
B Tabmune 14 npwnoxenus B, cocrapisioT OOIIYI0 pPEeaknMOHHYI0 cMech B
COOTBETCTBUH C Tabimuedl 15 mpuioxenus b, cmeck pasmuBaroT mo 16 MK B
HHCTRIE  IpoMapkupoBaHHbie IIP-mpoGUpKE, TOTOBST cmeck IIpaiiMepoB B
COOTBETCTBUH ¢ Tabiunell 16 npunoxennst B, no6asisior B ITIP-mpo6upku ¢
PCAKIIMOHHOK CMECHIO 10 3 MKJI CMecu mpakiiMepos u 1 Mk o6pasia JTHK;

3.L.21.2.5 [IporpaMMa aMIIMUKaALMY: HAYaIbHAS JEHATY paITus
94°C B Teuenme 7 MHH, 35 LHUKIOB CO CIEIYIOUIIMH napamMeTpaMu —
AeHaTypanus npu temmeparype 95 °C B Teuenme 45 C, IEHaTypalus Tpu
Temmeparype 98 °C B Teuerue 10 ¢, omxur IpaliMepoB NpH Temmeparype 62 °C
B TeueHue 30 c, syioHramus npu 72 °C B Teuenue 6 MHH CO CHH)XEHHUEM
Temneparyps! Ha 0,6 °C/c; koneunas sroHTanus npu 78 °C B Teuenme 10 MUH;

3.1.2.2  BEIONHAIOT meTeKIHIO IPOAYKTOB aMIUTU(DHUKAIMH Y4aCTKOB
rena C9orf72 (Ilpunoxenne B);

3.1.2.3  BEmomHSIOT HUHTEPIIPETALUIO  PE3yNbTaTOB  JETEKIUH
IIPOAYKTOB aMIUTH(DUKAIMK Y4acTKOB reHa C9orf72 (myHKT 4 TIpunoxenus D);

3.12.4  Ha ocHOBaHHM paccuMTaHHOrO wmca noBTopoB GGGGCC B
rere C9orf72 ycranasiamparor OKOHYATEIbHLIN UArHO3:

3.1.2.4.1 oGHapyeHbl 1Ba amiens c 9HCJIOM IIOBTOPOB MeHee 24 u
Menee — nuarnos bAC, oGycmonennrii skcnancueii GGGGCC IIOBTOPOB B
rere C9orf72, uckmouen;

3.1.2.4.2 obGHapyxeH omuH amTens ¢ YucIOM IIOBTOPOB 24 U MeHee —
NICPENTH K NETEKIUH allIeNiel ¢ yBeNMYeHHbIM YHCIOM TTOBTOPOB;

3.1.2.4.3 BeIBNEH amens ¢ gHcIOM IIOBTOPOB 25 u Oonee —
Anarno3 bAC, o0ycioBIeHHBIN sKcmancuelt GGGGCC mnoBTopoB B reme
C90rf72, ycranosunewn;

3.1.2.4.4 amnens ¢ umciaom IIOBTOPOB 25 u Goylee He BHISBIEH —
AnarHo3 BAC, oOycioBieHHBIH sKkcHancueit GGGGCC mnoBTopoB B reme
C9orf72, uckmouen.
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4 Meron IMarHOCTHKH APYrUX CIIMHAILHEIX MBIILICYHBIX aTpohuii u
POJAICTBCHHBIX ~ CHHIPOMOB, OOYCJIOBJIEHHEIX MHAMUYECKHMHU MyTalUsIMU
(BynpbocimHanpHAS MBIIEYHAs arpodus Kennenu) (mpunoskenme K)

JlMarHos Apyrux CHHHANBHEIX MbIIEUHEX aTpOQUi U PONCTBEHHBIX
cuHapomoB (G 12.8),  06ycioBIEeHHBIX AVHAMHAYECKHUMH  MYTaLUSIMH
(BynpbocnmHanbHas MBIIEYHAS atpodus Kennenn), ycranapmusaercy:

4.1 mo xmMHHYecKuM mpusHaKam: XapaKTepHO Hanu4uue OysbGapHOro
CHHIpOMA, CIabOCTH MUMHYECKHX MBINL ¥ B MEIIIIAX KOHEYHOCTEH,
hacuuKyIANMN, BHEMBIIEYHOH MATONONHH (ruHEeKOMacTHL, TECTHKYJISIpHASI
atpodus, Geciulofme, wYacTHYHAs HEYYBCTBUTENIBHOCTE K aHJporeHawm,
CaxapHbIi quaber);

4.2 1o GHOXMMHUYECKMM MOKA3aTe IsIM: conepxkanne KOK B criBoporke
KpoBu BeIie HOpMEI (Gonee 170 Ex/n y xenmms u 195 En/n y mysxuun);

4.3 mo  amekTpodUHONOrHYECKIIM IIpU3HAKaM:  TI0  JaHHBIM
BIIEKTPOMHUOrpad U MpU3HAKH IEePEJHEPOTOBOIO MTOPAIKEHHUS,

4.4. mo pesympraTamu MOJICKYJIIPHO-T€HETHYECKOTO  HCCIIeTOBAHMSL:
MyTanus B reae AR:

44.1 MOJIyYarOT OUOJIOTHYECKUIA MaTepuax A8 BBIIOJIHEHHUS
MOJICKYJIDHO-TeHETHYECKOTO  mccnmefoBanus  —  JTHK, BEINIEJIEHHAS U3
JIEAKOIUTOB MEPUPEPUUECKOH KPOBH;

4.4.2 BRILIOJHAIOT  MOJNEKYISPHO-TEHETHYECKOE  HCCIIe[OBAHME
OyIIBOOCTIMHAIEHOM MBITIEYHO] arpodun Kenneny;

442.1  BoIIOMHSIOT aMITUQHUKAITIO yyacTka rena AR, COZepaKaIlero
IIOBTOPHI:

4.42.1.1 mns aMIIIU(UKAIUT uermose3yroT 50-100 ur JTHK;

44.2.1.2 pna avmiubukanuu UCIIOTB3YIOT MpanMEphl, yKa3aHHBIE B
Tabmuie 17 npunoxkenuss B, cocTaBsror OOLIYI0 PEeakKIHOHHYI0O CMech B
COOTBETCTBUM C Tabmuuel 18 mpunoxenns B;

4.4.2.1.3 mporpamma aMITIM(DUKAIUK: HavyaIpHAas nenaryparus 95 °C B
TCUCHUE 5 MUH, 35 IUKIOB CO CIIeqyOIUME lIapaMeTpaMy — JieHaTypalys Ipu
Temiiepatype 95 °C B Teuenue 1 MHH, OTXKMI' IIpaliMEPOB IIpU TeMIIeparype,
68 °C B Teuenue 45 C, osonramus npu 72 °C B Teuenwe 45 C, KOHeYHas
snonHranus npu 72 °C B revenue 7 MUH;

4.4.2.2  BEIIONHAIOT JETEKITHIO NPOAYKTOB aMIUIM(QUKAIIMH y4aCTKOB
reda AR (IIpunosxenue B);

4423  BLIIOMHSIOT MHTEPIIPETALUIO  PE3yNbTATOB  NETEKIHU
[IPOYKTOB aMIUIA(UKAIIMK YIaCTKOB TeHa AR (mynxr 5 Tpunosxenus I );

4.4.2.4  Ha OCHOBAHHH PACCYUTAHHOTO YHCIA oBTOopoB CAG B 3K30HE
] rena AR ycranaBmmMBaroT okoHUATEI B b JUarHos;
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4.4.2.4.1 obHapyKeH ONUH alUIeNlb C YHCIOM IOBTOPOB 34 U MeHee y
JIIa My>KCKOT0O I10oj1a MO0 ABa aJulesis C YHUC/IOM IIOBTOPOB 34 U MeHee y Juna
KCHCKOTO 10712 — NMAarHo3 CIMHANbHAS MBIIIEYHas aTpodus, 00ycCIOBIIEHHAs
AUHAMHYCCKUMH ~ MyTalussMd  (OynbOOCIMHABHAS — MBINIEYHAS aTpodus
Kennenn) uckimoues;

4.4.2.4.2 oOHapyKeH OIMH aleNh ¢ YHCIOM IOBTOPOB 35 U Goiee y
JMIa  MYXCKOTO IIOJla — JWarHo3 CHIHHANbHAS — MBIIIeYHas aTpodus,
OOyCIIOBIICHHAS JTUHAMUYECKUMHU MyTalusiMe (Oynp00CIMHANIBHAS MEBIIIEYHAS
arpous KeHHenn) ycraHOBIEH;

4.4.2.4.3 obHapyKeHBI IBa AJIENI C YHCIOM IOBTOPOB 35 u Goisee y
JIMNa  OKCHCKOrO IoJla — JOMAarHo3 CHOUHAIBHAS — MBIIIEYHas arpodus,
O0YCIIOBIIEHHASI TUHAMUYECKUMH MyTauusiMu (OyNbOOCIIMHANBHAS MBIIICYHAS
arpopus Kennenu) ycraHosses.
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IIEPEYEHb BO3SMOXXHbBIX OCJIOXXHEHWU MJIN OIIUEOK IIPU
BBITIOJIHEHWN U TTYTHU X YCTPAHEHU S

1 Ommbkw, cBs3annHble C HapyImeHueM MpaBHI  IOJIydYeHHUS,
TPatCIOPTUPOBKH, XPAaHEHHA OHOJIOTHYECKOr0 MATepHaia M BHIIONHEHHS
JIa00PaTOPHEIX HCCienoBaHmit. JIist IPERYTPEKASHUST OIMMOOK 3TON T'PYMIIEL
HEOOXOMMMO TINATENBHO COGIIFOIATE IpaBuia pabOTEI ¢ OUOJOTMYECKUM
MAaTepuajIoM 1 HHCTPYKLHH 10 IPOBEIEHHIO TaGOPATOPHEIX HCCITE0BAHMI,

2 OmuOKM 0pH  BBITOIHEHUH NabOpaTOPHBIX  HCCIIeNOBAHUH,
CBASAHHBIC C HECOOJIONCHMEM METONUKH HCCIeIOBAHMHN, HCIONb30BAHMEM
PCAareHTOB, YTPAaTHBIUMX AKTHBHOCTb, 3arPSA3HEHUEM HCCIIEIyEeMBIX 00pasIon
IPONyKTaMH peakiui u ap. JIIst npeaynpexxaeHus Takux omu6ok HEOOXOIHMO
COOJIFONIATE METOAMKH MCCIIeNOBAHMIA, KOHTPOJIMPOBATE T'OJHOCTH DPEAreHTOB,
MCIIONIB30BATE KOHTPOJIbHBIE MATEPUAIBI U 0OPA3IILL.
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IIpunoxenne A

AJNrOpUTM JMATHOCTUKY MBIIIEYHO JUCTPOpUH, 00y CIOBICHHON
AUHAMHYCCKUMHM MyTallusMK (OKyJTo(hapuHreanbHas MbIIIeYnas JUCTPO(U)
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Tabmuma 1

aMIUTAQUKAIUH YYACTK

IIpunoxenune b

=5 HYKHCOTI/I,Z[HEUI IIOCJIEAOBATEIILHOCTD HpaﬁMepOB JITs1

aresa PABPNI s onpenenenus unena [IOBTOPOB

Hassanne [TocnenoBarensHoCTE npaimepos, 3°-5° Mertka 5’
PABPN1 F CGCAGTGCCCCGCCTTAGA FAM
PABPN1 R- ACAAGATGGCGCCGCCGCCCCGGC

Tabmuna 2 — Coctas PEaKuMoOHHON cMecH
resa PABPN1 s onpenenenus ancia IIOBTOPOB

AL aMIUTH(UKAINK yYacTKa

[?eareHT O6bem pearenTa Ha 1 peaxo Koneunas
(V=50 mx) KOHIIEHTPAIHS

10x ILIP 6ydep 5 MK Ix
10mM DNTP 1 MK 0,2 mM
25mM MgCl, 1 MK 2 mM
Q-Solution 10 mx -
10 pmol primer F 1 MKt 10 pmol
10 pmol primer R 1 M 10 pmol
DNA 1 MK 200 ar
Polymerasa Quigen 5 EJI/mx 0,2 M 1E
H>O 29,8 Mk -

Tabmuma 3

— Hyxneorunnas IIOCICIOBATEIbHOCTE TIPaliMepOB ISt
aMIUTA(QUKANUK yyacTka reua DMPK AJIA OLPENIENIEHHsI YUCTIa TIOBTOPOB

ITocnenoBaTensHOCTS npaiimepos, 3°-5°

Mertka 5°

CTCCCCAGAGCAGGGCGTCATGCACAAG

CGACTCCGGGGCCCCGTTGGAAGACT

FAM

Tabmuna 4 — Cocras PEaKIUOHHON CMECH ISt

aMIIM(QUKAIMK y9acTKa

reda DMPK miist onpenenenust gncia IIOBTOPOB
Pearent O6nem cToka Ha 1 peaximio OunanpHas KOHIEHTpAIHs —_!
10x TIIIP 6ydep 2,5 MKJI 1x
10mM DNTP 0,5 Mxn 0,2 mM
50mM MgCI2 1,0 MK 2,0 mM
10 pmol primer F 0,5 Mk 2 pmol
10 pmol primer R 0,5 Mk 2 pmol
DNA 1 MK 200 mr
Polymerasa 5 Ell/mxn | 0,2 mxcr LEN
H20 18,8 Mxn -

Tabmuua 5

YHCJIIOM IIOBTOPOB

— Hykneoruanas mociienoBaTeIbHOCTE IIpaliMepoB IS
aMIUTM(DUKAIUKE y9acTka reHa DMPK AL NeTEKLUUU ajileiell ¢ yBelnYeHHbIM

Hasganue ITocenoBaTensHOCTS npaiiMepos, 3°-5° Merka 5
MDI1 F GCTCGAAGGGTCCTTGTAGCC
MD1,2 F- GTTCGTACGTGAATCGCGGTAC FAM
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MDI RL

GTTCGTACGTGAATCGCGGTACGCAGCAGCAG
CAGCAGCAGC

Tabmuna 6 — CocTap peakimoHHOM cMmecH
reda DMPK miis nerexiuu amieneii c

JJIST
YBEJIMYCHHBIM YU

aMHHHq)HKaHHH ydqacTka
CJIOM ITIOBTOPOB

Kommonent O6bem pearenTa Ha | peaxmuo DunambHald
KOHIICHTPAI[US
10x TP 6ydep (maramit 1,5 MM) 2,5 MK 1x
10mM DNTP 0,5 Mx 0,2 mM
10 puM primer MD1 F 0,5 M 0,2 uM
10 uM primer MD1,2 F 0.5 Mk 0,2 uM
1 uM primer MD1 RL 1,0 mMx 0,04 uM
DNA 1 MK 200 mr
Polymerasa 5 EJT/mxn 0,5 MK LEN
5xQsol S MKII Ix
H20 13,5 Mk -
Tabmuma 7 — Hyxneorunnas II0CICIOBATEILHOCTE  [IpaifMepoB st
aMIuUuKanun yyactka reia CNBP s ONPENCJICHUST YMC1a TIOBTOPOB
Hazpanmne ITocnenosarensHOCTE npaimMepos, 3°-5° Mertka 5°
DM2 F TTGGACTTGGAATGAGTGAATG FAM
DM2 R AGCCGAGATCATACCACTGCAC

Tabmuma 8 — Cocras PEaKIIUOHHON CMecH s
re#a CNBP juist onpenenenus uucia IIOBTOPOB

aMHJII/I(i)I/IKaLH/II/I ydacTtka

Pearent O6beM cToka Ha 1 pEeaKITuio OuHanpHaS KOHLIEHTpAaIHs
10x ITIIP 6ydep 2,5 MKI1 Ix
10mM DNTP 0,5 MK 0,2 mM
50mM MgCI2 1,0 mxx 2,0 mM
10 pmol primer F 0,5 mMx 2 pmol
10 pmol primer R 0,5 Mk 2 pmol
DNA 1 MK 200 ur
Polymerasa 5 EJl/mkn | 0,2 mxn 1 EJl
H20 18,8 Mxn -

Tabmuma 9 —

HYKHGOTI/II[HB.H IIOCJICIOBATEIILHOCTE npaﬁMepOB JUTST

aMITH(UKanud yyactka resa CNBP s ACTEKIMH aJuleJiell C yBEIUYEHHEBIM

YHMCJIOM ITIOBTOPOB

Haspanue IocnenosarensHOCTS npaimMepos, 3°-5° Mertka 5’
MD2 F GAATGAGTGAATGAGTATTACTGCCAG
MD1,2 F- GTTCGTACGTGAATCGCGGTAC FAM
MD2 RL GTTCGTACGTGAATCGCGGTACGCAGGCAGGC
AGGCAGGCAG
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Tabmuma 10 — Cocras PEaKIMOHHON cMecH I aMIUT(QUKAIHE y9acTKa
rena CNBP mns netexium asenei ¢ YBCIMYEHHBIM YHCJIOM IIOBTOPOB

Kommonent O6sbem pearenta Ha 1 peaxiuro QuHanbHas j
KOHIIEHTPAIHS
10x TIIIP 6ydep (marmmit 1,5 MM) | 2,5 mxn Lk
10mM DNTP 0,5 MK 0,2 mM
10 uM primer MD2 F 0,5 mMxu 0,2 uM
10 uM primer MD1,2 F 0.5 M 0,2 uM
1 uM primer MD2 RI, 1,0 mxx 0,04 uM
DNA 1 MK 200 mr
Polymerasa 5 EJT/mxn 0,5 Mk 1 El
5xQsol S 1x
H20 13,5 MK -

Tabmuma 11

— Hyxneotuanas mocienosatemsHocTs IpaiMepoB s

aMILTA(PUKANUH yaacTka rena C9orf72 s OIPENETICHHS YUCTIa TIOBTOPOB

Hazpanwue I[TocenoBarensrOCTS npaimepos, 3°-5° Mertka 5°
C9orf72 R6 CCTCACTCACCCACTCGCCAC
C9orf72_F3 AGCAAGCTCTGGAACTCAGGAGTCG FAM

Tabnuna 12 — CoctaB peakunonHoi cmecn AJI aMIUTU(UKAIUK Y9acTKa
resa C9orf72 s onpenenenus unca IIOBTOPOB

Peareut O6bem pearenta Ha 1 peaximro Koneunas xonuentparms
(V=20 mxu)
Bydep 2 MKJI 0,5x
DMSO 0,4 Mx -
Enhancer B 2 MKJI L&
Honumepasa SequalPrep 0,36 mxn 1,8 EJ]
Long, Invitrogen, 5 EJT/mkn
H>O 13,24 mxn -

Tabmuna 13 —

reHa C9orf72 s OIPENENICHHs YKCIa IOBTOPOB

Cocras cmecu mpaitmepos mis aMITIM(QHUKAIUH y9acTKa

IIpaiimep

O6wem mpaiimepa Ha 1 peaxuio
(V=20 mxn)

CYorf72 R6

0,5 Mxn

C9orf72 F3

0,5 MK

Tabmma 14 — Hyxneorunnas TIOCJICTOBATENILHOCTE  TIpaiMepoB  JIst
aMIUIM(QUKANUK yuacTka reqa C9orf72 AL AETEKLUH ajulelied ¢ yBeInuYeHHBIM

YHUCJIOM IIOBTOPOB

Hassanmue

[TocnemoBaTensHOCTE IIpaiMepos, 3°-5°

Metka 5°

C9orf72 RS

CGGGCGCAGGCACCGCAACC

FAM

C90rf72 Tail R

TACGCATCCCAGTTTGAGACG
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CGG

C901f72_RepF3 TACGCATCCCAGTTTGAGACGGGCCGGGGCCGGGGC

Tabmumna 15 — Cocras PEaKIMOHHON cMecH I aMIUTM(DUKAIUH Y9acTKa
rena C9orf72 nns merexumu anmeneii ¢ YBCIIUYCHHBIM YHCIIOM IIOBTOPOB

F Pearent O6bem pearenta Ha 1 peakuto Koneunas xouuenTpars
(V=20 mxu)
Bydep 2 MK 0,5x
DMSO 0,4 Mxn -
Enhancer A 2 MK 1 x
Hommepasa SequalPrep Long, | 0,36 mx L8EN
Invitrogen, 5 EJl/mMxn
H,O 11,24 mxn -

Tabmuma 16 — Cocrar cmecu MPalMepoB Iyl aMIUIU(UKAINN YYacTKa
rena C9orf72, nist meteximu anenei ¢ YBCIIMIEHHBIM YU CJIOM IIOBTOPOB.

IIpaiimep O6sbem mpaiivepa Ha 1 peaximio
(V=20 mxn)
CYorf72 R8 1 MK
C9orf72 Tail R 1,5 Mk
C9orf72 RepF3 0,5 M

Tabmuma 17 — Hykneotuanas mnocnenosare bHOCTE IIpaiMepoB i
aMIUTH(DUKAIMH yyacTka reHa AR s ONPENENIEHHsI YHCIIa TIOBTOPOB

HasBanue ITocnenoBarensHOCTE npauMepos, 3°-5° MeTtka 5’
SBMA2 F AGGCACCCAGAGGCCGCGAG FAM
SBMA2 R- GTTTCTTTAGCCTGTGGGGCCTCTACGA

Tabmuma 18 — Cocras PEaKIIMOHHOMN cMecH MJIst aAMITIM(DUKAIIHN yYacTKa
reia AR Juist onpenenenus yncia IIOBTOPOB

Pearent O6beM cToka Ha 1 peakruio DuHANBHAS KOHIIEHTPALIHS
10x IIIP 6ydep 2,5 Mk Ix
10mM DNTP 0,5 MK 0,2 mM
50mM MgCI2 1,0 Mxn 2,0 mM
10 pmol primer F 0,5 MK 2 pmol
10 pmol primer R 0,5 M 2 pmol
DNA 1 MK 200 mr
Polymerasa 5 Ell/mxkn | 0,2 M 1EQ
H20 18,8 MK -
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IIpunoxenne B

HETEKIIVA ITPOAYKTOB AMIUIM®UKALIMU YYACTKOB I'EHOB
DMPK, CNBP, AR, COORF72, PABPN1

| Herexnuro mpomykTos aMITUGKALUK  OCYIIECTBISATD C IIOMOIIIBIO
KallWJUIIPHOIO 3JIEKTpO(opesa Ha FeHETHUECKOM aHaJM3aTope.

2 IToaroToBUTs K paboTe reHeTHYCCKUi aHaJIN3aToOp B COOTBETCTBHH C
HHCTPYKIHEHN IPOU3BOAUTEIS.

3 AHaJM3 IPOBOIUTH IpH CIICAYIOUMX IapaMeTpax: IIHHa Kamuuipa
— 50 cM, 3amonHeHue Kanuiipa romamepom POP7, temneparypa — 60°C,
BpeMs MHBEKIMH obpasna B Kammmuzip 20 CEK, BpeMs pasneneHus 45 mum,
Hamnpspkerue 7,5 kB.

8 Ilepen mposenenuem anekTpodopesa 1 M1 obpasia IIPOJYKTA
AMIUTA(DUKAIMHE U3 KKIO0H Peakiuy cMemaTs ¢ 1 M MapKepa MOJIEKYJISIPHOIO
BECa ¥ 8 MKII IeHOHU3UPOBAHHOIO bopmamua.

S CMech moMecTuts B 96-TyHOUHBIH ILIaHIIeT JUIST TEHEeTHYECKOTO
dHaJli3aTopa U JAeHaTypUpOBaTh B aMILTH(HUKATOpe. IIporpamma newnaryparmu:
Harpesanue npu temuepatrype 95°C B reuenue 5 MHHYT, oXJaxzaenue mpu 4°C B
TeYCHHE 1 MUHYTEL

6 i1 anmanmsza wu AOKYMCHTUPOBAHUSI IOJlyYEHHEIX pEe3yJIbTATOR
HCIIOIb30BATE IPOIPaMMy IUIsI  YIPABIICHHUS npubopom, cbopa JaHHEBIX,
KOHTPOJIST KauecTBa M aBTOMATHYECKOI'0 AHAIH3A (aiiioB  pparmenTtHoro
aHaJM3a, BCTPOCHHYIO B TeHETHYECKUI aHATH3aTOP.
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ITpunoxenue I

HHTEPIIPETAIIVS PE3VJIbTATOR AETEKITVN ITPOJYKTOB
AMIUIMOUKALIMU YVYACTKOB I'EHOB DMPK, CNBP, AR, COORF72,
PABPN]1

1 WHTeprniperanus pesynsTatos merexiuu IPONYKTOB aMIUTH(DUKALIHH
COZIepKAIEro MOBTOPHI yyacTka rena PABPN]

Wurepnperanuio  pesympraron ACTEKIUA  MPOIYKTOB aMIUIH(pUKALIHH
COZEpKaIero MOBTOPHE! ydacTka rema PABPN] CIIEAYyeT OCYILECTBJIATh HA
OCHOBaHUHU KOJIMYECTBEHHON OIEHKH.

s pacuera umcnma GCN [10BTOpoB B rene PABPNI B uccnemyemsix
00pasIax UCIoIb30BATE Gopmyy:

N = (L -215)/3

rae N — uucino mosropo GCN, I — mwmma HIIP-nponykra B mapax
OCHOBaHMi (11.0.), 215 — nwHa yacTu HIIP-npoxykra, He coneprkarmeit IIOBTOPEI
GCN, 3 — ynci0 HYKITEOTH OB B TIOBTOpE.

xxxxx

uuuuu

-----

¢myopecuenuyn, RFU

HHnreHcurHOCTD

JnuHa, ymcno m.o.

IIpumeyanue: Gparment mmmroi 241 m.o. (9 moBTOpoB GCN)
Pucynok 1 — IIpoayxTe aMIuTH(uKanuu pparmenrta IIEPBOTO 3K30HA reHa
PABPNI B koHTponsHOM obpasrie

2 WHTeprnipetanus pesynpTaTtos merexiuu IPOLYKTOB aMILTH(pDHUKALUH
COACPIKAIEero MOBTOPHI yuyacTka reua DMPK

Wurepnperammio  pesynsraTos ACTCKINK NPOAYKTOB aMILIA(PUKAIIHH
COLCPXKaIIEro TOBTOPHI y4acTKa rema DMPK CIEIyeT OCYIISCTBISAThL HAa
OCHOBaHUM KOJIMYECTBEHHOH W BHU3YalbHOM OL[CHKH. Konuuectennyio onenky
HCIIONb30BATE IPW NETeKUMH ajlleliell ¢ HOPMATbHBIM HHCIIOM IIOBTOPOB,
BUSYAbHYI0 — TIDK AETEKIMH SKCTIAHINPOBAHHEIX aIIelielell.
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At pacuera umcma CTG mosropoe B reme DMPK B HCCIIeIyeMBIX
00pasiax uCIoIp30BaTh GOpMyIIy:

N = (L —356)/3

rae N — unmcno nmosropos CTG, L. — mmuna IIIP-mponykra B 1m.0., 356 —
Amuna vactu IIHP-mpomykra, He comepxamer mostopel CTG, 3 — wmcio

HYKJICOTHIOB B IIOBTODE.

VHTeHCHBHOCTH
diyopecuenuuy,

RFTI

3000

2000 4

: 1000

JTnwHa. uncno m.o.

Ipumeyanme: dparments: qmmHoi 397 m.o0. i 422 1.0. (14 1 22 moBTOpAa)
Pucynox 2 — IlpoxykTsl ammmmdukarmu (parmenTa 3’-HeTpaHcIHpyeMOit
obsactu rera DMPK, conepxarieii moBTOpEl CTG B KOHTpOILHOM 0Opa3Le

Hpw wamauu sxenancuu nosropos CTG B 3’-HeTpaHCIHpyeMoil obnacTu

I'€Ha

DMPK ma

3JIEKTpOooperpaMmme

BUJICH XapaKTEpHBI MaTTepH,

IIpeNCTAaBICHHBIN Ha pucyHke 3B, Ha pucyHke 3A — aJIeKTpooperpamma
IPOIYKTOB  aMIUTMQUKauK 3’-HeKomupyeMoil ob6macty rema DMPK &

KOHTPOJIBHOM 00pasiie

300

L

liah Flot¥icw:
= it ; GU47_ 07 t5a
é 5000
.} :r\ 4000 4 A
5§
o = 3000 4
T o i
==
- Q
o 3 2000
T Q. 1
8 2 1000 - i
= B ko
~ e n_“ll\..x. gty
£ HO4_8_a8.foa
]
5000
4000 B
3000 4
| 2000 4 )
i | :
1000 H
W L L
Djﬁn\.‘!\ i 1_»_-.‘.-1\.

|
Al

|

|

; ol , ,;
'JJJMLULMJJH‘.J&U ﬁﬁ"h-l.-_"_ﬁ!&.l\‘f{_-lfﬂld,', LAARAALY i}.u VA ML LAAANASA AL 03 22k s

N

B S I SN

JUIMHa, YKUCIO 11.0.



Pucynok 3 —ITpoaykrsr ammmupuxarmm 3’-HeKoIupyeMOii 061acTy reHa
DMPK B xoHTpONBEHOM 06pasiie (A) my marueHTa co B3poCiIoi KIaccHueckoit
(opmoit MJT1 (B)

3 WHrepnperanus pesyabTaToB AeTeKIHH IIPOAYKTOB aMIUTH()UKALIUN
COZEpIKaIIero MOBTOPHI yyacTka rena CNBP (ZNF9)

WHTepnipeTanuio pesynbTaTOB  eTeKIuy IPONYKTOB aMIUTH()UKALUY
CONCPIAINETO HOBTOPEI yyactka rena CNBP (ZNF9) cnenyer OCYILIECTBIISTE HA
OCHOBaHWH KOJIMYECTBEHHON M BHU3YalbHON OLIEHKH. Konuuectsennyto ouenky
UCIIOJIE30BaTh TPH JETEKLMH ajleliel ¢ HOPMAJIbHBIM YHCIIOM IIOBTOPOB,
BU3YaJIbHYIO — IIPH JETEKIUK SKCTIAaHIUPOBAHHEIX alIesei.

Hns  pacyera umcma CCTG nosropoB B reme CNBP (ZNF9) B
MCCIEyeMBIX 00pasiax MCIONb30BaTh GOpMyIIy:

N=(L-160)/4

rae N — umcio nosropos CCTG, L. — nuna IIP-npogykTa B 11.0., 160 —
Anura dact IIP-mpoxykra, we comepixamieii noBropel CCTG, 4 — gucio
HYKJICOTHJIOB B IIOBTOPE.

1900

9

i)

HHTeHCcHBHOCTD
¢iyopecuenmui, RFU

22

JnuHa, yncio m.o.

lIpumedanne: dparmenter mmmaoi 221 m.0. 1 228 1.0, (15 1 17 moBTOpOB)
Pucynok 4 — IIpoxykrer ammmubukamm y4dactka reHa CNBP, conepaxarmeit
noBTOpel CCTG B KOHTPOIBEHOM 06pasiie

Ilpy Hanmuumu skcrnancuu ITOBTOPOB B MHTpoHE | rena CNBP (ZNF9) wa
BIEKTpOo(operpaMme 0GHAPYKHBAETCS XapaKTepHbIH MaTTepH, [pe/CTaBIeHHbINI
Ha pHUCyHKe 5b, Ha pucynke S5A - BJIEKTPOQOperpaMmMa IMpOLyKTOB
ammndukanyu | uaTpona rena CNBP B KOHTPOJIBHOM 00pasIie.
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Pucynok 5 — IIpoxykTsr ammndukanun 1 uarposa resa CNBP B
KOHTPOJILHOM 00pasie (A) u y nanuenTa ¢ MJI2 (b)

4 Wureprperanus pe3yabTaToB AeTEKIUH IIPOAYKTOB aMIUTU(GUKAIIUN
cozIepxKalero MoBTOps! yuactka reaa C9orf72

WuTtepnperaiuio pesyssTaTOB  JeTeKIHH IPOAYKTOB  aMILTU(DUKAIIH
CONCPKAINEro MOBTOPEI y4yacTka rena CY9orf72 cmemyer ocywecTsnsars Ha
OCHOBAaHHUH KOJIMYECTBEHHOM M BU3YalIbHON OLICHKH. Konuuecrsennyio ouenky
HCIOJIL30BaTh TPU NETEKLMH ajleNied C HOPMAJBHBIM YHCIIOM IIOBTOPOB,
BU3YalIbHYIO — IIpH JETeKIUMH SKCIIaHIAUPOBAHHBIX ajllelielieil. s pacuera
gucnta GGGGCC mosropoB B reme C9orf72 g HCCIIeIyeMBIX 00pasmax
UCTIONIb30BATh (POPMYIIY:

N = (L—-140)/6
rae N —aucno moBropos GGGGCC, I, — nimna IIIP-npoxykra B 1m.0., 140

— mHa vacty HIP-nponykra, He comepxarmeit noBTopsl GGGGCC, 6 — uncio
HYKJICOTH/OB B IIOBTODE.

Hponykrer ammmudukaimu QparMenTa rema C9orf72, comepxarmero
oBTOpsl GGGGCC, nomyueHnsle B Xole KIACCHUECKOH H TpeXmpaniMepHOi

B KOHTPOJBEHOM oOpasue u obpasme JIHK mnanuenta c OOKOBEIM
aMUTOP(YUIECKUM CKIIEPO3OM MPEACTABIEHBI Ha pucyHkax 6, 7 u 8.

23



e
0 oo 200 300

8000

24000

20006

6000

12000

¢ayopecuenuun, RFU

HHaTEHCHBHOCTD

3000

4000

EJIAJI"» b st
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Ipumeyanue: ®parments 183 11.0. 1 204 1.0, (HOpMaIBHbIE ayienH)
Pucynok 6 — IIpogykTer aMIuTHpuKanuu pparmenta rega C9orf7 2,
conepxarero mosropsl GGGGCC B KoHTpoIEHOM obpasre (knaccuyeckast

TTIIP)

llpy neTexImu SKCMaHAMPOBAHHEIX aUTeleil IIPY HAJM4YUU SKCIIAHCHUU
moBTOpoB  GGGGCC moBTOopoB B reme C9orf72 ma BIIeKTpodoperpamme
OOHApYKUBAETCST XapaKTepHbIit NaTTePH, NPEJICTaBICHHBIA HA pUCYHKe 8 Ha
pucyHKe 9 — anekTpodoperpaMma IpoLyKTOB aMIUTUGHUKAIUK (parMeHTa reHa
C90rf72, conepxariero moBTops! GGGGCC, B kOHTpOIBHOM oOpasiie.
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Pucynok 7 — IIpoxyxTer aMmmudukanum (parmenTa rena C9orf72, CoZepIKaIIero
noBTOpel GGGGCC B KOHTpOIBHOM oOpasie
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Pucynoxk 8 — IIponykrer ammumdukanum pparmenta reaa C9orf72,
conepxkatero 3kcrancuro noBTopoB GGGGCC, B obOpasie JIHK mamuenTa ¢
OOKOBBIM aMUOTPOPHUUECKUM CKIEPO30M

> WNHuTtepnperanys pe3ysbTaToB JETEKIUHU IPOIAYKTOB aMIUIA(DUKAIIUN
coZeprKaIlero NoOBTOPHI yyacTka reHa AR

HHTeprpeTaliiio pe3yJsIbTaToB JETEKIWH IIPOJYyKTOB aMILTA(DUKAIIUN
coJieprKallero MoBTOPHI yuacTka reHa AR ciemyer ocymiecTBasITh Ha OCHOBAaHUHT
KOJIMYECTBEHHOU OIIEHKHU.

s pacyera unciia CAG nostopoB B reHe AR B uccnenyeMbix obpasiax
UCITIOJIb30BaTh GOPMYJITY:

N=(L-137)/3
rae N — gucio nostopoB CAG, L — mnuna IIP-npoaykra B m.o., 137 —
mmHa vactu IIIIP —mpoxykra, He comepxarnedt moBTopel CAG, 3 — uwncio
HYKJIEOTHOB B IIOBTOPE.

Ha pucynke 9 nmokasaHnsl 351eKTpodoperpaMMbl IIPOLyKTOB aMILIA(QUKAIIUN
dparmenTa mepBoro 5k30Ha TeHa AR y mamueHTa MYy’KCKOTO II0jia C
OynpbocnuHANIBEHON MbIeyHoi aTpoduu Kennemu u B KOHTPOJILHOM 00pasiie,
TIOJIyY€HHOM OT JIMIIA KEHCKOTO T0JIa.

Y i My»KCKOTO Ioja Ha 3yeKTpodoperpaMMe BU3YATH3HPYETCS OTUH
CUTHAJI KaK MOKa3aHo Ha pUCYHKe 9A.

VY nUIl JKEHCKOTO II0Jia BU3YaJU3UPyeTCs OMWH JIMOO JBa CHrHajga, Kak
II0OKa3aHo Ha pucyHkax 9B, 10.
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IIpumeuanne: A — pparmenT mmHoit 256 1m.0. (40 TOBTOPOB, IKCITAHCHS) Y MTAIIHEHTA C
OynpbocnunansHOM MpnmedHoi arpodiu Kennenu. B — ¢pparmentsr 197 m.o. u 200 11.0. (20m 21
IIOBTOP, HOPMAJBHEIE AJIJIENH) B KOHTPOJIBHOM 00pasie

Pucynok 9 — IpoxykTel aMmmmuduxanui GparMeHTa nepeoro 5k30Ha rema AR y
nanueHTa ¢ Oyab0ocnMHaNLHOM MBIeYHOU arpodun Kennenu (A) u B
KOHTPOJIEHOM 00pasIie OT JIUIA XeHCKOro mona (B)
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JnuHa, 4yncno 1.o.

IIpumevanue: A, B — dpparments! anuHoit 191 m.o. (18 mOBTOPOB, HOPMATBHBIH amiens) 1 252 1.o.
(38 IOBTOPOB, 5KCIIAHCHS IOBTOPOB) Y MAIMEHTOK T€TEPO3HTOTHIX HOCUTEBHHEI SKCIancH. C —
parment 191 (18 mOBTOPOB, HOPMANBHELH ATIIENH) B KOHTPOIHHOM obpasie

Pucynox 10 — Ipoayxrsl amnnudukarmu GpparMenTa IepBoro S5K30Ha
rera AR y manuenTok HOCHUTENBEHUI] 9KCIIAHCHH B T€TEPO3UTOTHOM COCTOSIHUM
(A, B) 1 B KOHTPOIEHOM 06pasiie OT JHI[A XKEeHCKOTO I10J1a TOMO3HTOTHOTO
HOCHUTEJIS aJUIeTIsl ¢ HOPMaIbHLIM 9HCcIoM TOBTOpoB (C)



AJITOPUTM JUarHOCTUKH MUOTOHUYECKUX PACCTPOMCTB, 00YCIOBIEHHEIX
JUHAMMYECKUMU MyTalusIMHU (MHOTOHUYECKas TUCTPODHs)

[Ipunoxenue /I

-

Knnnudeckue npusHaku:
© NMCTaNLHBIN Mape3 KOHEUHOCTEl B COUETaHHH C MHOTOHHYECKHMH ()eHOMEHAMH,

ﬂ

HET
© MHAJITHH,
© BHEMBILICYHAsS MATOJIOTHA: PECIIHPATOPHBIE PACCTPOICTBA, HApY LIEHHE POBOANMOCTH
CEPAEYHOr0 PUTMAa, SHAOKPHHHAS MaTOJOrHs, KaTapaKkTa
IAy
e N
HET Buoxumuueckue nokazarenn: conepxkanue KOK soiwe nopambi (Gonee 170 Ea/n y skeHuu
1 195 Ex/n y MyxuuH)
\. J
Ay
HET ( ONeKTPO(H3HONOrHYECKHE NPH3HAKH: TEPBHYHO-MBILICUHBIH yPOBEHb NOPAKEHHS CO

L CIIOHTAHHOM aKTHBHOCTBIO B BHIE€ MHOTOHHYECKHX paspsiaoB 1o JaHHLIM BJTCKTPOMHOl"pa(l)HH

JAY

)
MounexynspHo-reHersyeckoro Hecnenosauus JJHK — nouck myTauuu B rene DMPK:
o Amnnuduranus yuactka rena DMPK, cozepixaliero nostopsl
o JleTexuus NpoayKTOB amIH(uKkauny yuyactka rena DMPK
e MuTepnperauus pe3yabTaToB JETEKLHH POAYKTOB aMrin(ukaumy yuactka rena DMPK )
v
-~
O6HapyKeHbI [Ba aJulels C YHCJIOM MOBTOPOB O6Hapy>xeH OIHH aJlieNb C YUCIOM TIOBTOPOB
MeHee 35 1 MeHee mexee 35 u meHee )
He BrisiBsIeH OMH aJlIeNh C HHCIOM Jerexuus anneneii ¢ ukcaoM nosTopos 36 u Gosee ]
MOBTOPOB MeHee 36 i bosee -
( BolsiBnieH onuH anesnb ¢ 4HCIOM MOBTOPOB MEHEE
:L Juarxo3 M/JI1 nexaiouen 36 u Gosee
v
A
Huarno3 M/I1 ycranosJien

MonekynspHo-reneriueckoro neciaenosanus JHK — nouck mytauun B rene CNBP:
o Amnnudukanus yyactka rena CNBP, conepskaiiero nostopsl
o JleTexuus npoaykToB ammindukany yyacrka rena CNBP
e MHuTepnperaliust pe3yIbTaToB JeTEKUHH MPOLAYKTOB aMmuindHkauun yuacTtka rena CNBP

v Y

O6napy:KeHBI IBa aJlIesisl C YHCJIOM [IOBTOPOB

O6HapymeH OJHH ajjieyp C YUCJIOM MMOBTOPOB

)

MeHee 26 U MeHee MeHee 26 1 MeHee
He BbisiBiten onun anesns ¢ 4nciom [ﬂerexcupm anneneit ¢ uucaom nosTopos 27 1 Goiiee
NMOBTOPOB MeHee 27 u bosee T

—C

Juarnos MJI2 uckiioueH 27 u Gonee

v

Juarnoz M/12 yeranosJjieHn

j [ BrisiBnen OIHH ajulesib C YHCJIOM MMOBTOPOB MEHEEe ]




[Tpunoxenne E

AJITOPUTM THATHOCTHKH OOJI€3HH JBUIATEbHOIO HEBPOHA, 00YCIIOBIEHHO!
IMHAMAYECKUMH MyTanusamMu (00koBOH aMHOTpohUIecKuii CKIepos,
00ycIIoBIIeHHBIN MyTaruei B reae C9orf72)

s | ™

Knunnueckue npusHaku:

® CMEIIaHHBIC Mape3kl B KOHEYHOCTAX,

HET | eGynpbapHsle U riceBnoOyns0apHble HapyLIeHus,

© KOTHUTUBHBIE HAPYILIEHUs (HeMeHLYs,
napaHoUAaNbHOe, GpenoBoe Ui
UppalMOHANIEHOE MBILUICHHE);

N /

fAy

HET ( Buoxumuueckue nokasatenu: cogepkanre KOK Bbiie HOpMbI
L (6onee 170 En/n y xenius u 195 En/n y Mmy»xuunn)

nal

HET ( OnexTpoU3noNoruiecKue Npu3HaKy: NPU3HAKU
TIEPENHEPOrOBOTO MOPaXKEHHUSI 110 JaHHBIM 3JIEKTPOMHOTpaduu

A

A4

MornekynspHo-reneTuyeckoro ucenenosanus JJHK — nouck myTtaruu B\
rene C9orf72:

e AMmdukanus yuactka rena C9orf72, comeprxariero nostopel
e JleTek1us NpoayKTOB aMIiuduKannu yyactka rena C9orf72
e MlHTepnpeTauns pe3ybTaToB JETEKUMH MPOAYKTOB aMIUIM(pUKALUHU

kyqacma rena C9orf72 /
| ’
N
O6Hapy>keH OJIMH aJJieNib C YUCIIOM OOGHapy>keH OlUH aieb C YUCIOM
IIOBTOPOB MeHee 24 U MeHee NIOBTOPOB MeHee 24 1 MeHee
—
HeTexuus anjeneit ¢ YMCIOM IOBTOPOB
He BBIsSIBNIEH OOMH ajlieNb ¢ YUCIOM 25 u 6oree
MIOBTOPOB MeHee 25 u 6oJiee T /
( ' y
BrIABNIEH OIUH afiesb ¢ YUCIOM
. IIOBTOPOB MeHee 25 u 6oiee
\ v,
Huarno3 BAC, o0ycioBneHHEI 3Kcnancuei . v ™
GGGGCC noeropos B rene C9orf72, HAnarxos BAC, 06ycnosnenHbli
HCKJIIOYeH sxcnancueit GGGGCC noBTopoB B
L reHe C9orf72, ycranosJjien y




ITpunoxenne XK

ANTOpUTM APYrUX CIUHAIBHBIX MBIIIEUHBIX aTPOMUH U POJCTBEHHBIX
CHUHAPOMOB, O0YCJIOBJIEHHBIX IUHAMHUYECKUMU MyTalusIMu (Oyap00CcIrHaIpHas
MeleyHas arpodus Kennean)

\

Knunnueckue INPHU3HAKH:

e Oynp0apHBIi CUHIPOM,
HET

© c1ab0CTh MUMHUYECKMX MBILIL U B MBIIILAX KOHEYHOCTEH,
® (hacLUKy IALUHY,
© BHEMBIIIIEYHAas aTOJIOTUs (TMHEKOMACTHUs, TECTUKYIApHas

aTpodus, Oecrioifie, YaCTUYHAS HEYYBCTBUTENBHOCTD K
aHJporeHam, caxapHblii Auaber)

/

IAY

HET (BI/IOXI/IMI/IHGCKMG nokasarenu: cogeprxanve KOK Bollie HOpMBbI
(6onee 170 Ex/n y sxenwun u 195 En/n y myskunH)

AL

S (9nex<Tpoc])H3M0n0mqecme NPU3HAKHU: NpU3HAKHU
TIIEPETHEPOTOBOTO MOPAXKEHHUS 110 AAHHBIM 3JIEKTpOMUOTpadhun

A

MonekynapHo-reHeruueckoro uccnenoBanus JJHK — nouck myTanuu B\
rede AR:

o AMnnudukalus yyactka reHa AR, coaepikaliero noBTopsl
o JleTexuusl NpOAYKTOB aMIUIU(UKaLKK yyacTka reHa AR
e lurepnperanus pesynbTaToB NETEKLUHMH NPOAYKTOB aMILIM(pUKALUK

\yqacma rena AR /

v |
OOHapy»KeH OAMH aijenb ¢ OOHapyxeH OAMH ajulenb ¢
4KCJIOM NIOBTOPOB 34 U MeHee YKUCIOM NMOBTOPOB 35 1 doJee y
y 12 My>KCKOT0 moJia JIMLIA MY’KCKOTO ToJia
\ 4
e
OO6Hnapy>keH J1Ba ayiessi ¢ YUCIIOM OOGHapy>keH [Ba ajiessi ¢ YUCIOM
noBTOpoB 34 W MeHee y Jjulia nosTopoB 35 u OGojee y jauua
JKEHCKOTO IoJia & JKEHCKOro mnoJjia
¥ 4
=
HuarHo3  OynpOOCnMHANbHAS —~ MBIICYHAs Jnargo3 Oynp0OCHMHANBHAS MBIIIEUHAs
arpodus KenHenu He ycraHOBJIeH L arpo¢ust Kennenu yeranonJiex




