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Ilpusedeno onucanue 08yx ciyuaes napkoiencuu ¢ debromom 6 npenybepmamuom nepuode. OcodeHHOCmbIO IMUX
cayyaes AGIAIOMCs KAUHUYECKUL NOTUMOPPUIM CUHOPOMA KAMANLEKCUU 8 8UOE COYCMAaHUs NAPYUATLHOU U 2eHepa-
JU306AHHOU KAMANAEKCUU, A MAKJICe PA3GUSUIeECs 6 PAMKAX 30001e6anus Hapywenue nuueeo2o nosedenus. Pac-
CMAMPUBAIOMCSL 6ONPOCHL IMUOLO2UU, NAMOLEHE3d, KIUHUYECKUX NPOSIGLEHUN, OUACHOCMUKY U 1eYeHUs HAPKOTEeNCUU
¢ Kamaniexcuetl ¢ 0edromom 8 npenyoepmamnom 603pacme.
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The article reports two cases of narcolepsy with the onset in the prepubertal age. The specificity of these cases is the
clinical polymorphism of cataplexy syndrome that is the combination of partial and generalized catalepsy with eating
disorders. The aspects of etiology, pathogenesis, symptoms, diagnosis and treatment of narcolepsy with cataplexy
with onset in prepubertal age are considered.
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Hapxonencuss — peakoe 3a0ojeBaHHe, XapaKTepH-
3yIolIeecsd Ype3MEPHOM JTHEBHOM COHJIMBOCTHIO, Kara-
IJIEKCHEeH, TUIOXUM KadeCTBOM HOYHOTO CHA, COHHBIM
napajanyoM, THITHATOTUYECKUMH M TUITHOTIOMITHYECKH-
MHU raumourHanuami [ 1, 2]. B coorBeTcTBUM ¢ Mexay-
HapoJHOH kiaccudukanueid paccrporicts cHa 2005 T.
BBIJICTISIIOT HAPKOJICTICHIO C KaTalJIeKCHeW, HapKOJer-
cuio 0e3 KaTarieKCUy ¥ BTOPUYHYIO HapKoJemncuio [4].
PacmipocTpaneHHOCTh 3a005I€BaHUS B TIOMYJISIMHA Ba-
prupyet ot 0,03 no 0,16% [3]. OauHakoBO yacTo OHa
BCTpeyaeTrcs y MYKYMH W JKeHIIWH. PacrpocrpaneH-
HOCTb HApKOJIETICUH C KaTarJIeKCHEH B CPEIHEM B MOMY-
nsauu coctapisieT 1:2000 gyenosexk [11]. s moaTBepx-
JICHUSI TMarHo3a HapKoJiencuu TpeOyeTcst MpoBeIeHNe
HOYHOTO TIOJINCOMHOTPA(UUECKOTO WCCIEIOBAHHUS C
MOCIEeYIOIMM MHOXKECTBEHHBIM TECTOM JIATCHIIMU CHA
(MTJIC). MTJIC mpencraBnsier co0oii BapuaHT TOJH-
coMHOTpaduu, HaleNeHHbIM Ha ONpeACIeHUE TOJBKO
BPEMEHHM 3aChITIaHMS TAllMeHTa W JATEHTHOTO Teproja
¢as3el cHa ¢ ObicTphiMu ABwkeHusMH a3 (OCBIAD).
OTOT TECT MPOBOASAT Cpa3zy MOCIie HOYHOTO TTOITMCOMHO-
rpaduuecKoro MCCIeA0BaHUs, KOTOPOEe MPU3BAHO MOJ-
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TBEPJIUTh HAJIMYUE JOCTATOUHOTO KOJIMYECTBA BPEMEHU
CHa HOYBIO (HE MEHee 6 U) M OTCYTCTBUE APYTHX MPUIHNH
COHJIMBOCTU (OOCTPYKTHBHBIE allHO? BO CHE, MEPHOJIHU-
YecKHe NBIKCHUS KOHEYHOCTEeH Bo cHe). [Ipu mposeme-
Huu MTJIC manuenTta B TedeHUE AHS C UHTEPBAIOM 2 9
(Bcero 5 pa3) yKIaapIBalOT CIIaTh B 3aTEHEHHOM ITOME-
mieHud Ha 20 MHH, MOCTE YEro OMPEICNSIIOT CpeaHee
BpEeMsI 3aChIIaHKsI U KOJIMYESCTBO 3aPETUCTPUPOBAHHBIX
ciayuyaeB OCB/I.

B nenuarpuyeckoil MpakTUKE BBIACISIOT HAPKOJIEI-
CHIO C JeOI0TOM B MpenyOepTaTHOM, MyOepTaTHOM M
nocTiyoepraTHOM mepuonax. B o63opax nmutepaTypbl
0 JJAHHOH MTPOoOIIeMe TPUBOASITCS CIEAYIONUE TaHHbIE:
y 50% mnarmeHToB JIeOI0T 3a00IeBaHMs IPUXOAMICS Ha
BO3pacT a0 15 net, menbiue yem y 10% — muaame 5 net
[7]. HanGonpime AUarHoCTUYeCKHE TPYJAHOCTH BBI3bI-
BaeT HAPKOIETICUS ¢ Je0I0TOM B MperyOepTaTHOM Iie-
puozne, Korjaa B CpeIHeM MPOXOTUT OKOJIO 5 JET MEXIY
MOSIBJICHHEM TI€PBBIX CUMIITOMOB W ITOCTaHOBKOW JHa-
THO3a, YTO MOXKET OBITH CBS3aHO C HEAOCTATOYHOM WH-
(hopMUPOBAaHHOCTHIO Bpaveld O JaHHOM 3a00JIeBaHWH.
B nuTeparype npeacTaBieHbl JHIb ¢IMHUYHBIC ITyOITH-
Kallu{, NOCBSALICHHbIE HAPKOJIENCUN y aerei [7, 9, 13].

[IpuBoauM 1Ba COOCTBEHHBIX HAOIOJCHUS HAPKO-
JIETICHH C 1e0I0TOM B MPEy0epTaTHOM BO3pacTe.

[TanueHTHl OCTYNWIN B KIIMHUKY C Kajobamu (Co
CJIOB pOJUTENEH) Ha MPUCTYIBI THEBHOW COHJIMBOCTH,
HapPYIIEHUS] HOYHOTO CHA B BUJIE YaCThIX HOYHBIX IPO-
Oy KIIeHHUH, 3MH30bI PE3KOH CITa00CTH, BO3HHKAIOIITHE
BO BpEeMsI CMeXa U CONPOBOXKIAIOIIUECS MAJICHUSIMU, T1e-
PUOAMYECKOE «OTBUCAHHME» HIDKHEH YeNocTH (BHEe3arl-
HOE, BO3HUKarollee 0e3 BUAUMON MPUYUHBI, JITUTEIIb-
HOCTBIO HECKOJBKO CEKYH]), HAaBS3UHBHIC TBUKECHUS B
pyKax u si3bIKe (3aJMpaHHe MaKH, TOYeCHIBAHUE KH-
BOTA, CIHHBI, HOT, BHICOBBIBAHUE SI3bIKA); TIOBBHIIICHUE
anrmeTruTa M yBEIMICHNE MACChI TeJIa; OOIIYI0 clIaboCTh,
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YTOMIIIEMOCTb, Pa3IpaKUTEIbHOCTD, 3aTPYIHEHHE KOH-
[EHTPAIIUU BHIMAaHUSI.

Y maunumeunTta P., 8 jer, BeImenepeuncIcHHbIC
JKAIOOBI BO3HUKIIM Yepe3 HECKOJNBKO JHEW Tocie Bak-
UHAIWN (MHAKTHBUPOBAHHOMN BAaKIIMHOW) OT KJICIIEBO-
ro SHIIe(auTa B CBSA3U C MIPOXKUBAHUEM B YHIEMUIHON
30He. OTMEYaIUCh 3IMU30/1bI THEBHOW COHIMBOCTH JIJTH-
TEIBHOCTBIO 10 3—4 4. Crajn HUCHBITHIBATH TPYIHOCTH
npoOykJeHus: 1Mo yTpaMm. PeOeHOK MOT 3aCHYTh Tepe[
TEJIEBU30POM, BO BpeMs enbl, Ha ypokax. [losBuimoch
CHOTOBOpEHHE BO BpeMs HOYHOro cHa. OTMeuaInch d1u-
307161 OTBUCAHU» HIDKHEH YEII0CTH, BHE3AITHbIE Tajie-
HUS, TIPOBOLIMPYEMbIE CMEXOM (JJIUTEIbHOCTHIO OKOJIO
30-40 c). Co3nanue IpH TOM BCeTaa OBIIO COXPaHEHO.
O0pamaeT BHUMaHHE U3MEHEHHE TUILEBOTO MOBEACHUS
MAIMEeHTa: TIOBBICHJICS alllIeTHT, CTaI OTJaBaTh MPE/Io-
YTEHUE BBICOKOKATIOPUIHBIM MpOoayKTaM (Oenblii xieo,
TeTbsMEeHH, OyJI0YKH, ChIp, OaHaHbl). 3a 9 Mec IpubaBwII
B Macce Tena 7 KL

YmanmuenTta A.,7 et gepe3 1 Mec moce Jier-
KOM 4YepernHOo-MO3roBOM TpaBMbI IMOSIBHJIACH THEBHAs
COHJIMBOCTD, CTaJ 3achlllaTh NP MOHOTOHHOM paboTe.
3aTeM NPUCOCAMHWINCH SIHU30AbI pe3kod cimabocTw,
TIPUBOAIINE K TAJICHHUSIM TIPY CMeXe 1 BOJHEHUH, TIepH-
OZIMYECKOE «OTBHCAHUE» HUKHEH YeNOCTH (BHE3AITHOE,
BO3HUKalOIIee 0e3 BUANMOM MPUUNHBIL, JITUTETEHOCTHIO
HECKOJIBKO CeKyHa). Hapymmuncs HouyHO# coH: oTMeva-
JIMCh YacThle HOUHBIE TIPOOYKJICHUS, TIOSIBHIIICH yCTpa-
aroIye CHoBHUIeHUs. [lalueHT cTam MeaTuTeTbHbIM,
paccestHHBIM, KallpU3HBIM, YXYAIIWIACh YCIEBAEMOCTh
B IITKOJIE. VI3MEHMII0Ch MUIIIEBOE MTOBEICHUE: TTPOCHITTAl-
csl HOUBIO M TIpocui ecTh. [Ipeamnourenue B ene oTaaet
OananaM. 3a 8 Mec npubaBuI B Macce Tena 7—8 K.

N3 anamHue3a >xu3Hu nauueHTta P. u3BecTHo, 4TO pe-
OeHok oT 1-ii GepeMeHHOCTH, MPOTEKaBIEH C Yrpo30it
npepeiBanust Bo Il Tpumecrpe, XpOHMUYECKON BHYTpH-
YTpOOHOH THITOKCHEH Tuiofa. Poel mepBbie cpouHble Ha
38-i1 negene, macca npu poxkaeanu 3100 1, nmuHA 52 M,
oreHKa 1o mkaie Anrap 8/9 GamioB. Pannee pasBurue
0e3 ocobenHocTel. C 4 JIeT He UCTIBITHIBAII IIOTPEOHOCTH
B JIHEBHOM CHE, HOYHOI COH 0e3 ocoOeHHocTel. B HacTos-
11ee BpeMsl YUHUTCS BO 2-M Kj1acce 00111e00pa3oBaTesibHON
IIKOJIBI, yCTieBaeMOCTh Xopormnasi. Cpemu COmyTCTBYIO-
nwmx 3a0oJieBanuii oopainaroT BHEMaHue yacteie OPBU,
JIApUHTOTPAXEHTHI, YaCThIe aHTUHBI. B 4 roa otMeuanach
anjepruyeckas peakiysi B BUJAE 3-JHEBHOTO MOAbeMa
temmeparypsl 10 40°C mociie MpoBEACHUs BaKIIMHAIIUU
(mpuBuBKa AMJRB — KOpb, KpacHyxa, IapOTHT).

W3 anamHe3a XHM3HHM TalWeHTa A. H3BECTHO, YTO
pebeHoK OT 2-1f OepeMEeHHOCTH, TPOTEKaBIIEeH ¢ TecTo-
30M Ha TIO3[IHUX CpoKaX. Pojbl BTopble cpovHbIe, Macca
npu poxaeHud 3550 1, ;yMHa 55 cM, OLEHKA MO LIKa-
ne Anrap 8/10 6annoB. Pannee pazButne 6e3 ocoOeH-
HocTed. B 7 yer moien B WIKOJY, YCIIEBAEMOCTb XOPO-
mrast. Co 2-ro Kiacca Ha JIOMaliHeM OOy4YeHHH B CBSI3U
¢ HacrosmuM 3aboneBanueM. Cpenn COITyTCTBYIOIINX
3aboseBanumii oOpainatotT BHuManue 4acteic OPBU. Ha-
CJIEJICTBEHHOCTh 110 HEBPOJIOTHIECKUM 3a00JICBAaHHUSIM Y
000MX MAIMEHTOB HE OTATOIICHA.

Takum 0o0Opa3oM, y MepBOTO MAIMEeHTa BO3MOXKHBIM
MTyCKOBBIM (DAKTOPOM pa3BUTHS 3200JICBAHUS 1O CITYKHU-
J1a BaKIIMHAIUS OT KIIEIIEBOTO HHIIe(alInTa, y BTOPOTO —
YepernHo-MO3roBasi TpaBMa.

B HeBpomornyeckom craryce y 0OOMX TAIMEHTOB
BBIIBIIIA TU(D(DY3HYIO MBIIICUYHYIO THIIOTOHHIO W Ha-
BA3YMBBIC IBMKEHUS B PyKax, s3bIKe (3aIupaHue Mai-
KH, TIOYEeCHIBAaHHE XKMBOTA, CIIMHBI, HOT, BHICOBBIBAHUE
s3p1ka). OTMETHIIN TIOCTOSTHHYIO JTHEBHYIO COHJIMBOCTH
Y TPUCTYIIBI 3aChINaHUi JHEM (IJIUTEIBLHOCTh IOCIe-
obenmeHHOTO0 CHa 4—5 U, BHE3AIHBIC 3aCHITaHUS TEpPe
TEJIEBU30POM, BO BpEMsI €/Ibl, IPUCEB Ha TUBaH, CO CJIOB
yUUTENeH, MalBiuK MOT 3aCHYTh Ha ypOKax), 4acThle
HOYHBIE TIPOOYKACHHUS, STIH30/bl MAPIUATHHOHN (TIepHO-
JINYECKN «OTBUCAHWE» HIDKHEH YeIFOCTH) U TeHepali-
30BaHHOW (BHE3aIHbIE TaJICHUS, POBOIUPYEMBIE CMe-
XOM, BOJJHEHHEM) Kararuiekcuu. Bo Bpemsi HOUHOTO CHa
OTMETWJIM YCTPAIIAIONIUEe CHOBUJICHHS, CHOTOBOPEHHE.
[oBbllIeHHAsT  YTOMIJIIEMOCTB,  Pa3paKUTEIBHOCTb.
[Ipu HEWPOIICHXOIOTHIECKOM HCCIIECIOBAHUN B 00OUX
CilydasiX HE BBISIBUJIM HAPYUICHUH WJIU JUCIIPOIIOPIIUI
pasButus. [lapakimHUYECKHE METONBI WCCIEIOBaHUS:
001 aHAJTU3 KPOBU U MOYH, OMOXUMHUUCCKHUN aHAIH3
KpPOBH, COJIepyKaHHe OSIIKOBBIX (PpaKInuii, IMMYHOTpaM-
Ma 0e3 maronoruu y oboux nanueHtoB. [Ipu uccneno-
BaHUU PEBMOIIPOO y marnueHTa P. oOHapyXWIM MOBBI-
nreHue ypoBHsi aHtuctpentonusuda O go 253 ME/mn
(mopma 125 ME/mit), TODMOHOB IIUTOBHIHOW KEJE3bI,
KOPTH30J1a, IIMKEMHUYECKUH Npoduib, aHaI3 MOUYH
Ha TIIFOKO3Y W KETOHOBBIE TeJa, TeCT TOJIEPAHTHOCTH K
[IIOKO3€e 0€3 aToNIorui. MarHuTHO-pe30HaHCHAS! TOMO-
rpacus (MPT) rojoBel: B 000uX CITy4asix MaTOJIOTHH HE
BBISIBUJIU.

Hounoe nonucommoepaguueckoe ucciedosanue u
MTIJIC nayuenma P. YxopodyeHo Bpems 3achinanus (1,5
MuH). O61mee Bpems cHa 6,1 4. YBETUYIEHO KOJIMIECTBO
(47) mupoOyxnenwmii. [lokazarenu mnpenCcTaBICHHOCTH
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Puc. 1. T'unnorpamma naruenra P.

OOpararoT BHUMaHue OBICTPBIH Mepexos] oT 6oxpcTBoBaHuA K | cTagny cHa U yacTele npoOyxJeHus. 3aeck U Ha puc. 2—4: Mvt — 31oxu ¢ ABrKeHusIMHu, W —
6onpcrBoBanue, R — ®CB/I; N1, N2, N3 cragus @CBB/II" B HOpMe; TMHUM BEPTUKAIBHOW CETKH COOTBETCTBYIOT NEPHOY BpeMeHH 1 .
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Puc. 2. I'padux nposenennss MTJIC y narpenTa P.

Ob6pamaer BHuManue pannee Hayano @CB/II" Bo Bpemst BceX MATH yKIIaIbIBAaHUH.
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Puc. 3. T'unHorpamma namuenra A.

OTMeuaroTcst ObICTpPBIN 1epexost oT 00APCTBOBAHMS K | cTaauu CHa 1 yacTble POOYKIACHHUS.

nenbra-cHa (111 cragus meaneHHoro cHa) U (pas3bl ObICTPO-
ro cHa (DOBC) 6im3ku K HOpMAaTHUBHBIM 3HaYeHUsIM (19,4
n 19,5% coorBerctBeHHO). ['mnHorpamMma (BpeMeHHON
rpapuk cHa) manuenta P. mpencraBiena Ha puc. .
[TaTtonornyeckas akTuBHOCTh Ha DOl cHa HE 3aperu-
cTpupoBaHa. [lokazarenu ApIxaHusi BO CHE B Ipeaesiax
HOPMATHUBHBIX 3HAYeHUH (MHIEKC IBIXaTeNbHBIX pac-
ctporicts (MJIP) O mpu Hopme no 1 smwmzoxa B 1 4, un-
nexc aecaryparuu (MJ1) 0 mpu HOpme 10 3 3nu30710B B 1
4 u cpenueit catyparnuu 97%). Cpennee Bpems 3achlima-
uus ipu MTJIC 3HaunTensHO cHMxeHo (1,6 muH), de-
HoMeH panHero Hadasia ®BC oTmeTnin Bo Bpems Bcex
5 TIOTIBITOK 3aChIMTaHWs1) XapaKTEePHBI ISl HAPKOJIETICUI
(puc. 2, Tabm. 1).

Hounoe nonucomuoepaguueckoe ucciedosanue u
MTIJIC nayuenma A. YKOpOYEHO BpeMsi 3aChIaHUs Beue-
pom (0,5 muH). O6mIee Bpems cHa noctarodHoe (8,4 ).
VBennueHsl KOIM4eCTBO MpoOyXIeHu 1 BpeMsi 60ap-
CTBOBaHHUS B Tepuon cHa. [IpencraBieHHOCTHh TIIy0OO-
koro cHa (III cramus memienHoro cHa) (26,1%) u ®BC
(19,6%) 6rm3ka K HOPMATHBHBIM TTOKa3aTeNsaM (THITHO-
rpaMma Ha puc. 3). DnwientudopMHasi aKTHBHOCTh Ha
D3I Bo BpeMs cHa He 3aperucTpupoBana. [lokaszaremn
JbIXaHUsT BO cHe — Onm3ku K HopmatuBHbM (P 1,7
nipu HopMe j10 1 smmsoxa B 1 4, /1 1,1 mpu HOpMeE 10 3

snm3010B B | 1). [Ipu nposenenun MTJIC cpennee Bpe-
Ms 3aCBHITTaHus cocTaBuiao 1,3 muH, 4 u3 5 3achIIaHui
COIPOBOXKJIAINUCH ()EHOMEHOM PaHHETO Hauajia ObICTPO-
ro cHa. YKa3aHHbIE€ U3BMEHEHHUS COOTBETCTBYIOT JUArHO-
3y HapkoJjerncuu (puc. 4, Ta0in. 2).

TaxkuMm 00pa3oM, Ha OCHOBAaHWUH JAHHBIX aHAMHE3a,
KJIMHUYEeCKON KapTuHbI 3a0oneBanus 1 MTJIC nanu-
eHTaM OBLI TIOCTABJICH AMATHO3 HAPKOJIEIICHH C KaTa-
riekcueit. B 060ux ciydasx OTMETHIIA KITMHUYECKUH
nmoTuMop(hu3M CUHIpPOMA KaTaIllJIeKCUU: TapIiuaib-
HOU — B BUJI€ IEPUOAUYCCKOTO «OTBUCAHUS» HUKHEH
YeNIOCTH, TEHEePATN30BAaHHOW — B BHUJIC BHE3AITHBIX
MajeHUu, MPOBOIUPYEMBIX CMEXOM, BojlHeHueM. Ha
(hoHe Tepanuu MEJIUINPAMHHOM C IMOCTEIICHHBIM YyBeE-
JTUYeHUEeM 7036l ¢ 25 10 75 Mr/cyT y o00UX maiueH-
TOB HaOMIOMANIA PETPECC PMU30A0B KaTAIICKCHH — KaK
napuvajibHOW, TaK U TEHEPaJU30BAHHOM, yMEHbIIIe-
HHME BBIPAXKEHHOCTHU HABS3UMBBIX JIBM)KEHUU. B kaue-
CTBE MOBEACHUYECKON TEpamuu HCIOJIb30BaIU METO-
MUKy 3aIIaHUPOBAHHBIX THEBHBIX 3aCHITAHUN B BUJE
KOPOTKUX NEpUoa0oB cHA 1520 MuH ¢ 2—3-4acOBBIMU
uHTepBasamMu. Ha ¢oHe moBeaeHYeCcKON Tepanuu, co-
ONrofieHns pekruMa cHa U OOJAPCTBOBAHUS OTMETHIU
YMEHBIIICHUE MHEBHOW COHJMBOCTH (JJIMTEIBHOCTH
rmocieo0eIeHHOro CHa yMeHbIIIach ¢ 4-5 o 1,5-2 4,

Tabnuma 1 Tabnuma 2
Pesyabrarsl MTJIC nanuenra P. PesyasraTrel MTJIC nauuenra A.
VkapIBaHHe Bpews if;:naﬂnx, Pannee nagano ®CB/AI VkitaapiBaHue Bpems if;:naﬂnﬂ’ Pannee nauano ®CBAI
1-e 0,3 Ectb 1-e 3,0 Ectp
2-¢ 0,5 Ectb 2-¢ 1,0 Ectp
3-¢ 4,3 Ectp 3-¢ 1,3 Ectp
4-¢ 1,7 Ecth 4-¢ 0,2 Ecth
5-¢ 1,0 Ecth 5-¢ 1,0 Ectb
Cpennee 1,6 5u35 Cpennee 1,3 4u3 s
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Puc. 4. I'paduk nposenenus MTJIC y nanuenra A.

Ob6pamraer BHnManue pannee Hauano GCB/II" Bo Bpems 4 ykiiaapIBanHuil U3 5.

YMEHBUINIIOCH KOJIHNYCCTBO 3aChIMaHum Inpu npocmo-
Tpe TEIeBHU30pa).

O6cy:xkneHue

Knuangeckyio kaptuHy 3a0oneBaHusi B 000UX CIy-
YasxX OMNPEAETSAIOT CIEAYIONINe CHHAPOMBI: HAPKOJIET-
CHH B BHJIC U30BITOYHOM JHEBHON COHIMBOCTH, HapYyLIe-
HUI HOYHOI'O CHA; MAapLUaJbHOM M IeHEepaJu30BaHHOMI
KaTalJISKCHH, a Tak)Ke YCTPAMIAIONIMX CHOBHJICHHUIA,
CHOTOBOPCHUSI; HABS3YHMBBIX COCTOSIHUH, TPOSBIISIIO-
IIUXCSI CTEPEOTHUITHBIMHY JIBKCHHUSIMU B PYKax U SI3bIKE;
9MOIMOHAIBHO-IMYHOCTHBIX W JIETKUX KOTHUTHBHBIX
HapyIIEHUH B BUJE SIU30/I0B Pa3IPaKUTEILHOCTH, 3a-
TPYAHEHUS] KOHIEHTPALIMd BHUMAHUS, MEIJIUTENbHO-
CTH; HApYyIIICHUS MTUIIEBOTO MTOBE/ICHNS B BU/IC TIOBHIIIIE-
HUSI anleTuTa U MpruOaBKU Macchl Tea.

YKa3aHHBIH CHMITTOMOKOMITIEKC TpeOoBaj IpoBeie-
HUsL AuddepeHnaIbHON AUarHOCTUKU C CHHAPOMOM
Kneiina—JleBuHa, MIMONATUYECKOM TUIEPCOMHUEH,
CHUHJIPOMOM JETCKOTO OOCTPYKTHBHOTO arHo? CHa, 31U~
nericueit. B paMkax «BTOPUYHBIX)» THIIEPCOMHUI 00CYXK-
naics nuddepeHnnaibHbIi qUarHo3 ¢ nH(EKIMOHHBIM
nopakenreM [IHC, ormyxomnbero B 001acT THITOTAIAMYy-
ca, SHJIOKPUHHOH maToioruel, 3a00IeBaHUsIMH JIbIXa-
TenpHOW cucTembl [9, 13]. Pe3ynpraTel mpoBEIEeHHBIX
7a0opaTOpHBIX M WHCTPYMEHTAIBHBIX 00CIeI0BaHHN
MTO3BOJIMIIA MCKITIOYHTD JTaHHBIE 3a0oeBanus. B o0onx
cilydasx ObUT MOCTABJICH TUarHo3 HapKOJEICHH C Kara-
IJIeKCHel ¢ 1e0r0TOM B MpermyOepTaTHOM BO3pacTe.

B HacTosiiee Bpems STHOJIOTHSL M MaTOTEHE3 Hap-
KOJITICHM 710 KOHIIAa HE M3Y4YEeHBI. YCTAHOBJEHA CBA3h
3a00JIeBaHMs C ONpENCICHHBIMU aHTUTEHAMU THCTO-
comectumoct — HLA-DR2 u DQ. BrisBrieHa cBs3b ¢
HLA-DQB1%0602 y 95% manueHToB ¢ HapKoJIeNcue 1
KaTariekcuen u'y 41% manmueHToB ¢ HapKoJercuen 6e3
kataruiekcud [8, 14]. Ecte npeanonoxeHust 06 ayTonm-
MYHHOU TIpUpo/ie 3a00JeBaHusl, OTHAKO crielupuIecKux
AHTHTEJ HE BBISBIICHO. B HacTos11Iee BpeMs 00Cy kK 1aeTcs
POJIb CTPENITOKOKKA TPyl B B KauecTBe Tpurrepa Hap-
KOJIETICHH, TaK KaK y MAIUeHTOB C HApKOJETICHel 4acTo
B aHaMHe3€e eCTh yKa3aHHe Ha MEePEeHeCEeHHYI0 CTPEenTo-
KOKKOBYIO MH()EKIINIO BEPXHUX JBIXaTEIbHBIX MyTeH |5,
7]. Y nanuenra P. mpu uccienoBanuu peBMoIipod oopa-
[[aeT BHUMaHHE TOBBINICHNE YPOBHS aHTHCTPENTOIH-
3uHa O 10 253 ME/mn (Hopma 125 ME/min). Pesynbrarst
MOCIICTHAX MCCIIEIOBAHMIA JIOKA3bIBAIOT BEAYIIYIO POJIh
B Pa3BUTHHU HAPKOJICTICHH THITOTAJIAMUYECKHUX TIETITHIOB
TUIIOKPETHHOB (OPEKCUHBI), YY4aCTBYIOIINX B PETYIISIIUU
yepenoBaHus (azpl cHa 0e3 OBICTPBIX JBMXKEHHI TJa3

(®CBBAI") ¢ ®CBAI [3, 8]. [JlanHbple nenTuabl ObLIH
BIIEpBBIE OOHApPYKEHBI B MEeprH()OPHUKATIHLHOM H JiaTe-
panbHOM runoranamyce B 1998 . [6, 12]. Iloka3ana ux
(yHKIMOHANBHAS CBA3b C SAPAaMH, PETYIHPYIOUIMHU
LUK COH—OOAPCTBOBAHUE, PACIOIOKECHHBIMUA B PETH-
KyJISIpHOU (hopManuu CTBOJA, B OOJIACTA CHHETO IISITHA,
JOpCallbHBIX AJep WIBa, 3aJHEM THIloTajsaMmyce U Oa-
3aNbHBIX spax nepeanero mosra. CoriacHO pesysbra-
TaM COBPEMEHHBIX MOP(OJIOTMYECKUX HCCIIEeIOBaHUM,
B TOJIOBHOM MO3T€ 37I0POBOTO YEJIOBEKAa NMEETCS OKOJIO
70 ThIC. HEHPOHOB, COIEPIKALIUX OPEKCUH, PACIOJIO-
KEHHBIX B THIOTajaMyce, MeluajibHee U JlaTepajibHee
CcBOza. Y MallMEHTOB, CTpajaroluX Hapkoaencueil, 90%
3THX HEWPOHOB YTpauMBAETCS, MPU STOM OCTABIIHECS
UMEIOT HOpMajibHOe Moposoruiyeckoe crpoenue [3].
MexaHu3M ruden HeMpOHOB, COJEPIKAIINX THITIOKPETH-
HBbI (OPEKCHHBI), 10 KOHIA HE U3yYeH.

COBpeMEHHBIMH KPUTEPHUSIMH JAMArHOCTUKU Hap-
KOJIETICHM C KaTalleKCheW SIBISIoTCs: 1) upe3mep-
Hasi THEBHas COHJMBOCTb B TEUEHHE HE MeHee 3 Mec;
2) 3aperucTpupOBaHHBIC MH30IbI KaTAIICKCHH; 3) IO~
JTcOMHOTpadus sl UCKIIOYSHUST APYTHX MPUYUH TH-
MepcoOMHHH ¢ TiocaenytommM nposeneHrnem MTJIC, mpu
3TOM CpeHee BpeMsI 3achIlIaHuUs He JOJDKHO MPEBBIIIATh
8 MmuH 1 otMeuathes 2 nepruona caa ¢ ®CBJII" nmm 60-
nee [5, 8]. ANbTepHAaTUBHON SIBISICTCS UCCICIOBAHUE
LepeOpPOCINHATIBHOM KUIKOCTH C OIPENEIEHUEM YPOB-
Hsl TUIIOKPETHHA- 1, KOTOPBIN P HAPKOJIETICUN COCTaB-
nstet 110 nir/mut wmm Menbie (B Poccnn He mpoBOInTCS )
(5, 8, 14].

Takum 00pa3oM, BEAyIIMMH Ul IOCTAHOBKU JlUa-
THO3a SBJSIFOTCS KIMHUYECKasl KapTHHa 3a00J1eBaHus U
pesynerarel MTJIC. Hamm manmweHTsl COOTBETCTBYIOT
ykazaHHbIM kputepusiM (1-3). MTJIC sBnsiercs Hamex-
HBIM CPEJCTBOM JAMArHOCTUKH HAPKOJIETICHH Y JIeTel B
ny0epTaTHOM M MOCTIYOEpTaTHOM NEpPHOAAX, OIHAKO
MMEIOTCSl CIIO)KHOCTH B WHTEPIIPETALMU PE3yIbTaToB
y JeTeil muaname 7 JeT, TaK Kak JJisg 9TOM BO3pacTHOU
TPYyMITBI TECT HE BATUAUZUPOBaAH [5].

Karannekcust Bctpewaerca y 70-80% mnanueHTos,
CTpaJAIONINX HApKOJIETICUEH, W TMpe/CcTaBiIseT coOoi
SMM301bl BHE3aHOM (uamie JABYCTOPOHHEH) MOTepu
MBIIIEYHOTO TOHYCa, 0COOEHHO B AMOIIMOHAIBLHOM Ha-
NpsDKeHUH (cTpax, BO30yXIeHHe, FTHEB, 0COOEHHO 4acTo
cmex). CozHaHme py 3TOM coxpaHeHo. [IpogomkuTens-
HOCTB IIPUCTYIA KaTalNIEKCUX B OOJIBIIMHCTBE CIIy4acB
coctapinsieT oT 30 ¢ 10 2 MUH. DNU30/bl TApLHATHHON
KaTaIUIEKCUH («OTBHCAHUE» HIDKHEH 4YelrOCTH, MOATH-
OaHWe KOJICHEH, CBHCAHHME TOJIOBBI) Hambojee Xapak-
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TEpHBI JUIs JieOtoTa 3a00NIeBaHusI B JIETCKOM BO3pacTe,
YTO UMEET MECTO y 00OMX MaIMeHToB. B TeueHue roma
rocJie Havaja 3a0oyeBaHusl OOBIYHO MPHUCOETUHSIIOTCS
reHepaIn30BaHHbIE TPUCTYIBI KaTaruiekcuu. CoracHo
COBPEMEHHBIM TPEICTABICHUSIM, KaTalIeKCUsl paccMa-
TpuBaeTcs Kak 31130/ Bo3HukHoBeHust ®CB/II" B nepu-
on OoapcTBOBaHMs. B HOpMe cekpelusi THIIOKPETHHOB
(OpekcHHBI), MakCUMallbHasi B TEPHOABI OOIPCTBOBA-
HUS, TIOAJCP)KUBACT MBIIICUHBIA TOHYC Yepe3 aKTHBa-
M0 HEHPOHOB CHHETO IISATHA U Sifiep IIBa, KOTOPhIE B
CBOIO Ouepe/ib MOBBIMAIOT aKTUBHOCTh HHTEPHEHPOHOB
cruHHOro Mo3ra. OCHOBHBIMU HEHPOMEANATOPAMU yKa-
3aHHBIX (YHKIHOHAIBHBIX CHCTEM SIBISIOTCSI HOpajpe-
HaJIWH W cepoToHWH. [IpW CHMXEHWH KOHIIEHTpPAaIlluu
THIIOKPETHHA OallaHC HeHpOMeIMaTOPHBIX CUCTEM Hapy-
[IaeTCs, B OMPEIEIIEHHBIX YCIOBHAX JaKe B COCTOSHUM
0O/IPCTBOBaHUS, BBI3bIBAsI AKTHBAIIUIO TOPMO3HBIX HHUC-
XOJIAIINX BIMSTHAN HAa CETMEHTApHBIN ammapar CliiHHO-
ro MO3Ta: Ha UHTEPHEHPOHBI, a Uyepe3 HUX Ha HIDKHUE
MOTOHEWPOHBI, YTO MPUBOINT K MTOTEPE MBIIIIEIHOTO TO-
Hyca [5, 7, 8].

BaxHOl 0COOCHHOCTHIO HAPKOJICTICHH C JTEOI0OTOM B
JIETCKOM BO3pacTe SBJSIETCS M3MEHEHHE THIIEBOTO MO-
BEJICHUS C MTOCIEAYIONIeH mprudaBkoit Macchl Tena. Omnu-
caHa CBSI3b MKy paHHUM Pa3BUTHEM ITyOepTaTa u yBe-
JTYCHUEM Macchl Tena Ha 8—12 Kr B TeueHue 6 Mec oT
Hauasa 3aboneBanus [7]. Y NmalMeHToB MpemyoepTaTHO-
rO BO3pacTa ecTh OMAaCHOCTh Pa3BHTHUS HEHPOOOMEHHO-
SHIOKpUHHOTO cuHApoMma [7, 12]. IlpubaBka macchl
TeJa y HaOIOaeMbIX MallMEHTOB COCTaBMiIa 7—8 Kr 3a
7-9 Mec, 9TO yKa3bIBaeT Ha BRICOKUH PUCK Pa3BUTHS dH-
JOKPUHHBIX HAPYIIICHUH, B CBA3H C YEM PEKOMEHJIOBAHO
TMHAMHUYECKOe HAOIIOJICHNE HEBPOJIora W SHIAOKPUHO-
Jjora.

WHTepecHbIM mpeacTaBiseTcss OOCYXKICHHE IPH-
POZBI JABHTATEIBHBIX CTEPEOTHIINN TpHU JAe0I0Te Hap-
KOJICTICUU B JIETCKOM Bo3pacte. [lokazaHo, 4To mepBbie
CHUMIITOMBI HAapKOJICIICHUH, TOSBISIIOIINECS B JETCKOM
Bo3pacTe (9amie 3TO H30BITOYHAS HEBHAsl COHIIU-
BOCTB), COIPOBOXIAOTCS Pa3HOOOPa3HBIMU MOTOPHBI-
MU (heHOMEHaMU, KOTOpBIE MPEararoT pa3lessaTh Ha
HeraTuBHBIC (IApOKCU3MaJIbHBIC MaJeHHsI TOJIOBBI, T0-
CTOSIHHOE CY)XCHHE TJIA3HBIX IeJIeH, THTOTOHMS MBIIII]
JIMIA) U aKTUBHBIC (3MU30/IMYCCKOC TTOJJHUMAHUE OpO-
Bel, rpUMacHUYaHbe, KauyaHUE T'OJIOBOM, CTEPEOTHII-
HBIC IBWKCHHUS, TUCTOHUYECKHU-TUCKUHEeTHYeCKue de-
HoMmensl). [lokazano, 9To HamWYWe aKTUBHBIX MOTOP-
HBIX ()EHOMEHOB COIPOBOXKAAETCS Oojiee BBICOKUM
ypoBHeM aHTHCTpenTonuznHa O. HekoTopwle n3 3THX
MPOSIBIICHUH HANIOMUHAIOT ABWXKEHHs rpu xopee Cu-
JIEHTaMa, 9TO ITO3BOJIIET 00CYKIATh BOIIPOC OOIITHOCTH
MaTOTCHETUYECKUX MEXAaHU3MOB Pa3BUTHs HAapKOJICII-
CHUH W 3TOro 3aboieBaHus. BO3HMKHOBEHHE pa3HOO-
Opa3HBIX MOTOPHBIX ()EHOMEHOB, HabOIIofaroeecs B
ne0lTe HapKOJICTICUHU, BKYIE C 4YacTO BCTPEUYAIONIH-
MUCS HAPYUICHUSIMU TTUIIEBOTO TTOBEICHUS MTO3BOJISIFOT
00CyX/1aTh BOBJICUCHHE B TPOIIECC JPYTUX CTPYKTYP
rUrnorajaMmyca, KpoMe TUIIOKPETHHCOACPKAIINX SIIep,
¢ (GopMHpOBaHHMEM BapHaHTa YK€ 3a0bIBAIOIIETOCS
«TUTIOTAIAMHYECKOTO cuHApoMma». [lo mMepe mporpec-
CUpPOBaHUA 3200JI€BaHMS OOBIYHO B T€UEHHUE 2-JIETHETO
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nepruojia yrmoMsIHYThle HETaTHBHbIC U aKTUBHBIC MO-
TOpHBIC (PEHOMEHBI UCUE3AI0T, U 00JIE3Hb NpHOOpeTaeT
Kiaccuaeckoe Teuenue [11].

CoBpeMeHHBIE MIPEACTABICHUS O MaTOreHe3e Hap-
KOJIETICHH OIIPEEIISIOT JeueOHyI0 TakTUKY. B HacTos-
Hiee BpeMs NPHUHAT CUHIPOMAJIbHBIA MOAXOX K Jeye-
Huto. CHHAPOM SMU30UYECKO THEBHOW COHINBOCTH
U HapylIeHUH HOYHOro cHa B Poccum nedat Hemenu-
KaMeHTO3HO. VCronb3yIoT MOBeIeHUYECKYI0 TepaInio,
IpeIoaralolyo HCKIIIoUeHUe padoThl, Tpedyromeit
MOBBIIEHHOTO BHUMaHUs, pabOTHl B HOYHYIO CMEHY,
METOJUKY 3aIllJJaHUPOBAHHBIX 3achbIIaHUN (KOPOTKHUE
nepuoibl cHa 15-20 MuH ¢ 2—3-4yacoBBIMH MHTEpPBa-
JaMH B TCUCHHUE IHS), COONIONCHUE pEeXKMMa CHa U
O0oapcTBOBaHUs, n30eraHue CMEHBI YaCOBBIX IOSICOB,
npenynpexkaeHue NPOU3BOACTBEHHOTO M OBITOBOTO
TpaBMmartusMa [5, 6, 8]. s edyeHus: 3Mu3010B THEB-
HOU COHJIMBOCTH 3a PyOEKOM HCIONB3YIOT OKCHOYTH-
pat Harpusa ('OMK), ncuxoctumynstop MogaduHumI,
komOuHaruo 'OMK ¢ monadguauiom, R-momaduHMT
(npaBoBpamaromuii uzomep mMonadpuHuia). Janaeie
npenaparsl B Poccum He 3apeructpupoBanbl. s
nedeHus kKarariekcuu npumensor [OMK, cenek-
THBHBIE WMHTHOMTOpPHI OOpaTHOTO 3axBaTa HOpajape-
HaJMHA U CepOTOHMHA (BeHJIahakCHH), CEICKTUBHbBIC
WHTHOUTOPHI 00paTHOTO 3axBaTa HOPaAPECHAINHA
(aTOMOKCETHH), TPULUKINYECKHE AHTUACTPECCAHTHI
(uMuTIpaMuH, KIIOMUIIPAMUH), CEJIEKTUBHBIE HHTHOU-
TOpbI 0OpaTHOro 3axBaTa CEpOTOHHHA ((PIyOKCETHH,
(hnyBokcamuH) [5, 8].

MenunpamMuH, WCIOJIB3YEMBId Ul JICUCHHUS IMal-
€HTOB C yKa3aHHOHM MAaTOJIOTMEW, OTHOCUTCS K IpyIIe
TPUIMKINYECKUX aHTHaenpeccantoB — TLIA (mpous-
BOJIHOE TUOEH30/1Ma3eNHa), MEXaHU3M JACHUCTBHS KOTO-
PBIX CBSI3aH C I1OJIaBICHUEM CHHAIITHYECKOT0 OOpaTHOrO
3axBaTa HOpaJpeHallHa U CEPOTOHHHA U OOJIErYeHHEM
HOPaIpEHEPruIecKoi U CEpOTOHMHEPIHYECKOM nepea-
yn HepBHOTO MMITyIbca. TLA uarndupyror ®bC, noBsI-
MIAIOT MBIIIEYHBIN TOHYC U TAKMM 00pa30M YMEHBIIAIOT
YacTOTy U JJIUTENBHOCTD 3MU30/I0B KaTallJIEKCHH.

s HOpManu3anMy HOYHOTO CHA HCIOJIB3YIOT
T'OMK, knonaszemnam, 3oianuaem u Ap. [lo maHHBIM KOH-
TPOJINPYEMBIX MCCIICOBAHUI Ul JICUEHUS] HapKOJIell-
CHH C KaTaIlUIEKCUEH y B3pocCIIbIX Hanboee 3pekTHBHBI
TPpH TIpermapara (CaMOCTOSTEIBPHO WM B KOMOWHAITHH):
I'OMK, monaduuun u BeHnadakcuH.

T'OMK sBrsieTcst aronnctom [AMK-B-pereniropos,
BIMSIET Ha CEPOTOHMHEPrHYeCKHi, AodaMuHEpruye-
Ckuit 0oOMEeH W OOMEH JHIOTCHHBIX OITHOHWIOB, YBE-
JUYUBACT JUIMTEIBHOCTh (pa3bl MEMJICHHOIO CHA,
yCTpaHss CUMITOMBI Hapkojiericuu. [1o naHHbIM nuTe-
parypsl, pazauuuii B 3¢ EKTUBHOCTH Ipernapara y na-
[IUEHTOB Pa3HBIX BO3PACTHBIX IPYII HE BBISBICHO [7].
B T0 e Bpems oTMmeuatoT Oosee HU3KYIO 3(dexTnB-
HocTh [OMK mipy THITHATOTHYECKUX TaJUTIOIIMHAITUSIX
y neteit B mpenyoeprare. K mobounsim addexram mpe-
mapara OTHOCAT Pa3lIpa)kKUTENbHOCTh, MIOTEPIO0 MacChl
Tena, TOLIHOTY, dHYpe3, HOYHBbIC KOLIMAaphl, paHHEEe
pasButue nybdeprara. [OMK ¢ 0cTOpOXKHOCTBIO TIpH-
MEHSIOT y JIeTeH ¢ HapYLICHUSAMH JBIXaHUS BO CHE, TaK
KaK dTOT Ipenapar yrHeTaeT JAbIXaTelIbHbINA IEHTP U MO-
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JKET BBI3BaTh OCTAHOBKY JbIXaHUS. TOYHBIA MEXaHU3M
JehcTBrus MojadUHUIA HEHW3BECTEH, BBICKA3bIBAIOT
THIIOTE3bI O CEJIEKTUBHOM aKTUBAIIMH «IEHTPOB 00Ip-
CTBOBaHUS» B rumnoranamyce. K mododnsm s dexram
MoJaQUHHUIIA OTHOCST Pa3Apa)KUTEIbHOCTh, TOLUIHOTY,
TOJIOBHYIO 00IIb, MHCOMHHIO. Bennadakcun ¢ dexrn-
BEH B OTHOILICHHUH DMTU30/I0B KaTalUIeKCUU, YMEHBIIIAET
MIPOSIBIICHUS JTHEBHOW COHNUBOCTH. K mM0OOYHBIM 3(h-
(ekTam npenapara OTHOCST pa3ApakUTEIbHOCTD, YBe-
JUYEHUE Macchl Tena, 3amop [7, §].

B kadecTBe MEPCHEKTHBHBIX METOJOB JICYCHHUS
HapKOJIETICUN OOCYKIAIOT 3aMECTUTEIbHYIO TEeparuio
npenaparaMi THIIOKpETHHa-1 ero aHajsoramu; HMMY-
HOKOPPHUTHPYIOIIYIO TePaInio (KOPTUKOCTEPOUIBI, BHY-
TpUBEHHO UMMYyHODIOOynuH G, mnazmadepes) B CBs3U
C TIpEAIONIOKeHNEM 00 ayTOMMMYHHOM Tipupose 3a00-
JIeBaHUsl, TEPAMHIO CTBOJIOBBIMU KIIETKAMH, TEHHYIO Te-
pammto [8, 9].

TakuM 00pazoM, HapKOJIENCHS SIBISIETCS MONUCHH-
JIPOMHBEIM 3a00JIeBaHHEM, JCOIOTHPYIOMIMM B pPa3HOM
BO3pacTe. Y JETEN C HApKOJEICHEN HEPENKO OTMEYa-
0T HapYUICHHUS MHIIEBOTO TOBEACHUSA, MPUBOIAIINE K
YBEITMUEHHUIO MAacChl TeJla, Pa3BUTHIO HEHPOOOMEHHO-
9HJIOKPUHHOTO CHHJIpOMAa W paHHero Imyoeprara.
C uenbio npo(UIAKTUKUA U CBOEBPEMEHHOTO JICUCHUS
YKa3aHHBIX OCJIOKHEHUH HEOOXOAWM TIOJUIUCIHILIIH-
HapHBIN MOAXOA K BEICHHIO MAalMEHTOB ¢ 1e0I0TOM 3a-
OosieBaHMsI B mperyOepTaTHOM BO3pacTe ¢ IpHUBIIEYe-
HUEM Bpauell pa3HbIX CHEIUAILHOCTEH — HEBPOJIOTOB,
NeUaTPOB, SHJIOKPUHOIOTOB.
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