HapyLwieHuna cHa

HOYT'MY, kacheapa HepBHbIX Oone3Hen
MapkoBa B.B.



MexagyHapoaHaa knaccudpukauus
paccTpoucTB cHa (ICSD-3)

1. MHcomHua (beccoHuua).

2. PacctpouncTBa ablxaHus BO CHE.
3. Hapkonencus.

4. NapacoMHuu.

5. PaccTtpoucTtBa aBMXeHUs BO CHe.
6. lpyrme cumntomsbl (Bcero 95).



WHCOMHMSA- NOBTOPSOLLEECHA HApYLUEHNE HULMAaLNN,
NPOAOITKUTENTIbHOCTU, KOHCONMaaLumMm Unu Kka4ectsa CHa,
Crny4arLLnecss HECMOTPSA Ha Hann4ne AOCTaTOYHOro Konim4yecTBa

BPEMEHU N YCNOBUW ONA CHA U NPOosABAALLMECA HAPYLUEHNAMN
NHEBHOW OEATENbHOCTU. 12-22%

PacnpocTpaHeHHOCTb 28-45%
PacnpocTpaHeHHOCTb B NOoNyraunm HeBponorm4ecknx 6onbHbIxX 70-85%

[TOCTOAHHO NPUHUMAIOT CHOTBOPHbIE NpenapaTbl 1,5-29% nonynaymnm
buonornyecknm Bo3pacTt U HapyLLEHNA CHa NPAMO NMPOonopuUMOHarbHbI



PopMbl UHCOMHUMU:

[MepBUYHbIE (POPMbI MUHCOMHMUM:
1. AgantaymoHHas — Ha oOHe OCTPOro CTpecca — He NpeBbILAaeT 3 MEC.

2. XpoHn4yeckast MUHCOMHUSA — rnocne 3 MecsiLeB NPUCOeaNHSIIOTCS
ncnxonornvyeckme HapylueHus (YaLle Bcero «060s3Hb cHa», MHCOMHUS,
npnodpeTeEHHAs MO MEXaHNU3MY Hay4YeHUST), MOXET ObITb pe3ynsLTaTom
3abonesaHui.

BTOopU4YHbIe MHCOMHMUM:
1. [Ncnxnyeckne paccrtpomncrTea — HEBPO3bI, TPEBOra, AENPECCUs
2. ComaTnyeckue 3abonesaHnsa — 005b, Kawernb.

3. HeapekBaTHas rurmeHa cHa — noBegeHne YernoBeka HanpasfieHo Ha
NOBbILUEHWE aKTUBHOCTU HEPBHOW CUCTEMbI BE4EepOoM (yrnoTpebneHune
kode, KypeHue, dusmyeckas 1 ncnxmyeckast akTMBHOCTb).



e /lHCOMHUKM YalLe BTOPUYHbIE.
e Yalle cBA3aHbl C NCUXUYECKUMU NUBMEHEHUAMMN:

-[1pun genpeccun coH HapyLleH B 83-100% crny4aes,
XapaKTEPHbI paHHUE YTPEHHUE NMPOBYXAEHNA N KOPOTKNN
NaTeHTHbIN Nepunoa ObICTPOro CHa,

-MNpwn TpeBore xapakTepHbl MPECOMHUYECKME HAPYLLEHUS, a
3aTeEM NPUCOEOMNHAITCS Apyrme paccTponcTBea.



MHCOMHMUSA

[MpecomMHMYeckne HapyleHus:: TPYAHOCTU 3acbiNaHus, NpPU  MHOTONIETHEM
TeYEeHN POPMMPYIOTCA pUTyarnbl OTXOXOEHUS KO CHY, «D0OA3Hb NOCTENWY, XKenaHue
crnaTtb MCYe3aeT KaK TOMbKO MaLMWEHT NOXWUTCS: NOSIBAAKTCA MbICIN, CTAHOBUTCS

«HeygobHo nexaTb». 300pOBbIA YernoBek 3acbinaeTr 3a 3-10 MWH, NPU JaHHOM
HapyLLEHWUM — OKONMO 2 YacCoB.

MHTpaCOMHI/I‘—IeCKI/Ie HapyweHunA: YacCTble I'Ip06y>I(,El,eHI/IF|, Bbl3BaHHbl€E BHELLHNMUW

NpuYnHaMm (Lym) n BHYTPEHHUMM (yCTpallaroWne CHbl), BbI3BaHO HegoCTaTo4vHOU
rmyOouHOW CHa 1 3aTpyaHEHMEM 3acbkinaHus.

[TocTCOMHMYECKME: paHHee npodyXAeHue, CHWKeHne pabdboTocnocobHOCTN,
4YYBCTBO «Pa3buTocTuy.



anarHocTHuka

e [lonncomHorpadusa: ogHoBpeMeHHasa pernmcTpauus
anekTpoaHuedanorpamMmmsl (33[), anekTpommorpammsl (AMI),
anektpookynorpammsl (30I)

e [1py HapyLLeHNAX NoOBEAEHNS: NONUCOMHOrpadms ¢ BUOeo3anmchio
n ool

e PecnnpartopHasa nonurpadusa npm CoOHHbIX anHo3
e OKCMMETPUS He peKoMeHa0BaHa



OnddepeHUmanbHbIN ANarHo3

MHCOMHMUWU
1. lNceBOOUMHCOMHUS («arHO3msi CHa») — NauMeHT YTBEPXOAET, UTO
COBEPLUEHHO HE CNUT, HO OOBEKTUBHOE MUCCNeaOBaHNE
donkcmnpyet 6 YacoB cHa 1 borblLUe, HapyLLIEHUE CBA3AaHHO C
nnoxoHapuyeckon pukcauymen Ha npobrneme cHa v Bpega
300POBbI0 OT OECCOHHULbI.

2. CHMKeHHas noTpebHOCTb BO CHe (MeHee 6-8 4YacoB).
3. CuHgpom 3aaepkn doasbl CHa («coBay).
4. CNHOPOM paHHEero HacTynneHus gasbl CHa («XKaBOPOHOKY).



INleyeHe MHCOMHUN

1. YcTpaHeHue dpaKkTopoB, Bbi3biBaOLLMNX
MHCOMHMUIO.

2. Meponpuatua no Hopmanm3auum cHa
-HenekapcTBeHHbIe MeETOALI
-JlekapcTBEHHbIE METOAb



YcTpaHeHUue (hakTOpOB, Bbi3biBaKOLWUNX

MHCOMHWUIO
CobngeHne rmrmeHbl cHa:

NOXNTbCA U BCTaBaTb B OQHO U TO XX€ BPEMS,

UCKIMHOYNTb IHEBHOW COH,

He ynoTpebnAaATb Yan 1 Kode Ha HOYb,

CHU3UTb Harpy3Ky Be4yepom,

NOBbICUTb PU3NYECKYIO HAarpy3Ky OHewMm,

MCNONb30BaTb CnanbHIO TOSILKO A1 CHa.
[lcnxoTtepanug, Tepanma TPEBOIM U AenpecCcun.

AInKOronb HapyLlaeT CTPYKTYpPY CHa.



HeﬂeKapCTBEHHbIe MmeTtoAdbl fie4eHnd NHCOMHWUA

e doToTEpanUs — nevyeHne Apkum 6enbiM CBETOM (rynATh AHEM)

e OHuedranodoHunsa — npeodpasoBaHmne O3l naumeHTa B Menoanto, 3 PEKTUBHOCTb
He MeHee 82%

e /IrmopedonekcoTtepanms
e bronornyeckasa obpaTHas cBa3b

e dnanotepanusa (rmgpoTepanus, asponoHoTepanus, KnumartoTepanusi, Npmoopsl,
co3garoLme npUATHbIN LYyM (MOPCKOW nNpubown, 0oXAb), TENMOBOE BO3AEUCTBUE HA
obnacTb HOCa, corpeBaHMe CTOM

® fomMeonaTtns



JlekapcTBeHHada Tepanua UHCOMHUN

e [IpenapaTtbl BO34eNCTBYHOT Ha nocTcuHanTudeckumn ' AMK-
eprmyecknin KOMMNIekKc:

- bapbutypartbl

- BeH3oanasenuHbl

- LlnknonmpponoHs.l

- imnpasonnpmnanHebl

[lencTByOT HEecneundpuyHo 1 ogHOHanpaBfeHHO: yBenmyeHne
BPEMEHW CHa, CHUXXEeHMe ANMNTENbHOCTU 3acbiNaHns, YyMeHbLLIeHne
npencTaBeHHOCTU NOBEPXHOCTHLIX CTagMn MegsieHHOro CHa,
BpeMeHU 604pCTBOBAHNSA 1 ABUraTENbHON aKTUBHOCTU BO CHE.

Hanbonee kayecTBeHHOE BO3OEeNCTBME OKa3bIiBakOT 30NNMMaemM v
30MUKITOH



JlekapcTBeHHada Tepanua UHCOMHUN

[Mpn HanMuMn genpeccum n TPEBOIM B CTPYKTYPE Aenpeccum

Tpa3ogoH (TPUTTUKO) OT 50 40 150 MF - MHrMBUpyeT o6paTHbI
HEMPOHarbHbIN 3aXBaT CEPOTOHWHA, SIBMIAETCH aHTAroHMCTOM 5-HT,, . -
CEPOTOHMHOBbIX PeLienTopoB 1 BIOKaTOPOM a,-aAPEHOPELLeNnTOPOB

AromenaTuH (BanbaoKcaH) OT 25 Mr- aroHUCT MenaToHUHePru4yeckmx
peuentopoB MT. n MT, 1 aHTaroHucT cepoToHnHOBbIX 5-HT, -peuenTopos.

dnyBokcaMumH (pokoHa) oT 50 Mr — CUO3C ¢ ceaaTuBHbIM 3 eKToM



JleyeHne HapyLLeHUN KayecTBa CHa

e OkcmbaTt HaTpus — ypoBEHb A
e MeTakBanoH — He pa3pelleH B Poccumn, npounssoantcs B CLUA

e beH3oamnasennHoBbIe N HEDEH30aMAa3eNNHOBLIE — YpOBEHDb C,
TOJSIbKO A1 NIeYeHns1 NpPepbIBUCTOro CHa



YacTto ynotpebnsaemblie CHOTBOPHbIE

Ha3BaHue Xnmuyeckas rpynna MNMepuop
nosnyBbIBeAeHUs

ZOLPIDEM UBapan nMugasonmpugnH
ZOPICLON UmoBaH 7,5 LIMKIONMUPPOISIOH 3,5-6
MIDAZOLAM 15 beH3oanasenuH 1-2
AOPMUKYM
LORAZEPAM 2,5 beH3oauasenuH 8-15
RELADORM Cyclobarbital+Diazep bapbutypart+6eH3

am oanasenuH
MELATONIN MenakceH 3 [OpMOH anndunsa

DOXILAMIN [loHopmMun 15 STaHofIaMUH 10



He CHOTBOPHbLIE, HO ynmpeﬁnmou.wlec;l B TAKOM

Ka4eCcTBe
HasBaHue XnmMmunyeckas rpynna lNepuon
nonyBbiBeAEeHUSA,
Yyachol
Chlordiazepoxide dneHnym 6eH3oAnazenvH 10-20
Diazepam CeayKCeH, 5 beH3oanasenuH 10-20

penaHnym, cnbasoH

Diphenhydramine 10 andpeHrapammH

Oumeapon

Oxazepam Ho3senam 10 beH3oanasenunH Bonee 20
Phenazepam 1 6eH3oaunasenmH 28

Promethazin NMunonbdeH 25 (beHOTHNa3NH 7-12



[MpUHUMNbI IeKapCTBEHHOM Tepanumn

MHCOMHMU
1. HaumHaTb C pacTuTenbHbIX CeaaTUBHbIX NpenapaTtoB U MenaToHuHA.
2. Wcnonb3oBaTb KOPOTKOXUBYLLME NpenapaThbl.
3.  OnTtmmarbHbIN KypcC 10-14 AHEW, MAaKCUManbHbIW - 3 HEOEnNW.
4. TloxunblM nauneHTamMm HasHavaTb NOMOBUHHYIO O03UPOBKY. [1penmyllectea

NMMEeET MEJIaTOHNH.

[Tpn nogo3peHnn Ha CUHAPOM arnHO3 BO CHE CHOTBOPHbIE MPOTUBOMNOKAa3aHHbI,
peaKko BO3MOXHO Ha3Ha4YeHne neagana n UMoBaHa, KOTOPble HE MMEIOT
HeraTMBHOIo Bo3aencTBus Ha agbixaHne. OcHoBHoe nevenmne — annapat CPAP



[MpUHUMNbI IeKapCTBEHHON Tepanumn
MHCOMHUM

6. Ecnu npu nonncomHorpadgum 3apermcTpnpoBaHo 6 n
bornee 4yacoB CHa, - Ha3dHa4YeHNUe CHOTBOPHbIX

HeaddeKkTBHO. Heobxoamma ncuxorepanus.

7. Heobxoammbl nepepbiBbl B Ne4eHUn, 0COBEHHO npu
Ha3Ha4YeHnn beH3o0anas3enmnHoB.

8. [NpmeHeHne npenapaToB «Mo NOTPEOHOCTN Y.




daTanbHasa cemenHasa 6eccoHHMLa

e Pegkoe Hemnsneynmoe JOMUHaAHTHOE 3aboneBaHue.
e Bcero 40 cemen

e Onucan VrHauno Poutep B 1979r, HabntogaBLwmMm CMepPTb OT
6ecCcoHHNLUbI ABYX POACTBEHHUL, XXEHbI

e B 1990r 6bIn1 06HapyxeH aedekT: B kogoHe 178 reHa PRNP 20
XPOMOCOMbI, acnaparnHoBasi KUCIIOTa 3aMeHeHa Ha acnaparvH, B
pe3ynbrate 0enkoBasi Monekyna npeBpaLlaeTcs B NPUOH, YTO
NPUBOOMUT K HAKOMMNEeHMo ammnonaa.

e B cpegHem 3aboneBatoT B 50 nieT, bonesHb AnnTca 7-36 MecsLEB,
NpMBOOUT K CMEPTH.

e KnnHmnka: 6eccoHHuLa, NaHN4Yeckne atakm, notTepsi Beca.



PaccTpoucrtBa AblXaHUA BO
CHe



CuHApPOM anHoO3 BO CHe —
He OAbIWWUT 3ann3ogaamMmu ot 10 oo 200 cek Ao 60%

BPeMeHMU CHa
BerHFIFI rpaHnua HopmMbl AJrA AbiXaHNA BO CHE — 5 3NMM3og0B arnHO3 UNu

TMMMNOHO3 OJSINTENbHOCTLIO A0 10 CeKyH 3a O4MH Yac CHa.

KnuHuka: cunbHbIN Xpan, YacTble 3Nn3o04bl NPooyXAaeHUs (MMEetoT
CaHOreHeTU4YeCcKkoe 3Ha4YeHne), naToriormyeckas apmrareribHas akTMBHOCTb
BO CHE, NOBbILEeHHaA AHEeBHAasA COHJIMBOCTb, YTPEHHWNE rornoBHble 6onu,
apTepuanbHasa rmMnNepTeH3ns, CHIKEHNE NMdnao, U3AMeHEHUe NUYHOCTH,
CHWXKEHME NHTENIEKTa.

Bo Bpems a3 anHoa CHMXKaeTcsa KONMYECTBO KMCIopoaa B KPOBMW.

Kputepun auarHoCTUKK: 15 ann3ogoB B Yac CO CHMXKEHMEM caTtypauun Ha
4% v bonee unu carypauns 90% He meHee 1% BPEMEHM CHa



Knaccudpukauma COAC no cteneHn
TAXKECTU

NAI — nHgekc anHo3\rmnonHo3
e 0-5 - HOpMa

e 5-15 — nnerkad cteneHb

® 15-30 — cpegHAaAAa cTeneHb

e bonee 30 — TaXXenaa cTeneHb



PaccTpoucTBa AbiXxaHuns BO CHe.
CvHOpoOM anHo3 BO CHe

1) OOCTPYKTUBHBIE COHHbIE AnMHO3 — MPUYNHON ABNAIOTCA 3aboneBaHus
NTOP-0OpraHoB (XPOHNYECKNN PUHNT, UCKPUBNEHUE HOCOBOW NEPErOPOaKN,
yBenmyeHne MMHAANuH), KopoTkasi TONcTas Les,

2) CMHOPOM LUeHTpanbHbIX arnHO3 BO CHe

3) CnHapom BPpOXXOEHHOU anbBEOSIAPHOU TMNOBEHTUNALNMN («NPOKNATNE
YHOWHbI» - pbilapb ymMuparn, korga 3acbinan) — oTCyTCTBME AblXaTenbHbIX
OBWXEHUN BCNeacTBue HapyLleHUa LeHTpanbHbIX MEXaHU3MOB
HapyLeHNs abiXaHUs, yCUNMBaeTcd Npu nepexoae ot 6o0apCcTBoOBaHUSA KO
CHY, BO3MOXXHO B Clle4CTBMe NHCYNbTa CTBOMNa Mo3ra

e JleueHune: nsberatb CHOTBOPHBIX, KOPPEKLIUA CTPOEHUA HOCOTTIOTKM,
NpUMeHeHMe yCTPOUCTBa ANda Co34aHnNsA NPOaOITKNTENBHOIO
nonoXxuTenobHoro aaeneHusa sodayxa (MNraB)



CUHOPOM OOCTPYKTUBHbLIX anHO3 BO
CHe

e BospacTt — ocHOBHOW hakTop Nporpeccun, YactoTta yeBenundneaetca ot 30 4o 70 ner,
3aTeM BbIXOOMT Ha nnaTo.

e KypeHue —y KypunbLLUMKOB B 3 pa3a Yalle.
e HacnencrteseHHada NpeapacnonoXXeHHOCTb.

e COoOTHOLLIEHME NO Nony 8:1 B Nonb3y MY>X4YMH, MPUYNHA: NPOreCTEPOH ABNSAETCS
MOLLIHBIM CTUMYNATOPOM AbIXaHWS, NOCIe HACTYMINEeHUs MeHonay3bl NPONCXoaNT
ypaBHuBaHue. Cpeaun nuu, cpeagHero Bo3pacTta 4% MY>XHYMH U 2% XKEHLLMH.

e Xpan — caMbI/ YaCTbI CUMIMTOM, NPU YEM HEPErYNAPHbLIN: ANN304bl MOMYaHUSA — 3TO
arnHo?. Xpan He Bcerga aABnaeTcs NpmM3HakoM 0OCTPYKTUBHbIX arHoa.

e BbipaxxeHHasa AHeBHasi COHNMMBOCTb 90%, BbiCOKas ABUraTeribHas akTMBHOCTb BO CHe
40%, HUKTYPUSI U 3HYpe3 10%, «HEBBLICMAHHOCTb» 40%, YTPEHHMe ronoBHble 60nn 30%

® |_|p|/IL-Il/IHbI: nmueHne XNM3HEHHO BaXXHbIX cba3 CHa N TMNMNOKCEMUA.



dakTopbl pucka COAC

e 3aN0XXEHHOCTb HOCA

e CMHOPOM OXXUPEHUS-TMNOBEHTUNALINA

e XpOoHM4yeckas cepaeyHas He4OCTATOYHOCTb
e ApTepuanbHasa rmnepToHnd

e [loyeyHasa HegOCTATOYHOCTb

e CaxapHbin anabet 2 Tuna

e XOBbIJl

e [ UNOTNPEODS3

e bonesHb [lapknHcoHa



Normal Sleep apnea

©2015
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YPOBeHb anHoO> BO CHC

YpoeeHb O:
Hoc

B Ypoeenb 1:
Markoe Héebo, HEOHbIe

_)\ MUHOANMTVHDbI

B YposeHsb 2:
KopéeHb A3bika, ropTaHoOrnoTka
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stuffy nose bhreathing apparatus
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OcnoXXHeHns1 CUHAPOMA OOCTPYKTUBHbIX
anHos

e Hanbonee cepbe3Hble — NopaxeHne cepaedHO-CoCyJUCTON CUCTEMBI.
Yalue aptepmnanbHasg rmnepteH3ns 50-90%: gaBneHue Bbllle YTPOM,
ANacTonnyeckas rmnepTeH3ns, 4OCTaTOYHO PE3NUCTEHTHAS K NEYEHNIO - 3TO
OCHOBHas NpuU4YMHa CMepTH.

e KOrHUTUBHbIE HAPYLLEHUSI — YMEPEHHbIE.
e OMOLMOHAanNbHbIE HAPYLLUEHUS.

® |/|HCyJ'IbTbI- PUCK MOBbILLAETCA B 2-3 pa3a, HMXXe CKOPpOCTb BOCCTaHOBI1E€HUA.
CnoXHble naToreHeTn4yeckne B3anMOOTHOLLEHUS.

o CHMXeHne noTeHunu

e OxxnpeHue (HexBaTka rnyoboKnx ctagui cHa NPUBOAUT K HAPYLLUEHUIO
BblJETEHNsSI COMaTOTPONHOIro ropMoHa)

e YBennyeHmne Konm4yectBa HECYaACTHbIX Cny4yaeB B 3 pa3a No CpaBHEHMUIO CO
300POBbIMU



JleyeHne OOCTPYKTUBHBLIX arfHO3 BO CHEe U

nepBUYHOro Xpana

e [loxyneTtb (CHMXeHue Beca Ha 10% gaet cHuxeHue VAL Ha 25-50%)

e PoToBbLIe YCTPOUCTBA, BMUAKOLLNE HA COCTOAHNE BEPXHUX AblXaTeNbHbIX
nyTen BO BpeM4A CHa (yaoepKnsaTtenun a3bika 1 BblABUraTenu HUXXHeW
YerCcTH)

e JleyeHune natonornm Nop-opraHoB, XMpypruvyeckass Koppekums CTPOEHUS
HOCOITIOTKU- TOSbKO NPW NEerkon n cpeaHemn TaXXecTu, apPeKTUBHOCTb 50%,

e MeagnkameHTO3HOE fieyeHne ManoamPEKTUBHO,
e /130eraTb CHOTBOPHbIX, UCKITIOYEHNE — HEDEH30aMa3ennHOBLIE Z-rpynnbl

e [lpumMmeHeHne ycTponcTea ansg co3gaHns NpoaomKUTENbHOIO
NONOXUTENbHOrro gaBreHna so3ayxa - CPAP- constant positive airway pressure-
PEXNM NCKYCCTBEHHOWN BEHTUNALUN NETKNX NOCTOAHHLIM MNOMNOXUTENbHbLIM
JaBrieHnem



CPAP Therapy

A potential lite saving and changing option
for the treatment of sleep apnea.

Machine
Mask

Lower Jaw

Atlachment
of Toogue 1o
Lower Jaw




CvHAPOM LeHTparbHbIX anHO3 BO CHe

e CocTosiHMe, MPU KOTOPOM BO3HUKAKOT MHOXECTBEHHbIE aNN304bl NPpeKpaLleHns
BEHTUNATOPHOrO YCUINSA BO BPEMS CHA.

e Pegknn cuHapom, B OCHOBHOM, Y DONbHbIX C 3aCTOMHOW cepaevyHom
HegoCTAaTOYHOCTbLIO U ppaKkumen Bbibpoca meHee 40%

e OcHoBHas xanoba: NIoxXom CoH ¢ YacTbiMW NPOOYXaeHUAMU. Kpome Toro,
OHEBHAsi COHIIMBOCTb, aCTEHUA N OENPECCUS, OLLYLLIEHME HEXBATKU BO3QyXa,
LiIMaHO3 BO CHeE.

e JleueHue Kak npy 0O6CTPYKTUBHBLIX arnHO3.



KoMy noka3zaHo ne4yeHue HapyLUeHUN AbIXaHUA
BO CHe

e OcHoBHOWN MeTOof - CPAP- constant positive airway pressure- peXXUM NCKYCCTBEHHOM
BEHTUNALUNN NErknx NOCTOAHHbIM NONOXUTENbHbIM JaBNEHNEM

e [loka3aHa

® Nnocne MHcynbTa

® MNpu CTPMOOPE ropTaHn

® MNpun MynNLTUCUCTEMHOW aTpodun,

e Mpu DOKOBOM aMMOTPOGNHECKOM CKIepose

e XMpPYyprnyeckoe riedeHne n megukaMmeHTo3Hasa Tepanua Npu COHHbIX arnHoa
HEe3dEKTUBHBI



SLEEP APNEA-SURGERY

BEFORE




6th Congress of the European Academy of Neurology
Virtual Congress, 2020

European Guideline and Expert Statements on the
Management of Narcolepsy

A joint European guideline from the European Academy of Neurology (EAN),
European Sleep Research Society (ESRS) and European Narcolepsy Network (EU-NN)

EUROPEAN NARCOLEPSY NETWORK



Hapkonencusa r

e PacnpocTpaHeHHOCTb 1 YenoBekK Ha 2 § 10
500 4yenoBek (40 YenoBek Ha 100 000)

e BCcTpevaeMocCTb B cpeaHeM 1 YenoBekK 0 s iy W g o 9
Ha 100 TbiCAY B rog PIFAFIAFPLLIPLLEREE
e Peko BcTpeyaeTcs B M3panne, 4acto i
B AnoHun BcTpevatoTcs yalle HapKonencum:

e PaHHee unu nosnoHee Havano bonesHb naPKI/IHCOHa B 4 pas3a,
. pacCcesiHHbIN CKNepo3 B 2 pasa.
e Y 1/3 navano B aetctse (10% A0 10 neT oyt iy v e o o
5%- 00 5 ner) MUacTeHUs B 4 pa3a,

BAC B 10 pas

Ohayon, 2008; Bassetti, 2019; Oberle, 2015; Dauvilliers, 2001; Wijnans, 2012; McKenna, 2003



ATUOIMOrnst HapKonerncuu

e Innonatnyeckas 90%
e CemenHasa Hapkonencusi MmeHee 5%
e BTOpn4yHasa Hapkonencua meHee 5% (pacceaHHbIN CKNepos)

e «Hapkonencusa nmoc» Npmn HacneacTBeHHbIX 3aboreBaHUAX
MeHee 1%



ATUOIMOrnst HapKonerncuu

eHeTn4Yeckue pakTopbl PaKkTopbl OKpyXKawlien cpeabl
e HLA Class Il e Ce30HHble NMHdEeKUUN
- DQB1 0602 — 95% e CTpenTOKOKKOBbIE NHADEKL U

- DQA1 01:02, DQb1 03:01,DpB1 ® BaKUMHaLNN
e HLA Class | A,B,C



JTnonartoreHe3 HapKonencum

e [laToreHes: mytaums B peLenTope rmnokpeTnHa-1 (opekcmHa),
YTO NMPUBOAUT K CHUXKEHUIO €ro B JINKBOPE.

e Hapkonencua accouunpoBaHa Co CHUXXEHNEM KONMnMYecTBa
TMNOKPETUH\OPEKCMHOBLIX HEUPOHOB B rMNnoTanamyce

e Hapkonencusa accouunpoBaHa ¢ Hanndmem reHa HLA DQB1 0602
N aytoaktmsauuen T-nMM@oOUMNTOB, HO HEACHO ABNAETCA NN 3Ta
aKkTnBaUnAa NaToOreHHOoMW.

e HenaBHO ObIS10 ONMCAHO HanMMyne aHTUTEN y NauneHToB C
HapKonencueu K HeypekcnHy 1 alfa (NRXN1) (Zandian et al 2017).
HeypeKkCcuH 1 — 3TO NPOTEeNH KNeTOYHOWU aare3mmn, KOTopbin
y4acTBYET B CMHANTUYECKOW NMMacTUYHOCTMW.



ATUOINOrns U NaToreHe3 HapkKonerncun

Environmental factors Autoimmune process Hypocretin-producing neurons
> & u NORMAL NARCOLEPTIC
Lt ! y A .". ) - . J— 'a
§ﬁ Fg—/ P 3 /0_ o -
U CD8" Teell l;: p "‘ - y - v -~
\Qj CO#* Teel e T xe e
@/ Bcel ., . - - =

Sl

<L 2= Dendritic cell . .
M Histamine neurons
Damaged

neuron Normal Narcoleptic

Genetic factors

Hypothalamus

Bassetti CL, 2019; Latorre, Kallweit, 2019; Pedersen, 2019; Thannickal, 2001; Siegel, 2013; Vetrivelan, 2016; Franco, 2018



ICSD-3 Hapkosnencus

e [N 1 — C KaTannekcmeu
e Tun 2 — 6e3 kaTtannekcuu 18-43%
[pyrve HapyLleHUA C COHSTMBOCTbIO:
e CnHgpom KnanHa —JleBuHa v nguonaTtmyeckasa rmnepCcomMHmuS



CHWXeHne KonmyecTsa HEMPOHOB OpeKCcHMHa Npu Hapkonencun 1

TUMNAa

e OpEeKCUHOBbIE HEMPOHBbI NOKanNu3oBaHbl B natepanbHoM runotanamyce. OHM NpoeLnpyoT
CBOE BMNUsSIHME Ha BECb MO3I, KPOME MO3XKeuKa.

e CHMXeHMne KonmyecTea OPEKCUHOBLIX HENPOHOB ABMAETCSA NPUYMHON Hapkonerncun 1 Tuna.
OTa rmnoTtesa nogaepXXnBaeTca HanMYnem KoMmneHcaTopHon MmaHndecTauum Ha
NOCTCUHANTUYECKON MeMbpaHe peLenTopoB K OpeKCcuHy. B neyeHumn 6binm 661 NONesHbLI

AATALILAATI 1| MAILIATITTANNADMN

0000000

PPT

LHA: Lateral hypothalamus, PH: Posterior hypothalamus,

LC: Locus coeruleus, TMN: Tuberomammillary nucleus;
LDT: Laterodorsal tegmental nucleus,

VTA: Ventral tegmental area, PPT: Pedunculopontine
tegmental

Non-NT1 control NT1
b (" : ; a / Preproorexin transcripts are
[N Lo : detected in the hypothalamus
[ a L NE o / of control but not narcoleptic
I,’ Pz _.:‘7- {" patient.
) .
. | f f: fornix
£ \
post
orexin synaptic _ post
/\ o —~,_ heurons  orexin ~. Synaptic
neuror_ws_{‘ & > ‘“\ & 0 N neurons ' 0 . nheurons
o,|::.—q[ W
/'0"" ‘\\ ,‘ ' e § |
orexin 7 “OX2R DN oxar  Sakura T, Nature Reviws 2007 § 7148

Peyron C. et al Nat Med 2000 6 991-997



Hapkonencua n Bo3pacT

400

350 - ] Symptom onset (N=992)
200 B Narcolepsy diagnosis (n=1029)

250 - — ~—

200 /4 N T

1‘2{)" n \1'

Number of Respondents

o
l‘»g;ﬁ ,f"}. lrIJJ B =

O
\.,\C_)—A 5—-9 /O‘;/ 4 1519 20-24 25-29 30-34 35-39 40-4494 45-49 S50-54 55-59 60-64 65-69 70-74
R Age
Thorpy MJT, Krieger AC. Delaved diagrosis of narcolepsy: Characterizatiorn and impact. Sleep Aded.
2014 I5(3)-5302-507.

® HapKonencvm 1 TNa Ha4YMHaeTcAa B A4E€TCKOM U No4pOCTKOBOM BO3pacTe, HO AnarHos
3HAYNTEJIbHO 3alfna3jblBacEeT.

e Y [leTen KaTtannekcus MMeeT cBoeobpasHoe BhipaXXeHne (3aTuxaHue co CTPaHHbIM
BblpaXxeHnem nuua).



Hapkonencus

-T’MNepcomMHUNA — I11aBHOE

-To HapacTatolas, To cnagaroLlas COHNMMBOCTb, PErynspHbIE
MPUCTYMbl BHE3amnHbIX [OHEBHbIX 3acbiMaHUA: NaLUEHTbI
aKTMBHO >KaryloTcs, 3acbiNaHnsg HEBO3MOXXHO NPeoaOosETb C
MOMOLLbIO BONEBOro ycunusi, cnut 10-15 MUH, pasdyamTb
MOXXHO, KOrga MpoCHYJIICS — YyBCTBYET cebs XOpPOLLO,

N36bITOYHASA COHNMMBOCTb COXPAHAETCHA BCHO XXW3Hb M YMEHbLLAETCs C
BO3pacTOM



LLIkana coHNMBOCTU JNBOpTa

O- HMKOrga He gpemso U He 3acbinar, 1 — o4YeHb pegko, 2 — nHorga, 3 — oveHb 4acTo

o U

o

TEeHMe B NOSTIOXKEeHUN cuas
POCMOTP TeneBmnsopa

ol

axoxgeHue B NosioKeHnn cnasa B oOLEeCTBEHHOM MecTe (B TeaTpe,

Ha Nekuumn) B oTcyTCTBUE PU3NYECKON aKTUBHOCTU
e [loe3gka B aBTOMOOUIIE B Ka4eCcTBe naccaxupa go 1 yaca
e OTAbIX AHEM B NOSIOXEHUU Nexa
e PasroBop ¢ keM-nmbo B NonoXeHnmn cuas
e OTAbIX B NONOXEHUN cUasA nocne obena 6e3 ankorons

e Bo BpeMs KOpoTKoOW OCTaHOBKM (Nepen cBeTohopoM) Npu Noes3aKe B
KayecTBe BoAUTENS

Pesynbrart: 1-6 6annoB — HoOpMa, 7-8 yMepeHHasi COHINMBOCTb,
9-24 — naToNorM4yeckas CoOHNMMBOCTb



.D, HEBHAA COHJINBOCTb N HOYHO -I\;ISLT, Multiple Sleep Latency Test;

COH B 3aBACAMOCTU OT SOREMPs, Sleep Onset REM Pertods;
PSG, Polysomnography; SE Sleep efficiency

Adolescents Adults Middle-aged Seniors
11-18 years 19-44 years 45-64 years =64 years

(n=21) (n=23) (n=22) (n=20)
MeantSD MeantSD MeantSD MeantSD

Epworth sleepiness scale score 13.19+4 21 15.30=4.09 15.78+4 85 18.06+2.33 19.07=2.84 0.0005
Daytime Sleepiness
Diurnal total sleep time, h 2.6x1.12 2.50=1.20 1.6=1.16 2.5+2.03 @ ns
Automatic behaviors, % 55 71 91 82 0.05
Irritability, % 90 90 74 64 25 0.0001
Disrupted Nocturnal Sleep, % 100 100 87 95 70 0.005
Neurophysiology
MSLT - SOREMPs, number 3.9+1.10 4.5+0.87 4.3x0.97 3.7£1.35 3.5+£1.02 0.05

=
O
-
w

PSG - SE, (%) 91.07+6.20 89.11£7.32 79.23+£10.96 78.69+9.23 72.31£13.94 0.0001



KaTanJieKCusl

- KaTanneKcus — BTOPOI MO YacToTe CUMMTOM b= wd

-NajeHne MbILLEYHOro TOHYca MPU COXPaHHOM CO3HaHWKW Ha
doHe amMoLMoHanbHOro cTpecca (MHorga, npu HeoXKMOaHHOM
MPUKOCHOBEHWUM), B pe3ynbrarte Yero nayueHT MOXeT ynacTb
Ha KOJeHMN.

-Yawe BCTpe4aloTCs napuuarnbHble cdbopmbl npu
SMOLMOHAnNbHbIX peakuusx: pagocTb, yAMBIEHME, CTpax,
obnga. OTBeTHaA peaKkuusi: OMyCKaHME HWXKHEN YerocTy,
paccTpanBaeTc aeqb, noarndarTca KOneHu, BbinagaroT
npegmeTbl u3 pyk. Hactora ot 1-2 pas B rog, O HECKONbKUX pa3
B CYTKMW.

-KaTtannekcust MoXeT NOfTHOCTbIO CNOHTaHHO perpeccmpoBaTth




[lpoBOKaATOpPbI KAaTaniekcum B
3aBMCMMOCTU OT BO3pacTa

100.0

80.0
60.0 ' M Children
m Adolescents
40.0 m Adults
Middle-aged
20.0 I m Seniors

Laugh Recalling an Meeting someone Anger Stress
emotional event unexpectedly

e [leTn— Ao 11 neT, noapocTku 11-18 NeT, B3pocrble 19-44, cpeaHui
BO3pacT — 45-64 rofa, CeHbopbI- cTaplLue 64 net



KnnHmnka HapKonencumn, OCHOBHbIE YepThl
M CONYTCTBYHOLLME COCTOAHUA, bacceTTu
2019

OCHOBHbIE CUMNTOMBI

e - /130bITO9YHasA AHEBHAs! COHNMMUBOCTb (KOTOpas MOXET
BblpaXkaTbCH B MPUCTYMNax BHE3AMHOIo 3acbiNaHus,
aBTOMaTM4YECKOro NoBeAeHus, TPYAHOCTM COCPEaOTOMEHUS
BHUMaHUSA, pacCTPOMNCTB NaMATH)

e - KaTannekcuga (4Yalle napuvanbHagq, peako ToTanbHada Cc
nageHmnamm) 70-80%



KnnHmnka HapKonencumn, OCHOBHbIE YepThl
M CONYTCTBYHOLLME COCTOAHUA, bacceTTu
2019

AccoLUnnpoBaHHbLIE pacCTPONCTBA CHa U NPoBbyXaeHus
® - YTOMJIHEMOCTb
® - COHHbIV napanuy 50-60%
e - rannnounHaumm (3putenbHbIe, CITyxXoBble U TaKTUIbHble) 50-60%

® - HOYHbIe KOLLIMapbl, OCO3HaHHbIE CHbI (M1H03MS ynpaBneHns CHOM),
COHHblE OENCTBUS

® - NPepbIBUCTbIN HOYHON COH
® - CMHOPOM DECMOKONHbIX HOT
® - MapacoMHMU (BKNoYaa cCHoxoxgeHue, REM pacT n HoyHada ega)



Hapkonencus

COHHbI Mapanuy - nNpu 3acbinaHun N npPobdyXaeHun
nosiBNsaeTcs KpanHe HEMNPUATHOE 4YYBCTBO
OecnoMOLLHOCTH, KOoraa nauneHT He MOXET NoLeBennTbLCS
HECKONMbKO CEeKyHO WM  MUHYT, COCTOAHWE cpa3sy
OoOpbLIBaETCH, ecnn K nauneHTy KTo-To obpalliaeTcs unu
npuKacaerTcs,



KnnHuka Hapkonencum, OCHOBHbIE YepThbl U
conyTcTByloLMe coctoaHud, baccetTtn 2019

[1pyrne accounnpoBaHHble CUHOPOMbI
® - OXXMpeHUe
® - BeretaTuBHble HApPYLLEHUS

e - lenpeccus, Tpesora u pyHKUMOHanNbHLIE PacCTPOMNCTBA
(nceBOoKaTannekcus),

o - ,EI,erI/ILI,I/IT BHUMaHWNA C TUNEPAKTUBHOCTbIO

® - roJyloBHas 60sb, 0OOHATENbHbIE HAPYLLEHUS N PACCTPONCTBA
BKyCa

® - CHMXKEHUNE Ka4eCTBa KN3HU, aBTOAOOPOXHbIE aBapuin  TPpaBMbl



Kak noctaBuTb AnarHo3

Onun3oabl HeENPeo4ONIMMON AHEBHOW COHNMMBOCTM BonblLue 3
MecaueB

+
- KaTannekcus
Nnu

- Tunn4yHbIe pe3ynbTaThl NONIMCOMHOrpadumn (3acekinaHmne MeHee 8
MUHYT KU 2 n bonee nepuoga b)) nnn HN3KNIN NTMNOKPETUH
NMKBOpa

3apepkka AnarHosa B cTpaHax EBponbl 14,6+ 14,3 net



Swiss Narcolepsy Scale — ONPOCHUK A4NA AnarHoOCTUKU HapKonencuu ¢
KaTanjekcumen
el e =
B MecsL) pa3a B Mmecsiu) B Hegenw) Bceraa
1 2 3 4 5

2. Kak yacTto Bbl 4yBCTBYETE CEDS 1 p) 3 4 5
MII0X0 N HELOCTATOYHO
OTAOXHYBLUMM YTPOM

1. Kak 4YacTo Bbl HECNOCOOHbI
3aCHYTb

HeT Heaeno Hepenro
3. Kak 4acTo Bam Hy>XHO 1 2 3 4 5
B3APEeMHYTb OHEM
Hukorga  Peako (pexe 1 WUHorpa (1-3 YacTo (1-2 Moutn
pa3a B MecsU) pa3a B Mecsu) pa3aB Bcerga
HeAenmw)
4. Kak 4yacTo Bbl UCMbITbIBAETE 1 2 3 4 5
cnabocCTb B HOrax unny Bac
I'IO,EI,FI/I6a}OTCFI KOJleHn npum cmexe,
aMOoLUMAX cHacTbA UNn rHeea?
5. Kak 4yacTo Bbl UCMbITbIBAETE 1 2 3 4 5

OTRUUCAHNe YellnkioCcTi A MDD cMmexe



Swiss Narcolepsy Scale — onpoOCHUK Oans
OANarHOCTUKM HapKonerncum c
KaTannekcmnen

OueHka

(6xQ1) + (9xQ2)- (5xQ3)-(11xQ4)- (13xQ5)+20= obLumn bann
e Ecnn obwmn 6ann meHbLue 0 — UMEETCS! HAPKOSIENCUS C

KaTaniekcmeun

® CEeHCUTUBHOCTb 96%
e CneununyHocTb 98%

Bassetti CL. Spectrum of narcolepsy. In: Baumann CR, Bassetti CL, Scammell TE, eds. Narcolepsy: Pathophysiology, Diagnosis, and Treatment. New York, NY: Springer
Science+Business Media; 2011:309-319.

Sturzenegger C, Bassetti CL. The clinical spectrum of narcolepsy with cataplexy: a reappraisal. J Sleep Res. 2004;13(4):395-406.
Ahmed |, Thorpy M. Clinical features, diagnosis and treatment of narcolepsy. Clin Chest Med. 2010;31(2):371-381.
Johns M, Hocking B. Daytime sleepiness and sleep habits of Australian workers. Sleep. 1997;20(10):844-849.

American Academy of Sleep Medicine. The International Classification of Sleep Disorders. 3rd ed. Darien IL: American Academy of Sleep Medicine; 2014.



Swiss Narcolepsy Scale +36

Penko (pexe 1 pa3a | MHorpa (1-3 pasa | Yacto (1-2 pazaB MouTtun BCcerpa
B MecsL) B MecsL) Heaen)
5

1. Kak 4YacTo Bbl HECNOCOOHbI
3aCHYTb

2. Kak yacTo Bbl YyBCTBYETE CEDS 1 2 3 4 5
MMAOX0 UMW HEAOCTATOYHO
OTAOXHYBLUMM YTPOM

HuKorga XoTenocb 6bl, HO 1-2 pa3a B Hegeno  3-5 pas B Hegeno eXxeqHEeBHO
HeT
3. Kak yacto Bam HY>XHO 1 2 3 4 5
B3JPEMHYTb IHEM
HuKorga Pegko (pexe 1 pasa WHorga (1-3 pasaB Yacto (1-2 pasaB Moutn BCeraga
B MecsU) MecsiL) Heaen)
4. Kak yacTo Bbl UCMbITbIBAETE 1 2 3 4 5
cnabocCTb B HOrax unny Bac
I'IO,EI,FI/I68}OTCFI KOJleHn npum cmexe,
IMOLUNAX CHACTbA NN rHeBsa?
5. Kak yacTo Bbl UCMbITbIBaeTE 1 2 3 4 5

OoTBMUCaHUE HEerCTU rnpm cMmexe,
3MOUUNAX cHacTbsa U rHeBa?



Swiss Narcolepsy Scale '43

Penko (pexe 1 pa3a | MHorpa (1-3 pasa | Yacto (1-2 pazaB MouTtun BCcerpa
B MecsL) B MecsL) Heaen)
5

1. Kak 4YacTo Bbl HECNOCOOHbI
3aCHYTb

2. Kak yacTo Bbl YyBCTBYETE CEDS 1 2 3 4 5
MMAOX0 UMW HEAOCTATOYHO
OTAOXHYBLUMM YTPOM

HuKorga XoTtenock Obl, HO 1-2 pa3a B Hegeno  3-5 pas B Hegeno eXegHeBHO
HeT
3. Kak yacTto Bam HY>XHO 1 2 3 4 5
B3JPEMHYTb IHEM
HuKorga Pegko (pexe 1 pasa WHorga (1-3 pasaB Yacto (1-2 pasaB NouTtn Bcerga
B MecsU) MecsiL) Heaen)
4. Kak 4yacTo Bbl UCMNbITbIBaeTe 1 2 3 4 5
cnabocCTb B HOrax unny Bac
I'IO,EI,FI/I68}OTCFI KOJleHn npum cmexe,
IMOLUNAX CHACTbA NN rHeBa?
5. Kak yacTo Bbl UCNbITbIBaAETE 1 2 3 4 5

OoTBMUCaHUE HEerCTU rnpm cMmexe,
3MOUUNAX cHacTbsa U rHeBa?



JleyeHune Hapkonencuu

e Bbigenutb AHEBHOE BpeM4a A CHa (HECKObKO KOPOTKUX
nepuoagos no 15-20 MUHYT)

e Pexknm Tpyaa un otabixa

e [TlogaepXuBaTb akTUBHOCTb perynspHbiMmn don3nyeckumm
yApakHEHNAMMN

e KOHTpONMpoBaTb cuTyaLnun, B KOTOPbIX MOXET Pa3BUTLCS
KaTannekcus

e /I30eraTb TSXKENom n no3gHen egpl (AMeTa ¢ orpaHNYEHNEM
yrneBsogoB?)

e KoHTponupoBaTtb ynotpebneHne kobenHa n cegaTuUBHbIX
npenapaToB



JleyeHune Hapkonencuu

CtumynaTtopobl
e MopgadmHun 100-400 Mr nnn apmogadunHmnn 100-250 mr
e Coanym okcubar 3-9r
e [lnTonusaHT 4,5-36 Mr — BNnAeT Ha OOMeH ructammHa
e MetundenHunaar 5-60 Mr
e BeHnadpakcuH 37,5-150 Mmr, donyokceTuH 10-40 Mr
AHTUKaTanneKkTu4yeckue
e Coanym okcmnbar 3-9r
e [luTonNu3aHT 4,5-36 Mr
e BeHnadpakcuH 37,5-150 Mmr, donyokceTuH 10-40 Mr



IleyeHne HeNPoOn3BONbHOIO AHEBHOIO

Drug EDS

Rec QokE
Methyvlphenidate?l -+
Amphetamines? -+

r—‘.

Sodium Oxybate * -+ 3
Modafinil -+ 4
Armodafinil # -
Pitolisant -+ 3
Solriamfetol -+ 4+
Antidepressants? O

Selegeline?®

Caffeinel

N .

Level of evidence

moderate

| low

very low

lno data

QoE Quality of Evicence

1 off{abel use

* EMA: only NT1.

#In Europe not available

" Based upon results from trials
limited real world experience

Recommendation

++ for (strong)

+ for (weak)

0 norecommendation
against (weak)

- against (strong)




Drug

Cataplexy

Rec

QoE

Methvyviphenidate

Amphetamines *

1

Sodium Oxybate * e
Modafinil — I
]
AT
Armodafinil # S
Pitolisant g
Solriammfetol s
Antidepressants * g

Selegeline *

Caffeine *

Benzodiazepines)/
Z-drugs *

JleueHue

I/ 7ATAMMINIINIALA
Recommendation

++ for (strong)

+ for (weak)

O no recommendation
- against (weak)

-- against (strong)

QoE Quality of Evidence

1 off-label use

* EMA: only NT1

# In Europe not available

““Based upon results from trials,
limited real world experience



[1HeBHasA COHNMNBOCTb

KaTannexkcusa

Drug

Cataplexy

Rec

QoE

Methhvyviphenidate *

Amphetamines *

Drug EDS
Rec QoE

Methylphenidate?l -+
Amphetamines? -+ |

| —

Lt 18
Sodium Oxybate * -+ 3
Modafinil —+ 4+
Armodafinil # R i
Pitolisant -+ 3 1
Solriamfetol -+ 4+ b
Antidepressants? O i

s—
Selegeline?l LS "

=

| S |
Caffeinel O

| SU—
Sodium Oxvyvbate & el
Modafinil S

_—

D
Aryrimmodafinil #F i
Pitolisant g
Solriamnfetol S
Antidepressants ! g

E==
Selegeline * -

=

[ —L]

Caffeine *

Benzodiazepines )/
Z-drugs *




JleyueHne Hapkonencunm

NMeloT 3aperncTpmpoBaHHbIe NMOKa3aHua:

e MopadunHun- ycnnmBaeTt akTUBHOCTb HEMPOHOB 604pCTBOBAHUS, MOBbILLAS B
MEXKITETOYHOM NPOCTPAaHCTBE KONMYECTBO AodaMuHa, MUK akTUBHOCTU Yepes 2
Yyaca, nepuop, nonysbiBegeHns 9-14 yaco, HasHa4atoT 200, 300 1 400 Mr/CyTKM

OJHOKpPaTHO YTPOM UK B ABa Npuema

e B Poccuu ¢ 18 mast 2012 BKIHOYEH B CMTMCOK HAPKOTUYECKUX CPEACTB U MCUXOTPOMHbIX
BeELLEeCcTB, 000POT KOTOPbIX OrpaHnveH

o BCeMMprIVI aHTUOOMUHIOBbLIN KOMUTET BHEC B CMUCOK 3alpeLlleHHbIX CTUMYNATOPOB



JleueHue HapKonencuun

e Okcubar HaTpusa (Xyrem B CLUA) — HaTpmneBas conb rammarugpokcubytuparta (I'Tb),
€CTEeCTBEHHOro HEMPOTPaAHCMUTTEPA N HEUPOMOAYNATOPA, MOXET BO34ENCTBOBATb
Kak Yepe3 coObCTBEHHbIE peuenTopbl, Tak n nytem ctumynaunm FAMK-peuenTtopos,
TOYHbIN MeXaHU3M OEUCTBUA HEN3BECTEH.

e [loKkasaHusa: coyeTaHmne n3dbITOYHOU OHEBHOW COHIIMBOCTU C KaTanfekcuen u
NNOXMM Ka4yeCTBOM CHa, BINIUAET Ha BCce TpU CUMNTOMaA.

® MEJib34d COY4ETAaTb C CeEAATUBHBIMU, MNOPEJTIaKCaHTaMM.

e [1poTMBONOKa3aH Npu Aenpeccum

e [1nK KOHUEHTpaunm Yepes 25-75 MUHYT, nepuon nosnyebiBegeHns 90-120
MWUHYT, HO 3(PEKT COXpaHAeTcs ropasao aonblle. HavyanoHas gosa 4,5 r Ha
HOYb, MedsieHHO TUTPOBAaTb

e He3akoHHO ynoTpebnseTca atnetamm, Tak Kak MMeeT MeTabonnyeckoe
OencTBue (Bbl3bIBAET BblOeNeHNE ropMoHa pocTa), a TakKe N3BECTEH KakK
«TabneTka HacunbHUKa» n3-3a ObICTPOro cegaTBHOIO JENCTBUS.




[ lInTONM3aHT Npu HapKonencumn

" N . .
\DIpeh Narcolepsy - Histamine

Normal

Histamine CSF Pitolisant —
neurons Tele-methylhistamine H3R inverse agonist
"\':m"::g fave a
Narcoleptic N
Histidine o Histamine g \\
/ v v P¢ ‘
% :n‘_um‘« = 4
HA synthesis HAMT l‘- Do
1 E‘ and/or release A D, - \4' 4 5
n & unlikely / [ ¥l AT taniug
Histav(r:l;vAe) E ﬁ . Prephpe histamioe
e |, e :
Tele-methylhistamine ¥ & k ERUAA
(ENetA) t-MeHA/HA R/ b
© _ ratio ¥ actions effector neuron
Shep Wake Cyde
Cognition
Learning & Memery|
Eplepsy

Siegel, 2013 Franco, 2018 Sadek, 2016



JleyeHue HapKonencuu

e AMdeTamMmHbl UCNOMNb3YOTCSA AN nevyeHns ¢ 1930 T, HO He MMeT 0Jo6peHns

[pyrne npenapatbl 1 cnocobbl

- CenernnuH — nurnontop MAQO-B 10-40 Mr B CYTKWN, HESMb3S Ha3HayaTb C
TpUntTaHamMmn N CeNeKTUBHbLIMU NHIMBUTOPamm obpaTHOro 3axeara cepaTtoHUHa

- MNoBeaeHYeckasa Tepanus: XecTkoe BpeMs HOYHOIo CHa, B Te4eHune OHS
HeoOxoaMMbl OOUH UMY HECKOSbKO 3M1U3040B CHaA.



JleyeHUe KaTannekCum hn COHHOro
napanuya

e OkcmbaTt HaTpus — ypoBEHb A
e AHTNAENpPeccaHTbl — BTOpas NIMHUSA:
- 1 MECTO - TPULMKIINYECKME aHTNOENPECCAHTHI

- 2 MECTO BeHNnadaKkCcuH

- 3 MecT0 - CUO3C — meHee adoPeKTUBHbLI (Ny4Lle
LuuTanonpam v acuutanonpam, 4em pryokKCeETUH r
donyBokcamMmuH)



e Solriamfetol — 3TO BeLECTBO, KOTOPOE NoJABNAET ObpaTHbIN 3axBaT
aodamMuHa n HopagpeHanuHa, Takmm obpasom nosbIlas B MO3re
KOHLIEHTpaLWIo 3TUX aKTUBU3UPYIOLLUX HepomeauaTopos. B Havane 2019
roga 3aBeplunnach TpeTbda dpasda MHOMOLEHTPOBOIro ABOUHOIO Crenoro
PaHAOMU3NPOBAHHOrO nnawuebo-

KOHTponupyemoro uccrnenosaHuda (NCT02348593) npenapara, KoTopoe
NpoBOAUSIOCH Ha NaUMeHTax C Hapkonencuen. Jltogen pasgenunu Ha
YyeTbIpe rpgnnbl, oQHa M3 KOTOPLIX OCcTanacb KOHTPOSIEM U noslyyana
nnaueodo (58 yernogek), a Tpu upg/rmx NPpUHMMAanNM Bo3pacTarLlime 031UPOBKA
nekapctea: 75 Mmr (59), 150 mr (55) n 300 mr (59).

e Uepes 12 Hegenb Habnoganocb 3HaYNTENBLHOE CHMXKEHNE DanoB Mo Lwkarne
COHNUBOCTU Epworth BO BCEX 3KCMepUMEHTarnbHbIX rpynnax, a Takke
3Ha4ynTenbLHOE yBennmyeHmne yCToM4MBOCTU KO CHY B TECTE Ha nogaepxaHune
boapcTBOBaHNSA B TEX rpyrnax, KOTopble Nonyyanu cpeaHto 1 6orbLuyo
go3|/|p03|<|/|. Cpean noboyHbIX 3deKToB yalle purypruposanu ronoBHas

OJflb, TOLLHOTAa U CHUXeHne anneTtuta. Ha ocHoBaHUM 3TUX pe3ynbsraToB FDA
N BbIHECIO MONOXNTENbHbIN BEPAUKT




napacoMHUM



(Dﬂabl URJIOBLYECKOI0 (oM Yen00eKs COCTONT M) CMEHRILMNCA (L350, COCTORUIIR W3 a3t MEARENHOrD 1t daabl DrcTporo o,

Qa's MEANEHH 00 W BCEporo CHa COPASYAT LKA O (MPOAOANMIENBIOCTLO OKONO 90 Mith)
Ciia | I |
BOTPOCTS - ¢ § ks e 4nm
BHCTPUICOR ~ |
r m
Mesetitait | 2T, ~
coH | 3¢t -
40T -
Havano cxa 1 4ae 2 qaca 3 Maca 4 Haca S4icon  Owacor 7 4acon § wacon
CHOBMBEAIA SENOBEK LT TOMLKO & G DMCTROro Cna B 138MCHMACTH OT OOLIEH NPORGNNMILASKCCTH HOPMATHASA COM COCTOMNT 13 446 LLN0B,

Henouek myviwe CenacTcs, U nPolyMacHine NpRCORMTCR 1a KOHEL Ltk




bbiCcTPpbIN COH (REM) 1 MeaNeHHbIN
COH (nonREM)

BbiCcTpbIN MepneHHbIN

NmetoTcs bbicTpble aBmkeHnd rna3  OTCyTCTBYIOT ObICTPbIE OBUKEHUS
rnas

dntokTyaunsa ButanbHbiX QYHKUUIA  CTabunbHble BUTanNbHbIE PYHKLNN

MblLeYHble noaepruBaHns OTCYTCTBYIOT MbILLEYHbIE
nogeprmBaHuns

ImetoTca cCHoBMAEHUSA HeT cHOBMOeHUn

[1lponcxoanT N3 peTUKynapHoOu [TlponcxoanT n3 agep MocTta U agpa

doopmauymm mocTta LLIBA NpOA4oroBaToro Mosra

MegouaTtop HopagpeHanmH Menouatop cepaToHMH
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SLEEP PATTERNS DURING ONE NIGHT
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REM = rapid eye movement

e B meaneHHyo dasy yenoBseka
OYeHb TPYAHO pa3dyanTb

e YpoBeHb O0ApCTBOBAHUSA B
ObICTpytO (pasy BhilLe

e B TeueHme Ho4un pasbl
ObICTPOro cHa yanMHAITCS

e [ NyOMHa MeafieHHOoro cHa
YMEHbLLUAETCH



[TapacoMHum

- HeI'IpI/IFITHbIe becco3HaTenbHbIE CEHCO-MOTOPHbIE ABJIEHUA,
HabngaemMble UCKIHYUTENBHO BO CHE.

- HapylwweHunsa npobyXaeHuns, YHacTudHble NPobYXOEHUS N HAPYLLUEHUS
npu nepexone n3 oaHou dpasbl CHa B APYrylo.

- HeT »)xanob Ha 6eCCOHHMLY 1 COHIMMBOCTb
- Hy>kHO andpdoepeHumnpoBaTb

® - rMNepMoTopHaga fiobHasa anunencud

® - HApyLleHnsA noBeaeHNs BO CHe



'pynnbi NMapacomHumn

1. HapylweHus npobyxaeHus

- CNYTAHHOCTb CO3HaHWS NMpu NpPobyXaeHun,

- CHOXOXAEHME,

- HOYHbIE CTpaxM.

2. CBA3aHHble ¢ pa3on ObicTporo cHa (REM-dhason):
- paccTpoucTBa NoBeAeEHUS,
- COHHbIN napanuy,
- HOYHbIE KOLLUMapHbl.

3. [lpyrne napacomMHun: dHype3, CTOHbI BO CHE (KaTaTpeHus), CUHAPOM
«B3pblBaOLLENCS rOfoBbl», COHHbIE rannouuHaLlmmn.



® YCUNMNBAKOTCS M YCIOXHAIOTCA C
BO3PACTOM — BOMPEKA PacXOXEMy Stages of a Normal Sleep Cycle
MHEHNIO.

e [INnTEenbHOCTL anun3oaa npu ke

paccTponcTeax NpodyxaeHns 33+35 —
CeKyHA | t I

nREM Stage 1
® 84% Ha4YMHarKTCd B 3 cTagunto i
MearneHHoro cHa (N3nonREM) o

nREM Stage 3

1 2 3 4 5 6 7 8

UTZY.COM Hours Of Sleep




Knaccudmkauma HapyweHun noseaeHus1 BO CHe

OreMeHTapHbIe [MpocTblie ABMXeHNA ¢ HEOOMbLLOW
aMnnnTyagon, odbl4YHO NogeprnBaHng
4yacTu Tena, KOTopble He 3amMevaeT
CNALLMN PSAOM YeroBekK

Upe3amepHblie AMMNUTYOHbIE NPOCTLIE ABMXEHUS,
BKItOYatoLmMe ogHy YacTb Tena unm Bce
TEeno

[pamartnyeckue CnoxHasa MOTOpHas akTUBHOCTD,

Nnoxokasa Ha JencTBUSA B CIOXKETE CHa, He
nMetoLLas BUa CUITOBOIo BO3AENCTBUA U
arpeccum

[MoBpexaatoLune [BmxeHna 6oNbLON CUibl U aMNNUTyAbI,
KOTOpbI€ MOryT ObITb NOTEHUMANBHO
ornacHbI 4119 YenoBeka, Crsiero paaom

lé Department of Neurology and Centre of Clinical Neuroscience
.

NEHRNI NCICKA KI INIKA

[BWKeHNA nanbLuamMn Ha pykax nunm
Horax, ABMXXEHUS CTOMown,
OTKpPbIBaHUSA pTa

N3onnpoBaHHOE NogHMMaHUE
OOHOW PYKM NN OQHOU HOrW,
OBWKEeHUA BCero Tena

XKectukynsaums, rpumacsi,
XBaTaHWe, Bokanusaums, cMex,
nnay, NeHune, ycaxxnBaHve B
nocTenu

BokcupoBaHme, NMHKK, 3axBar,
TblkaHbe, bopb0Oa, BCrpbIrmBaHNeE B
KpoBaTw, MNOMNbITKA YUTU

Modified class. by Frausher et al. 2009

Charles University in Prague, 1st Medical Faculty and General University Hospital



® SNIEMEHTapPHbIE MOTOPHbIE HAPYLLUEHMA BCTPEYAIOTCS Yalle, YeM
boriee cnoXHble — CyOKNMHUYECKUn BapmaHT RBD

e [loBpexaatoLme (HacuNbCTBEHHbIE) HApPYLLUEHUA BbICOKO
pacnpocTpaHeHbl 32,4%

Sasai-Sakuma et al., 2014



Result

Mean SD % Prevalence [%]
Total RBD motor events 110.8 75.2 - 100.0
Severity
Elementary 75.8 49.8 68.4 100.0
Excesive 10.3 8.8 9.3 94.1
Scenic 24.0 237 24.7 94.1
Violent 0.7 1.3 0.7 32.4
Topography
Face 172 17.6 15.2 88.2
Head 5.3 5.4 5.1 73.5
Right upper limb 33.9 25.1 31.3 94.1
Left upper limb 27.6 19.1 25.0 97.1
Right lower limb 12.9 14.0 113 94.1
Left lower Iimb 13.5 14.0 12.7 94.1
Whole body 4.8 5.0 4.1 91.2
Speed
Abrupt 61.0 40.7 52.8 100.0
Slow 29.4 31.5 29.3 97.1
Vocalization
Vocalizations total 1.6 2.9 1.4 38.2
Comprehensible 0.2 0.8 0.2 8.8
Incomprehensible 1.4 25 1.3 38.2
Wake up assoc. 0.1 0.3 0.1 8.8
Emotion
Emotion assoc. total 0.5 g B | 0.4 20.6
Positive 0.0 0.0 0.0 0.0
Negative 0.5 1.1 0.4 20.6
I! Department of Neurology and Centre of Clinical Neuroscience
Charles University in Prague, 1st Medical Faculty and General University Hospital

NEUROLOGICKA KLINIKA



CHoxoXxAaeHune — pacCTpPonUCTBA
npooyxaeHusn

e 1-15% nonynsaumn CooTHolweHne no nony 1:1
e Yale ot 4 oo 8 neT, CMOHTaHHO NcYe3aeT B OHOCTH

e [Tpenpacnonaratolme dakTopbl: NepeBo3dbyxXaeHne, HeJoCTaTOK CHa,
BHELUHWUI LLYM, NPUEM arnKorossi, HeMponenTUKOB U aHTUOENPECCaHTOB,
NonHonyHue

e [lentTa-coH, Yalle B NepByto TPETb HOUM

e OObIYHO NAUUEHT cagnTCA B KpOBATU — Ha 3TOM BCe. YenoBek MOXeT
becuenbHO 6poanTb, MOBTOPSATHL MPOCTbIE AEUCTBUA (TEPETL Ma3a), Horaa
CIOXHble OencTBus (urpaTb Ha popTenmaHo). He oco3HaloT onacHOCTW.

e Buirnagar «CTPAHHO»: OTCYTCTBYHOLLEE BblpaXXeHune Jinua, LLMPOKO
OTKPbITbIE T1a3a.

® KOHTaKT 3aTpyaHeH, pasbyauTb oYeHb TPYAHO, BCEraa aMHEe3NPYET, 4acTo
MMEETCH CEMENHbIN XapaKTep, B NEYEHUN HE HY>KOatoTCS.



CHoroBopeHue — HapyLleHue nepexona
CHa B boapcTBOBaHue

- [pon3HeceHne peyn nnu 3ByKoB BO BpeMsi CHa 6e€3 0CO3HaHus.

- BbicKasbiBaHMe KpaTKoe, TEMM HU3KUN, SMOLMOHANbLHO HE HaCbILWEHO

- CooTHoLeHe no nony 1:1

- ONn3o4bl BO3MOXHbI Y Ka)XOQ0ro YenoBeka

- [penopacnonararowmne gaktTopbl: CTPECC, BbiCOKaa TeMneparTypa, Tpesora
- [porHo3 6rnaronpuaTHbLIN



Hquble CTpaxu — paccCTpoucCTBa
X XOeHus
3%

eTen ot 4 0o 12 net, 1% B3pocnbix 20-30 neT
® Yyallle BO3HMKAIOT Y Manb4YnKoB
e [1pncTynbl cyesaloT B nybepTarte
e B 2 pasa valle y oeten, ctpagaromx anunencuen
e [laToreHes: BO3MOXeH AePULUNUT MarHms

e BHe3anHoe Ha4yano, pebeHoK MOXET nnakaTtb, Kpu4vaTb, OTTarnkuBaTb
poauTeneu,

pa36y,£|,|/|Tb eroB aTot MOMEHT HEBO3MOXHO,

® Taxukapgus, TaxmnHoO3, rMNeprugpos, MMapunas, NoBblLLIEHNE MbILLEYHOTO TOHYCa
® MNPNCTYN aMHE3NPYETCAH

e JleyeHue: rnpenaparbl MarHm4d



Ho4YHble KoLWMapbl — NapacoOMHUMU,
cBfi3aHHble ¢ (ha30U OLICTPOro cHa

e PacnpocTpaHeHHOCTb 10-50%
® Y MOAPOCTKOB M1 B3POCIbIX, Cpeamn B3POCIbIX Yalle Y KEHLLWH

e Kowwmap — ANMHHOE CroXxHoe CHoBUAOEHMe, nyratoLiee K KoHuy. nnTenbHOCTL U
CKa304HOCTb (ApamMaTUYHOCTb) — OCHOBHbIE MPU3HaKMW.

® YeJ10BEK NMPOoCbiNnaeTcd ncnyraHHbiMm, ¢ ymepeHHbIMUN BEretTaTtuBHbIMU MNMPOABJIEHUAMM,
B CO3HaAaHNWN, MTOMHUT CHOBUAEHUE.

e HoOYHbIe KoLLIMapbl BO3HNKAIOT HA (OOHE NpuemMa NCUXoCTUMYNATOPOB, NEBOAONMbI,
bapbutypaTtos.



[TapacomMmHuu

® HOYHbI€ MUOKJITOHUM 3acCbiNaHNA (COHHblE CTapThl,
nobpokavyeCcTBEHHbIE CEMEWNHbIE MUOKITOHUW MPY 3acbiNaHnm)—
B34parmBaHus npu 3acbinaHnn, 4acTo nocrne ousnyeckou
Harpys3Kku, UMerT ceMeUHbIN XapaKTep, He aMHE3NPYHTCS.

e PacnpocTtpaHeHHOCTb 60-70%
e [106poKkavYecTBEHHOE COCTOSIHME



XapaKTepucTnkKa cHa Nnpu napacoMHUSAX

e Bbiwe ctabunbHocTb dpasbl N3 — rnybokoro cHa

e bonblue npeacrasneHHOCTbL a3kl N3 BO BpeMsa MeadieHHOro cHa
e YBENMYeHne KonmyecTaa npobyxaeHuin no mepe yannHeHna N3
e PaccTponcTBO PPOHTO-OKLIMNUTANBHBLIX CBA3EN

e YBennyeHne BpemMeHn 604pCcTBOBaHNSA BO BPEMSA CHa

e YBenun4yeHme AnntenbHoCcTn N3 c BO3pacToMm

e B cnencteume npeobnagaHua assbl N3 nponcxogmT MmacknpoBka REM
doasbl

e OCHOBHOW BONPOC: NPUBOAUT N NpeBanupoBaHmne dasbl rnybokoro
CHa N3 K HapyLleHuo romeocTtasa?



[nnTenbHOCTb N NpeacTaBneHHOCTb doas
CHa Nnpu NnapacoMHUAX Ny 300POBbIX
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[ToBbILLEHNE BpeMeHU BoOpCTBOBAHMSA BO

BpeEMA CHaA Nnpu napaComMHNAX
CUVHMN — NapacoMHUN, KpacHbIU — 6e3 HapyLLUeHUN CHa
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YBenunyeHune aonm meaneHHoro cHa u
cobcTBEHHO dhasbl rnybokoro cHa (N3)

CvHun —

—~ napacoMHun,
KpacHbIN — 6e3
HapyLleHW cHa

age [yrs]



Pacctpounctea non REM cHa

e OparmMeHTaLKMAa NepBOro Uukna cHa
e 3aJilep)XKa NOCTPOEHMNSA U pacnag MearieHHOro cHa

® YBenmqume KOJ1nyeCTBa CO6bITI/II7I N aKTNBHOCTN B MeLI,J'IeHHyPO
a3y



Kpamnu- BHe3anHoe Henpoun3BosibHOe ODone3HeHHOe TOHU4YecKoe
MblILLeYHOe COKpalleHue B OAHON MbiLlLe

[TaumeHT XXanyeTca Ha «Cy4oporu B Horax».

[laToreHe3 cnoXeH, BEPOSATHO rMNepakTUBHOCTb OKOHYaHWUI ABUraTesibHbIX
HepBOB, MeEMOpPaHHbIe HapYLLEHUS.

KnuHuka: BHe3anHoe 6ore3HeHHoe CoKpallleHMe MblllLbl, onpeaenseTcs
BM3yarbHO M NanbnaTopHo,

- UKPOHOXHbIE MbILLbI, Yalle C OOHOW CTOPOHbI, cTona duKCUpoBaHa B
NOJSIOXKEHUN CrMbaHUA n3-3a CUMNbHOMO COKpALLEHUS UKPOHOXHOWM MbILLULIbI,
Pa30rHyTb €€ HEBO3MOXXHO

- Y MOXWIbIX JNI0OEWN,
- HOYbIO N NoA YTPO,

-cnasM pasBMBaAETCA CMOHTAHHO WNW MNPW ABUMXEeHUW, Borb coxpaHseTcs
[0JbLUE MbILLEYHOro CoKpaLleHus,

- MacCUBHOE PaCTXKXEHNE NKPOHOXHOM MblLLLbI MPU CTOSIHUN U Xoab0e ObICTPO
NPUHOCUT obrieryeHme.



Kpamnu
ITUONOInA:

1. lanonaTtunyeckue - npu 4pesamepHon pnsanvyeckon Harpyske,
neperpesaHnu, NOTEPU XNUAKOCTU NMPU MHTEHCUBHOM NOTEHUN, OCODEHHO
4aCTO KpaMnu pa3BuUBalOTCA Mpu oxnaxgeHum (nnaesaHme B XONo4HOW
BoOe).

2. HeBponorunyeckue 3aboneBaHusi: ceMeunHble kpamnu, bAC,
nonuHenponaTun, reHepann3oBaHHasi TMNepakTUBHOCTb ABUraTerbHbIX
eaUHUL, MNOTOHUS.

3. MeTtabonunyeckne NnpuymHbl: 6epeMeHHOCTb, 3NEKTPONUTHbIE
pPacCTPONCTBA, IMNOTUPEO3, r’MnepnapaTupeos, ypemms, LMppo3 neyeHu,
raCTPIKTOMMUS, anKoronuam.

4. [lpyrne NpuymHbl: Tepanusa AguypetTukaMmmn, remoananmus, npmem
npenapaTtoB NINTUA, OTPaBIEHMNE NHCEKTULMOAMN, CTPUXHUHOM, CTONBHSK.

JleyeHne: nedyeHne oCHOBHOro 3aboneBaHusd, Tenso, Tokodepon,



Opyrue napacoMHuun

e COHHbIV Napanny — N305IMPOBaHHbLIN NN NMPU HAPKOSENCUN
e HapyLieHne apeKkunn Bo CHe — valle nNpuv opraHM4eCcKkon MMNOoTEHLNN

e bpyKCK3M — paBHO CTpagarT MY>KUYMHbI N KEHLLNHbBI, HAYMHAETCA B AETCTBE,
NPUBOAUT K U3HALUMBaAHMIO 3y6oB, 60nu B Nuue.

e JleyeHune: ncnonb3oBaHme cneunanbHbIX 3y6HI:>IX Nni1actnH

o CI/IHLI,pOM HEHOPMaAlibHOIO MoTaHn4d BO CHE — BO3HUKAET acClinpauund BCcriegcresme
HEaAQOEKBATHOIO MNMOTaHUA CIOHbI, Npeapacnonaraltot Ha3Ha4yeHnAd ceaTnBHbIX,
CHOTBOPHbIX, aHTUOENPECCAHTOB



PaccTtpoucrtBa ABUXEHUA BO
CHe



PaccTtpoucTtBa ABMXeHUSA BO CHe

e CMHAPOM 6eCnOKOMHbLIX HOT (CMHOPOM 3KOOMa)- HENPUATHbIE OLLYLLIEHNA B HOrax, BO3HUKaoLLmMe nepen
CHOM, NPUBOASALLNE K HENPEOoaoNMMOr NOTPEOHOCTN ABUraTb HOramu.

e Cambln pacnpoCTpaHEHHbIN BUA HapyLLUEHUN OBUKEHNSA BO CHE.
e >Kanoba: 6beccoHHMLa.

ITnonorusa:

1) nepBUYHbIE (MOnonaTnyeckme) — 6onbLUNHCTBO Cry4vaes,

2) BTOPUYHbIE — SABAKAKOTCA MPOSIBNEHUAMU NONMHEenponaTun, peBMaTongHoro apTpuTa, NapkMHCOHU3MA,
xXenesogemuumMTHOM aHeMUKU, caxapHoro aunaberta, BO3MOXHbI MNpu BepeMeHHOCTU, 3noynoTpebrneHunu
KodbenHOM, NaToNIorMn WMTOBUOHOW Xerne3bl, 3aboneBaHnsaX KPOBU.



[TaToreHes cuHapoma 6eCrnoKOUHbIX
HOr

e [lncyHKkuma godpamMmHeprmyeckmux HEMPOHOB YEPHOU
cybcTtaHumnm 6e3 CHUKEHUSA YNCNEHHOCTU HEMPOHOB

e [IncyHKUMNA HUCXOOALMX AoPaMNHEPTNYECKNX MY TEN,
KOTopagsa perynupyroT NpoxoXxageHne 4yepes CNMHHOW Mo3ra

CEHCOPHOU NMHAOPMaLMKN N OCYLLIECTBSAET ABUraTENbHbIV
KOHTPOSb



Kputepun guarHocTmku cMHgpoma
0eCnOKOWHbLIX HOT

1. UMmnepaTtuBHble (NnOBeNUTENbHLIE) XenaHnsa ABuraTb KOHEYHOCTAMU B
CBA3W C nNapecTesnamMmu (amnsecrtesnammn) B HUX (3yasiiue, ckpebyliue,
Konwwime, Aassiluue, pacnupatolme olgylieHus, mo3sxauwiasa 0onb).
Uawe B rnybuHe roneHen, npu nonuHemponatum — B crtonax. [lpwu

NPOrpeccmMpoBaHnm NayT BBEPX.

2. CumnTOMbl 00s3aTENbHO YCUIMMBAKOTCS K BEYEPY WM HOYbIO.
Makcmnmym nposasneHumn ot 24.00 oo 4.00

MUHUMYM OT 6.00 g0 10.00



Kputepun agnarHoCcTMKM cuHgpoma
0eCnOKOUHBLIX HOT

3. BonbHOM OCO3HAaET, YTO ABUMXKEeHne obner4yaeT COCTOSHUE.

4. YcunneHune unm nosiBneHne CUMNTOMOB B MOKOe (Koraa O0rnbHOM NexuT
U cnauT).



KnnHnka nvamonaTtnyeckoro cmHapoma
0eCnoKOUHbLIX HOT

e B nepBble 3 AgecATuneTus

® 30-92% ceMenHbIX cny4vyaeB — ayTOCOMHO-AOMUHAHTHbLIN TUM
nepeaayn ¢ NOYTU NOSIHOM NEHETPAHTHOCTLIO, HO
BapnaberibHoOW 3KCNPEeCCUBHOCTLIO

e CMMNTOMbI COXPaHATCS B TEYEHMNE BCEN XKN3HW,
hMIOKTYMPYIOT, MOTYT ObITb CMOHTAHHbLIE PEMUCCUN



KnnHnka BTOpU4YHOro cmHapoma
6eCnoOKOUHbIX HOT

e [locne 45 net

e Camble YyacTble NPUYMHbIL: 6BEpEMEHHOCTb, ypemMus, 4ednunT
)Xenesa + CM. BblLLE

e KypeHue n ynotpebneHune ankorons He BAnsSOT
e CMNTOMBI MPOrpeccupyroT 6uICTPO
e Pemuccum peako



[Mepuoanyeckue AoBMXKXeHUA KOHEYHOCTEN
NOK
° B<(>3H|/'E£1+0T)Bo cHe y 80% ¢ CbH

- PUTMNYHBbIE KpaTKOBPEMEHHbIE NOAEPrMBaHNS, Yallle B HOrax, HOCAT CTEPEOTUMHbIN
XapakTep 1 BKITOYatloT ThiflbHOE crnbaHne 6onbLUnX nanbLUeB CTOMbI, MHOrAa C
BeepooOpa3HbIM pacxoxgeHnem Apyrux nanbLeB unu crnubaHmnem Bcer CTonsbl.

- B TakenbIx cny4vaax — crubanme Hor

- NAK npogomnxatotca 0,5-5 cekyHa n Bo3HmkatoT cepusimm ¢ nutepeanamm B 20-40
CEeKYH[ Ha NPOTSKEHUN MUHYT N YacoB

- IHTEHCMBHOCTb NAK XOPOLLUO KOPPENUPYET C MUHTEHCUBHOCTBIO COH — MOXET ObITh
0OBEKTMBHbBIM KPpUTEPUEM MPU MONMCMHOrpadoum



CuHykneumHonaTtum
bone3Hb [lapkUHCOHA, MyNETUCUCTEMHAA aTpous, AeMeHLUA C
Tenbuamu JleBu

e [1pn 6onesHu lNapknHcoHa xapakTepHbl ABUraTeNbHbIE CUMMNTOMBbI:
aKMHe3us1, ANCTOHUSA, KpaMMn, CHUKEHNE MOOUNBHOCTM BO CHE

e [10604YHbIe ABNEHUA Ha3Ha4YEeHMA NPOTUBONAPKMHCOHNUMECKUX
npenapaTtoB — 6€CCOHHMLA, CNYTAaHHOCTb, rantoLnHaLmn,
N36bITOMHaA JHEBHAA COHITMBOCTb, MPUCTYNbI 3aCbINMaHUS

e [1pn BCcex cuHyknenHonaTtusix: RBD, CUHAPOM BECMNOKOMHbBIX HOT

e RBD nNpuv cMHAPOME NMapKMHCOHM3Ma acCoOLMMPOBAHO C KOTHUTUBHbIMM
N BEreTaTMBHbIMW HapYyLLEHNAMMN

e OOCTPYKTMBHBLIE arnHO3 NPU MYNBETUCUCTEMHOW aTpodumn
accounnpoBaHbl € NMIoxXmm nNporHo3om, Heobxoanma CPAP-Tepanus



[TnaH obcneagoBaHuA nauueHTa Cc
CUHAPOMOM OECnOKOUHbLIX HOT

e OOWMM aHaNn3 KPOBU

e XKeneso KpoBu, peppuUTUH

e KpeaTnHWMH, MO4eBUHa, anT, acT, ounnpybuH

e [ TNKNPOBAHHbLIN reMorroouH

e /IcknoueHne naTtonorum WMToBUAHON Xeneabl

e [1py HEOOXOOANMOCTN — CTUMYNSALMOHHAS
aneKTpoHenpomuorpadud

e /IckntounTb 3aboneBaHnA CNMHHOIO MO3ra
e OOcnenoBaHmne nepndepuyecKkmnx cocynonB



rnevyeHue cuHapoma 6ecrnoKOMHbIX HOT

1.  OrpaHn4nTb KOeUH-cogepxaLume NpoayKThbl.
2. CorpeTb cTOMbI.
3. OTmeHUTb

HEWUPONENTUKW,

MeToknonpammg (aHTuagodamMmHeprm4eckoe cpeacTao),

BCe aHTUaenpeccaHTbl (Tpuymknndeckne, CNO3C),
agpeHOMUMETUKU (TepOyTanuH — ne4yat 3aboneBaHnsa Nnerknx),
aHTUTMCTaMUHHbIE (KpOMe HenpoHUKarLWmnx Yepes [ Ob),
aHTaroHUcTbl H2 peuenTopoB (paHUTUANUH),

aHTaroHUCTbI KanbLUus,

beTa-brnokaTopsl.



rnevyeHue cuHapoma 6ecrnoKOMHbIX HOT

4. [lodpammnHeprmnyeckume cpeancrtsa
-[penapatbl nesogonbl — MUHMMAarbHbIE O03bl
- ATOHUCTbI 4OPaMUNHOBLIX PELENTOPOB

npamunekcon ot 0,125 Mmr, TUTpoBaThb 403y C LLWaromMm B 2-14 AHeN 0o 1 Mr
— «30510TON CTaHOapT»

[Tnpnbeaunn ot 50 Mmr 4o 100-150 mr.

HapyLleHnss UMMynbCHOro KOHTPOMs (UrpoMaHus, LWONUHI, dyrnemus)
ObIBalOT pegko



re4yeHne cMHApomMma 6eCnoKOUHbIX HOT

5. AHTUKOHBYNbCAHTbl — OCODOEHHO npwu COYeTaHun cC
HeBponaTnyeckon 60sbLo

[MperabanuH ot 75 Mr 4o 300 mr
[@abaneHTnH 0o 600-1200 Mr — Npu YpEMNU MEHbLLE



re4yeHne cMHApomMma 6eCnoKOUHbIX HOT

[1pyrne npenaparthbl:
beH3oaunasennHbl —KfioHasenam go 1 mr
Onnownabl (Tpamangon)
TpasagoH ans Hopmanusauuy cHa

BO3MO>XHO COMEeTaHue 1 poTtauna npenapaTos



PaccTpoucTtBa ABMXeHUSA BO CHe —
PUTMUYECKUe ABUratesribHble pacCTPOUCTBA

® 8% nonynauuu
e Yyalle y Marnb4uKkosB, 4:1

e BueHue ronoson — et oo 1 roga, NOAHMMAETCS Ha BbITAHYTbIX
pykax n obetcs Nnbom B NoayLUKy, packadnBaeT TyNOBULLE B MNO3e
Ha NOKTAX, CUOA MOXET ONTLCA 3aTbINIKOM O CTEHY.

e FlIKkTaumAa (ronoBoKavyaHue) — NeXnT Ha CnuHe, rnasa 3akpbiThl,
PUTMUYHOE CTEepPeoTUNHOe packaymBaHue TYMNOBULLEM WA
ronoBoW B3ad-Bnepen Unu M3 CTOPOHblI B CTOPOHY. [BuxeHus
nnaBHble U paBHOMepPHbIE. BO3HUKAET npenmMyLLeCTBEHHO nepen
3acbiNaHUeM Unm nocne nNpodyXaeHns, MOXET COMNPOBOXAaTbCH
MOHOTOHHbIMM 3BYKaMW. Y MalribMMKOB BCTpeYaeTcs B 2-3 pasa
yaile, 4em y gesodek. MoxeT ObITb CrneacTtBMEM CEHCOPHOW



XpoHMn4yecKoe paccTpoUCTBO NoBeOeHUsA BO CHe C ObICTpbiMMU
ABWXEHNAMMU rnas
— REM sleep behavior disorder (RBD)

e [loBegeHne B BMae ydactug B CODbITUAX CHA M aHOMarbHOEe OTCYTCTBME (PU3MONOrn4yecKom
MblLLEYHOWN aTOHUM B doasy ObICTPOro cHa (REM)

® MNauMneHT «y4aCcTBYeT» B CBOMX CHaX: DOKCUPYET, KpUYMUT, DEXNT.

e Y 90% nauneHToB U30nmMpoBaHHOE RBD KOHBEPTUPYET B HEMpPOOEreHepaTUBHOE 3aboneBaHne
(anba-cruHyKknemHonaTuio)

RBD — onuTeribHO TeKyLlasa npoapomanbHas pa3a CUHYKNenHonaTum
BO3MOXHO HY>KHO OTHOCUTbLCSH KaK K TOUYKe OTCYeTa B Te4eHUU CUHYKIIenHonaTtum
60% 60nbHbIX 60re3HbIo NapknHCcoOHa nMmetoT RBD

BcTtpevaeTcs y 60nblUMHCTBA NAUUEHTOB C MYNLTUCUCTEMHOW aTporen n 4eMeHUMEN C
Tenbuamu Jleeu, 4acto npu bonesnn Madapo-[xo3eda.

e BbiCcoKkMi pucK aTUX 3aboneBaHuin NpyM COMETAHNN CO CHUXEHNEM ODOHAHUS, Aenpeccuen,
YMEPEHHbLIMN KOTHUTUBHLIMW HAPYLUEHUAMU, HEAEPXKAHMEM MOYU

e Tepanua KrnoHasenamom
Mahowald et al,Neurology, 2018



Cortical activation

REM d¢ra3a B Hopme

HENPOHbLI ObICTPOU (pa3bi:

e SLD — rmyTamaTeprnyeckoe
cybnaTtepogopsansHoe
NOKPbILLEYHOE AP0

] ® GiV — GABA- 1
B MULMHeprmyeckoe
i ‘ MMraHTOKNeToOYHbIe
— BEHTpanbHOe PeTUKYNsipHOE

. |
—-) Excitatory pathways REM-ON newrons B i ﬂ,ﬂ,pO

SLD BO30Yy»XOaeT HEUPOHbI GIV
GiV nogaBnaeT MOTOHEUPOHbI

--------- { (nhibtory pathways 0 Wake and REN-ON neurons

THENDS n Nsgroscsnces

John Peever’, Pierre-Hervé Luppi’, and Jacques Mon:';plaisir3 Trends in Neurosciences May 2014, Vol. 37, No. 5
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Cortical activation

Key
ey [xcitatory pathmays @ REM-ON newrons

--------- { InhibRory pathways ‘ Wake and REN-ON neurons

Spinal motomeurons

:

REM sheen Monia

RBD - natonorug

[erHepauus SLD u GiV nuwiaet
HENPOHbLI UCTOYHUKA MHIMOULINW,
4YTO MNO3BOJIAET MOTOPHOW KOpe
BO30Yy>KOaTbCsl YepEe3 CTBONOBbLIE
PETUKYNAPHLIE HEVPOHbI U
BO3HMKAKOT MOTOPHbIE
HapyLweHNs NoBeaeHNA B
ctaguto REM cHa

John Peever', Pierre-Herve I.'ij‘ppiz, and Jacques Montplaisir’  Trends in Neurosciences May 2014, Vol. 37, No. §
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e CriyxoBown cTapTn-pedonekc
peannsyeTca TEMU Xe
CTPYKTypamm

e OCHOBHOW €ro LUEHTP —
neayHKYNnNonoHTUHHOE A4P0

e CrniyxoBown cTpaTpn-pednekc
OTCYTCTBYET UIN CHUXKAETCH
npu 6onesnHu NapknMHCoHa

e CTapTtn-pedriekc
noBpexgaeTcs npu
N3011MpoOBaHHOM RBD 1 npwu
bones3Hun NapknHcoHa



HapyLweHUusa CHa, cBA3aHHbIe
C HeBpONnormM4eCKMmMmn
3aboneBaHnAMM



Taynatum
Bone3Hb AnbLurenmepa, HaobsAaaepHbIN Napanuy, KOpTUKoba3anbHas
AereHepauus
e [1nsa 6one3Hn AnbureMmepa XxapakTepHbl
® TPYAHOCTN 3acbiNaHusa n NpobyxaeHus,
® NPEpPbLIBUCTbIN COH,
® 1HEBHASA COHIMUBOCTb,
® JMM304bl HENPEOAONMMOro 3achlinaHnUsa U MMKPOCHA
® /IHCOMHMS, CHOXOXOEHUS, HOYHbIE OODMOPOKY,
® MICNX03bl N HUKTYPUS

e HapylueHus gbixaHna Bo CHe npu bonesHn AnburermMmepa accoumnpoBaHbl C
NJIOXNUM MPOrHO30M

e [leueHne npu bonesHn Anburenmepa: MenaToHUH U CBETOTEPaNUS



Taynatum

bone3Hb AnbuUurenmepa, HaabAAEPHbLIU Napanuy,
KOpTUKOOa3anbHaa aereHepauus

e [1na nporpeccupytowiero HagvaaepHoro Napanuya n
KopTtunkobasanbHoun [lereHepaunn (HO He ana bone3nn Anburemnmepa)
XapaKTepHbl ANCTOHUU N KpaMnn



NHCcynbT

eHanbornee xapakTepHbl HApyLLUEHUA ObIXaHNS BO
CHe.

el/IMeeTca obpaTHasi CBA3b MeXAy HapyLIEHUEM
ObIXaHUS BO CHE U MHCYNbLTOM



[MpobnemMbl CHa U PUCK KOTHUTUBHOIO CHUXXEHUS UNun
AeMeHLUN: OOHOBIEHHbIN CUCTEMATUYECKNN 0030p U

MeéTaaHaJlInu3

BbInu BKNOYEHLI cTaTbn Ha PubMed 1 eMBase, ony6nmMkoBaHHble A0 18 ¢peBpansa 2019 roaa.
PaccmaTtpuBanuch KOropTHbIe UCCIeaoBaHWA, U3y4yatoLlue AoNroCPOYHYO CBA3b KaYyecTBa CHa
C KOTHUTUBHbIM CHUXEHUEM Unn gemeHunen. [insg metaaHanmsa otobpaHa 51 koropTa ¢ 15
pasnu4yHbIMKU Npobnemamu.

e C noBbIWEHHBIM PUCKOM KOTHUTUBHOIO CHMXXEHUA BNNOTb A0 pa3BnTnAa gemMeHuunmn Obinu
LHeCTb r|p06r|eM, blJI NMpeacTaBli€Hbl JOKa3aTeslibCTBa CpegHEro i BbICOKOIo ypoBHA.

e 0OeccoHHMUa,

e JoparMeHTUPOBAHHLIN COH,

e OHeBHada ANCAYHKUMUS,

e OnuTenbHasa pasa NoBEPXHOCTHOIO CHa,

® PACCTPOMCTBO NOBeAEHUS BO BPEMSA CHa C BbICTPbIMU ABUXEHUAMMU rnas U
® Ype3MepHoe BPeMS B MOCTENN.

Bbina BbisiBNeHa U-obpasHasi CBA3b PUCKOM KOTHUTUBHOIO CHUXKEHUS U MPOAOIIKUTENBHOCTbIO
CHa (MeHee 6 YacoB 1 bonblle 9 YacoB — 6orbLLE PUCK).

Xu W. et al. Sleep problems and risk of all-cause cogni:ve decline or demen:a: an updated systema:c review and meta-analysis.
Journal of Neurology, Neurosurgery & Psychiatry. 2020; 91: 236—244. DOI: 10.1136/jnnp-2019-321896.



Cnacmbo 3a BHMMaHue



e B cnamgax bacceTtn n MUrpeHb eCcTb AN AnarHo3 Hapkosencum
e MoXXHO 100aBNTb B3pbIBaOLLLYHOCH FOfIOBY



