HAPKOAEINCHA



OlNPEAEAEHUE

HapkoaAencus (c rpey. — «B3siTUe B oL,eneHeHne)
ABAseTca GOPMOM FTMNEPCOMHUM U OMPEAEASeTCS KaK
3aboAeBaHWE HEN3BECTHOM 3TUOAOT UM,
XapaKTepusyioLieecss YpesMepHOM AHEBHOM COHAUMBOCTbIO,
MAOXMM Ka4YeCTBOM HOYHOIO CHa, KaTanAeKCUEN U
NaTOAOTMYECKUMMU NMPOSIBAEHUAMMU ObICTPOro cHa y
6OAPCTBYIOLLLETO YEAOBEKA.
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Jean-Baptiste-Edouard Thomas Willis William John Adie
Gelineau (1621-1675) (1886-1935)
(1828-1906)

http://www.neurosar.ru/>keAuHo-60Ae3Hb/



PACMPOCTPAHEHHOCTb

* PacnpocTpaHEHHOCTb HAPKOAEMCUU B MOMYAALLUM COCTABASIET
0,03-0,16%.

* B CLUA pacnpocTpaHeHHOCTb HapkoAencuu coctaBaseT 0,5—1 Ha
1000 >xuTeAen.

» Camas BbicoKasi pacripoctpaHeHHocTb B AnoHuun (| Ha 600
4YEAOBEK).

* Camas Huzskasa — B MN3panae (I Ha 500000 >kuteaen).

* B ctpaHax CHI anuaemunonornyeckue pAaHHbie MO HApKOAEMNCUM
OTCYTCTBYIOT (BEPOSITHO, B CBSAA3M C HEAOCTATKOM OMbITa
ANArHOCTUKMW).




MKB-10

Tabn. 1. KnuHuyeckue chopmbl HAPKONENCHKU COrMacHo MeXayHapoaHbIM Knaccudukaumsam ¢ kogamm MKb-10

un MKPC-2
AHINOA3bIYHbIA TEPMUH PycCKOSA3bIYHbIA TEPMUH Kog MKb-10 | Kog MKPC-2
Narcolepsy with cataplexy Hapkonencus ¢ katannekcuen | G47.41 347.01
Narcolepsy without cataplexy Hapkonencus 6e3 katannekcun | G47.42 347.02
Narcolepsy due to medical condition | BropuyHaa Hapkonencus G47.43 34710
Narcolepsy unspecified Hapkonencus HesicHoro resesa | G47.40 347.00

COBPEMEHHbIE MPEACTABAEHUA O HAPKOAEMNCKMK C ONMMCAHMEM KAMHUYECKOTO
HABAIOAEHWA Pemusesny P.C., Kypacos E.C.



S2TNOAOIMNA

AyTocoMHo-pAOMMHaHTHas MyTauusa B reHe HCRT, koanpytowem
H6eAoK-NpeALleCTBEHHMK MTMMNOTaAAMUYECKOrO HEMpOMenTMAa

OpeKCcUH-AMraHAHasA HEAOCTATOYHOCTD
AereHepauys opeKCMHOBbBIX HEMPOHOB

MyTaunsa reHa npenporMnoKpeTmnHa (NpeALllecTBEHHUKA
OPEKCUHA)




[MATOIEHE3
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MctamuH  HopagpeHanuH

TopMoskeHMe HoOpaApPeHeprUiecKMX HEMPOHOB U
BonpcTaceanve yCMAEHME aKTUBHOCTU TOPMO3HBbIX

A ATV [PV T ramupmHeprmndeckux n FAMK-eprmuyeckmnx HempoHax
Al Ll — npeacTaBAsieT coboit TOT MeXaHM3M, KOTOpbIN

, ‘ BBIKAIOYAET MbILLEYHbINA TOHYC BO BpeMs BbICTporo
Karannexcus CHa M NMPUCTYMOB HAPKOAEMCUM.

CoH

B. M. KoBaAb3oH «OcHoBbl cOMHOAOrMMY, FAaBa 3.201 2.
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Pacnpeanenenue CuHee NnaTHo MonykpyxHoe sapo
8 Moare BeHTpansHas nokpbilwka Ty6epoMmaMmmMunnapHoe sapo
BenTpoMmeavansHbii runoranamyc Adop3omeaunansHoe
Anpa wea AO0PO runoTanamMmyca
JNlatepoanop3ansHas/ Bed nucleus stria terminalis
NMeayHKynoNOHTUHHASA NOKPLILLIKA MapaBeHTpukynsapHoe
Bed nucleus stria terminalis TanaMmumyeckoe s4apo
NMapaseHTpukynapHoe MapaseHTpukynspHoe
Tanamuyeckoe aapo rmnorTanamMmumyeckoe sapo

B. M. KoBaAb3zoH «OcHoBbl cOMHOAOrMMY, rAaBa 3.2012.



Jdop3anbHbie
sapa wea
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/- CpeavHHbie
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BazanbHas obnactb
nepenHero Moara

CuHee naTHO
NpeonTuyeckas J’lareponopaanbuaq
obnacte \ NOKPbILLKA
BeHTponaTtepansHas
npeonTuYeckas
obnacTtb MaMMUIIISPHOE
rniotTamMar A0po l'lep,yHKynonOHTMHHaq

Mlamma-amMmHoMacnaHas NOKpbILLKa

kucnorta, FAMK OpekcuH

— NlarepanbHas runotanamu4eckas obnacrb
NepudopHmkansHas obnactb

HelpoHbl, akTuBHbIE B 60APCTBROBAHUM
. HehpoHbl, aKTUBHbIE BO CHEe
HelpoHbi, akTUBHbLIE B OLICTPOM CHe
—e Bo3byauTtensHblie (aKTUBUPYIOLWME) BNUAHUSA

v TOPMO3HbBbIE BINAHURA
B. M. KoeaAb3oH «OcHoBbl cOMHOAOTUMY, FAaBa 3. 201 2.
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B. M. KoeaAb3zoH «OcHoBbl cOMHOAOIMMY, rAaBa 3.2012.



KAACCHMOUKALINA

CoraacHo MexayHapoaHoWM

KA&CCM(I)MK&LI,MH 3a6OAeBaHMF|, NMpEACTAaBAEHHAaA B

KAaccMbUKaLMKM PacCTPOMCTB CHa ANarHocTMyeckom M CTaTUCTUYECKOM PYKOBOACTBE MO
TpeTbero nepecmoTpa (2014), BoiaeAsitoT: ncuxudeckum pacctporcteam (Diagnostic and Statistical

Hapkoaencuio nepeoro tmna (c

Manual of Mental Disorders — DSM-5, 201 3):

KaTarnAeKcuen) HapKOAerncusa 6e3 KaTanAekcum ¢ AePpULMUTOM rMNOKpeTUHA
Hapkoaencuto BToporo Tvna (6e3 HapKOAeNcUsa C KaTanAekcuen b6es poebmumTta runokpeTmHa
KaTarnAeKcum)

dYTOCOMHO-AOMMUHAHTHAaA MO3)XX€4YKOBaA aTaKCUA, TAYXOTa U
HapKOA€ENcuA

Ay TOCOMHO-AOMMWHAHTHAs HaApPKOAEMCUSA, OXKUPEHUE U
caxapHbii AnabeT BToporo Tuna

BTOPUYHasA HApPKOAEMCUSI BCAEACTBUE APYTrMX 3aboAeBaHUM



KAMHUKA

*AebtoT vaue B BospacTte |5—25 aerT.

* AHEBHas COHAMBOCTb C MMMEPaTMBHbIMM MPUCTYNamMu 3acbinaHus. [puctynbl HapkoAencuu ('coHHble aTaku")
MPOAOAXAIOTCH OKOAO |5 MUH.

*[lpucTynbl KaTanAekcun (NOTEPU MbILLEYHOTO TOHYCA, Yalle Ha $oHe amoumi). KaTtanaekcms npobykaeHUs U
3aCbIMaHus.

* Bo BpeMs 3acbinaHMsa xapaKTepHbl FTMMHArorM4eckme raAAloLMHaLmMm (CHOMoAObOHbIE BUAEHMS), CHUXKEHME
MbILLEYHOrO TOHYCa, MHOTAQ OTMEYaloTCs ABUraTEAbHblE aBTOMaTM3Mbl — OOAbBHOM COBepLUAET NOBTOpPSIOLLMECS
CTEPEOTUNHbIE ABUXKEHUS, HE pearMpys Npy 3TOM Ha BHELLHME CTUMYAbI. Bo3MOXKHO BO3HMKHOBEHME MapaAnya cHa.

* [NpocbinaeTcs camocToNATEABHO, YYBCTBYET ceb OTAOXHYBLUMMU B T€YEHUE NMPUOAUBUTEABHO 2 M.
* B AanbHelWweM 1 MexAy Npu cTynamm 60AbHOM MoXKeT ObiTb HEBHUMATEAbHbIM, BSAbIM, 6€3bIHULMATUBHBIM.

* HouHoWM coH HapylwaeTcs YacTbiMU NPOBY>KAEHUAMMU, CONMPOBOXKAAETCA PasAMYHbIMM pOpMaMM MAPACOMHUM.



CTEMNEHN TAXECTUN HAPKOAEINCKHNI

KH(ICC“Q{’UK(U‘U}I HApKonencuu no cmeneHu msaxcecmu

Jlerkas Jlerkas cCOHNMBOCTD, CONPOBOXK/IaeMas 3aChllIaHNEM TO/IBKO BO BpeMs OT/IbIXa U1K B C/Tyyae
CHWDKEHUA KOHLIEHTpauuy BHUManus, [IpuBoguT K He3HAYMTE/IbHBIM HAPYIIEHUAM
coumanbHON U npodeccuoranbHoi gearenbHocT. [lo ganusiv MTJIC, natenTHOCTD CHA
cocrasysger ot 10 1o 15 munyT. [Ipucrynsl karannekcun HabMOJAIOTCA pexe OJJHOTO pasa
B HeJle/mo. YPOBEeHb COHIMBOCTY 110 DNBOPTCKON miKane - 10-12 6anios

Cpennss 3acelnanye 1npyu o4eHb J1erkoit pusnyeckoit Harpyske, Tpebyioleit yMepeHHo!
KOHLIEHTpaLuuu BHUMaHuA. [IpyBoguT K yMEepeHHbIM HapyIIEHUAM COLMAIbHOMN
unu npodeccuonanbHoit gearenbHoctu. Ilo ganubim MTJIC, narenTHOCTD COCTaB/IsAET
5-10 munyT. ITpucTynsl Karanaekcum MMEIOT MECTO KaK MUHMMYM OJIMH pa3s B HEJIe/IO.
YpoBeHb COHMMBOCTY 110 DNBOPTCKOI 1mKate - 13-17 6annos

Taxenas 3aceinanue Bo BpeMs (pU3n4ecKoil eaTeNbHOCTH, Tpebdyiolei 1erkoi
WIM YMEPEHHONM KOHLIeHTpauuy BHUMaHuA. [IpuBoguT K 3HaYnTe/IbHONM COLMaIbHON
u npodeccnonanproit gesagantauun. ITo ganusiv MTJIC, nareHTHOCTD MeHee 5 MUHYT.
[IpucTynpl KaTaneKCMm 0OTMEYAIOTCA KAK MUHMMYM OJIMH pas B [IeHb. YPOBEHb
COHJIMBOCTHU 110 DINBOPTCKON 1iKasie — 17 6annos u Bbiwie

Hapkoaencus:coBpeMeHHble MPeACTaBAEHUS O NaTOPU3UOAOTUMU MeToAax AeveHus A.B. 3axapos, E.B. XusuHuesa, M.E. MNosepeHHoBa, T.B. PomaHoBa









ANATHOCTUNKA

|) KAMHMYeckue Kputepum:ypeamepHasi COHAMBOCTb,
BO3HMKaIOLLASA MOYTU EXKEAHEBHO B TEYEHME MO KPaMHEN Mepe
Tpex MecsLeB, BHE3anHasi ABYCTOPOHHSASA MOTeps MbILEYHOro
TOHYCa, pa3BMBalOLLAACA B OTBET HA MUHTEHCMBHbIE 3MOLUMU
(KaTanAaekcus).

2) MHo>kecTBeHHbIM TecT AaTeHTHOoCcTH cHa (MTAC).
3) DnBOpPTCKas LLUKaAa.
4) MNoancomHorpadus.

5) TecT noaAep>kaHus 6OAPCTBOBaHMS.
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MHO>KECTBEHHbIN TECT AATEHTHOCTU CHA
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Hours of sleep

Hopma Hapkoaencus

COBPEMEHHbIE MPEACTABAEHNA O HAPKOAEMNCKWKN C ONMUCAHUEM KAMHUYECKOTIO HABAIOAEHNA

https://supersleep.ru/mTac/
Pemuzesuny P.C., Kypacos E.C.



NMOANCOMHOIPADINA
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W - Bogpereosanme;, REM — dasa bpictporo cra; 1, 2, 3, 4 - crapm ¢ asel MegmeHHOT0 cHa
MT - spema geroxernn, UC - exmaccudmmpyenpre snoxs, ARTF - apredaxTer,
[To ocu abeipee — BpemMa perue TpaIMy cHa




EPWORTH SLEEPINESS SCALE (ESS)

Rate the chance that you would doze off during the following 8 routine daytime

situations.

0 = Would never doze

1 = Slight chance of dozing

2 = Moderate chance of dozing
3 = High chance of dozing

Situation

SHENG O TERAMEG . oo v rovsanrwricue o momiswmm s sm e Sew e ae s ass
WEBHIE TN oo s ot e e hin: saaemnsm e eieasoms
Sitting, inactive in a public place (e.g. a theatre or a meeting) .......
As a passenger in a car for an hour withoutabreak ...............
Lying down to rest in the afternoon when circumstances permit .. ...
Sittitig and tRlking 10 S80MEONE . .o« s ivwaian s as vaiaases

Sitting quietly after a lunch without alcohol ......................

In a car, while stopped for a few minutes in the traffic .............

Chance of dozing

Score:

0-10 Normal range
10-12 Borderline
12-24 Abnormal

http://www.sleepwellorthotics.com/screening-sleep-apnea-snoring/



AEYEHME (1)

A\euyeHue AHeBHOM COHAMBOCTM.

[lpenapatbl NepBOMN AUHUMU:

* MoaadUHMA (NCUXOCTUMYAUPYIOLLLEE AEMCTBUE)
*ApMoAadUAUH

[Ipenapatbl BTOpPOW AUHUM:

* MeTuardeHmaat (aBaseTcs MHIMOUTOpOM obpaTHoro 3axeaTta HA
n AodbaMuHa).

* AMdeTaMmHbI (coveTaHMEe AeKcTpoaMdeTammHa/ampeTaMmnHa U
AEeKcTpoaMdeTaMmHa/amPpeTaMuHa CyAbdaTa).



AEYEHME (2)

AevyeHue KaTanAeKkum.

[lpenapatbl NepBor AUHUMU:

* OkcnbyTupat HaTpus (BsaumoaeincTsyet ¢ npe- u noctcuHantudeckumn FAMK | v
AMK; peuentopamu, uameHseT GyHKUMOHMPOBaHUE Ca?*,K* u CI kaHaAoB, MoaaBAsieT
BbICBOOOXAEHME TOPMO3HbIX MEAMATOPOB U3 NMPECUHANTUYECKMX OKOHYAHUM U Bbi3biBaET
MOCTCUHANTUYECKOE TOPMOXKEHUE).

[lpenapaTbl BTOpOM AUHUM:

* CO3C c akTmBUpYIlOWMM AeicTBUEM — PpAayoKceTUH 20—60 Mr/cyT n nopobHble eMy npenapatbl,
BeHAadakcmH 75-300 mr/cyT, ummnpammn 25200 mr/cyT, khommnpamun 25-200 mr/cyT.

*Bo3MOXXHO NpuMeHeHMe aHTUKOHBYAbCAHTOB, Hanpumep KapbamasenuHa B oo03e 200—400 mr/cyT.



AEYEHME (3)

KynupoBaHua HapywieHMAs HOYHOrO CHa:
* UMMAA3ONUPUAUHDI (3oAninaem) Ao3e 5—10 mr/cyT
* LUKAOMUPPOAOHBI (30MUKAOH) B Ao3e 7,5 mr/cyT

* MEAATOHUH B A03e 2—3 Mr/cyT




PITOLISANT

Study 1: Reduction in ESS Score from Baseline*

Placebo WAKIX
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https://ru.qaz.wiki/wiki/Pitolisant https://wakixhcp.com/dosing/ 8 P=0.03 versus placebo
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