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Onucan nayuenm 3 nem ¢ npucmynamu HaACulbCMeeHHblx 08UdICeHULL 8 Juye u KOHe4YHoCnsx, nposoyupyemovimu npo-
U360JIbHbIMU ()SMDfCGHM}lMM, a makoaitce 603HUKAIWUMU 60 CHe. Hpu 00cne006anul ObLIU UCKIIOUEHbL INUTENMUYECKAS
npupoaa 08UcAMENbHBLIX napokcusmoes, bone3nu HaKoNaeHus u ONIEKMPOIUMHbBLE HAPYULEHUAL.

KnoueBrie citoBa: napoxkcusmaivHas ducmmemﬂ, KUHE3UO2CEeHHble U CUNHO2EHHble NAPOKCU3MBbL, z)ucmonu}z, xXopeo-

amemos

The article presents a case report of a 3 years old patient with attacks of violent movements in the face and limbs
provoked by voluntary movements and appeared during sleep. Thorough examination made possible to exclude the
epileptic cause of paroxysmal dyskinesias, storage diseases and electrolytic imbalance.
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[TapokcusmansHasa auckunesus (I1]]) asnsercs pen-
KHM TIOJIMATHOJIOTHYECKAM 3a00JIeBaHUEM, XapaKTepH-
3YIOIIMMCS BHE3AITHBIMU ITPUCTYTIAMHU HEIIPOU3BOJIBHBIX
JBMYKEHUH B MBIIIAX JINIA, TYJTOBUIIA U KOHEYHOCTEH
[2, 7]. BbLaensioT NepBUYHYIO U BTOPUYHYIO (CUMIITO-
matmdeckyto) I1/], pazBuBaronryrocst Ha (hOHE Kakoro-
00 3a00JeBaHUS WU SIBISIONIYIOCS OCJIOKHEHUEM
nekapcTBeHHOU Tepanuu [6, 7]. [lepeuunas 11 Bkiro-
4aeT 4eTblpe (OPMBI B 3aBHCHMOCTH OT YCJIOBHH BO3-
HUKHOBEHUS JBUTATEIFHBIX MAPOKCU3MOB: 1) KMHE3MO-
TeHHY10; 2) HekuHe3uorennyto; 3) [11, uanymupyemyro
(hmsnueckoit Harpy3koii; 4) runtHorennyto [18]. 11, un-
OyLIUpyeMyto GU3HUEeCcKOi Harpy3Koi, HepeIKo OTHOCST
K rpynne kuHesnoreHHod. ['mnuorennas I1J1 xapakre-
pu3yeTcs NpUCTyNaMH TUCTOHUYECKHX, XOPEaTeTO3HbIX
WM TeMHOAITUYEeCKUX JIBIDKEHHH, BO3HHKAIOIIUX BO
BpeMs Me/ITIeHHOTo cHa. OTMEYaroT, YTO 3TH MPUCTYTIBI
MIPAKTHYECKA HEBO3MOXKHO OTIIMYUTH OT HOYHBIX TPH-
najgKkoB JIOOHOH smuiienicud. B ¢Bs3u ¢ 3TUM B HacTosi-
miee Bpemst Ty popmy 1] paccMarpuBaloT kak BapuaHT
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KIMHAYECKOTO CIEKTpa JIOOHOH JMUIICTICHH, 0COOEHHO
B T€X CJIydasX, KOIJa MPUCTYIbl BOZHUKAIOT TOJLKO BO
cue [8, 10, 18].

B nureparype BcTpedaroTCsi €QUHUYHBIE ONUCAHMS
coueranus Heckonbkux ¢opm [1/] y ogHoro nmamnueHra.
[IpuBoanM coOcTBEeHHOE HAOMIOCHNE.

Manuent b., 3 ner, Haxomuiics Ha 00CIEIOBAHUH
1 JICUCHUHU B KJIMHHUKE HEPBHBIX Ooje3Her nM. A 5. Ko-
JKeBHUKOBA. [Ipy mocTyieHnn peOeHKa B KITIMHUKY PO-
JUTEIN NalMeHTa OTMEYald, YTO y Hero ObIBAalOT MpH-
CTYyIIbl HACUJIbCTBECHHBIX I[BI/DKGHI/II\/'I B KOHCYHOCTAX IIO
THUILy BBIBOPAUMBAHUS U B JIMIIE 110 TUIy I'PUMacHUYA-
HU, BOZHUKAIOIIUE B JTHEBHOE BPEMs B Ha4aje MpPOU3-
BOJILHOHM JBHUTrarejibHOM aKTUBHOCTH, OCOOEHHO ITIOCIIE
Meproja MOKos, a TAK)KE CIIOHTAHHO BO BPEMsI HOUHOTO
cHa. ITMTeNbHOCTb IPUCTYIIOB HE IPEBHIIIAET HECKOIb-
KHX MUHYT, yacToTa koneouercs ot 10 1o 100 B cyTkwu.
[Tocne kaxa0ro NpucTymna ciaeayolui pa3BUBACTCS HE
MeHee yeMm depe3 20—30 muH. Kpome aBurarenbHbIX
MapOKCHU3MOB, POIUTENECH OeCIIOKOMa TaKXKe Kalpus-
HOCTh U OMOIIUOHAJIbHASI TAOUIBHOCTh peOCHKA.

BriepBble npuCTynbl HACHIbCTBEHHBIX BMXKEHHUH
BO3HMKIIM B BO3pacTe 8 Mec W BHavaje MPOSBIISUINCH
3MM301aMH «TpUMacHU4aHui». Co BpeMEHEeM CHUMIITO-
MaTuKa HapacTaja, THIEePKHHE3bl PacHpOCTPaHUINCH
Ha MBIIIIBI PYK ¥ HOT, YTO IOPOH IPUBOIMIIO K HaICHU-
aM. B Bo3pacte 2 neT poauTenu BIepBbIe 00OpaTHIIMChH
3a MEIWIIMHCKOW ToMoInbto. PebeHky Obul HazHaueH
tuanpugan 100 Mr/cyT ¢ MOCTENEHHBIM MOBBIIICHUEM
no3bl 10 150 Mr/cyT. B cBsi3u ¢ HemocTarouHOH dddek-
TUBHOCTBIO TMPOBOJMMOM TEpanuu U MPOTrPeccUpoBa-
HUEeM 3a00JIeBaHMs THANPHIAa ObUT 3aMEHEH Ha Terpe-
Toa 400 Mr/cyT, OJHAKO OTMEYAJIOCH JIMIIL BPEMEHHOE
ypeXeHHe ABHUIaTesIbHBIX Hapokcu3MoB. Hasnauenue
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L-noda-coneprkaiiero mpemnapara HakoM 62,5 Mr/cyT
BBI3BAJIO Y MAIMEHTa y4alleHWE THEBHBIX MPUCTYIIOB,
npernapar OblJT OTMEHEH M MalMeHT MPOIOJIKIII TPUHU-
MaTh TErpeToI B mpexHel no3e (400 Mr/cyT).

Pebenok ot 1-if GepeMeHHOCTH, TPOTEKaBIIEH C
yrpo3oii mpepbiBanusi. Macca npu poxaenuun 3300 1,
mmHa 50 oM, oreHka mo mkane Anrap 9—10 6amos.
C mepBBIX MECSILEB KU3HU OTMEUaJIach 3aJiepikKKa ICH-
XOMOTOPHOTO Pa3BUTHsI C TO3AHUM (HOPMHPOBAHHEM
JIBUTaTEJIbHBIX HABBIKOB U PEUH: TOJIOBY JEPKHUT C 3 Mec,
cuaut ¢ 6—8 Mmec, crout ¢ 11 mec, xomut ¢ 16 mec, ot-
JeTIbHBIE CIIOBA MPOU3HOCHUT ¢ 1 roxa, ¢ppazoBas peyub ¢
2,5 net. B 3 roga Kk MOMEHTY mocTyIieHus1 (pas3bl U3
JIByX CJIOB, CJIOBapHBIN 3amac OeaeH, HE COOTBETCTBYET
Bo3pacty. He chopMupoBaH KOHTPOJIb Ta30BBIX (PYHK-
LU, HE BJIaJieeT HaBBIKAMU CaMOOOCITYKUBAHHUSL.

Bo Bpemsi OepeMeHHOCTH y MaTepu ManyeHTa ObLI
JMarHOCTHPOBaH J1e0I0T paccesHHOro ckiepo3a. o Ha-
CTOSIIIIETO BPEMEHH 0TMEYaI0Ch HECKOJIIBKO 000CTPEHHI
3a00JIeBaHMs, MPOSBISBIIMXCS IBOCHHEM M Iape3oM
MpaBoi HOTH, TNPOBOAWUIIACH IIYJAbC-TE€pANUs IJIFOKO-
KOPTUKOUAAMHU C MOJOKUTENbHBIM 3¢ dexTom. OTer
pebcHKa ¢ JNEeTCKUX JIeT CcTpajgacT WHOEKITMOHHO-aI-
JIeprudeckoil OpoHxuampHOW acTMol. Takum oOpazom,
CEMEIHBIN aHaMHE3 OTATOILIEH MO ayTOUMMYHHBIM 3a-
0oJIeBaHUSM.

[Tpu ocMoTpe obOpamanyu Ha ceOsi BHUMAaHNE Karph3-
HOCTh M HETaTHBHBIC PEAaKUIUH PeOCHKAa Ha KOHTAaKT C
BpauoM. B comarnueckoM cTaTryce OTMEUYEHbI CTHUTMBI
IucOMOpHOreHes3a: M30AAKTWIINSL W KOXHAs CHHJAAK-
TUJIMS TAJIBIEB CTOI, a TaKXKe THIepMOOMIBHOCTh CY-
CTaBOB KOHeYHOCTel. B HeBposmormueckom craryce —
OYKUBJICHUE CYXOXKHIIbHBIX Pe(IEKCOB C pyK U HOT 0e3
Pa3HMILBI CTOPOH W MATOJIOTHYECKUX 3HAKOB. MaTph ma-
[IUCHTA yKa3alla Ha TO, YTO BPEMEHAMHU PEOCHOK Kaly-
eTcs Ha HEMpPHUATHBIC OIIYLICHHS B KOHEYHOCTSX, IJe
MOKE PA3BUBAIOTCS JIBUTATEIbHBIE MAapOKCU3MBL. [lpu
HaOMoAeHNH 32 PeOCHKOM B OT/AEICHUH 3a(UKCUPOBa-
HBI KPaTKOBPEMEHHbIE |—3-MHHYTHBIC MPHUCTYIIBI XO-
peoaTeTOMIHBIX THIIEPKUHE30B B PyKax W HOTaX, BO3HU-
KaBIlIME B OTBET HA HAYaJIO NMPOU3BOJIBHOTO JBUKEHUS,
Oosiee BEIPKCHHBIE B ITPABbIX KOHEUHOCTSIX M IEPUOAHU-
YEeCKH PacIpOCTPAHSABIINECS HAa MBIIIIBI JIMIIA CIpaBa.
Bo Bpems aBurarenpHbBIX MapOKCH3MOB HAapyllalach
MOXO0JIKa, PEOCHOK TIBITANICS HAWTH OTOpY, XBaTaJCs 32
OKpY’Kalolue MpeaMeTsl, nHoraa nagan. Co3HaHHE BO
BpeMs TMPHUCTYTOB BCEria OBUIO COXpaHEHO: pebeHOK
BCTyHaJl B PEYEBOM KOHTAKT W OTBEYAJ HA BOIPOCHI
Mexay mpucTynmamMu oTMeuaiach HEMOCTOSHHAs AHC-
TOHWYECKasl yCTaHOBKA MpaBoi pyKu. B moBcenneBHOM
NeSITEeTbHOCTH PEOEHOK TPEANOYNTAaeT MOJIh30BATHCS
JIEBOW PYKOW — pHUCYeT, OepeT MrpyIIKH YaIle JICBOW,
4yeM IpaBoM, pykoi. HesdcHo, sBIsSIETCS JIM OH JIEBILIOH,
WJIM K€ 3TO BBIHYXK/ICHHAS alallTUBHAs PEaKIts.

[TaToncuxonornyeckoe 0OCIEIOBAaHUE TPOBOANIH
C MOMOILIbIO HAONIONEHUSI U COBMECTHOH MIPOBOM Jie-
STEIBHOCTH. 3aKIIOYEHHUE: 3aJiepKKa TICHXOPEYeBOrO
pa3BuTHs, 00LIasi MOTOpPHas M KOOpAMHATOpHAs He-
JIOBKOCTh, HEC(POPMUPOBAHHOCTh JIBUTATEIBHBIX U KOT-
HUTHUBHBIX (DYyHKUIMH, TaKMX Kak NPOCTPAHCTBEHHBIC
MIpe/CTaBlIEHUs, BHUMaHUe, Pedb, MBIIUICHUE, IeNe-
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HarpaBJIeHHasl MPOU3BOJIbHAA JIEATENbHOCTh. B moBe-
JCHUU TIpeo0iagaeT UrpoBas MOTHUBALNS, UTPa HOCHUT
XapakTep MaHUMYISALUN C MpeIMeTaMH, CIOKETHas Co-
cTaBisitoInasl He c(opMHpOBaHA; 3MOLMOHAIBHO-MO-
TUBanMoHHas cdepa chopmMupoBaHa HENOCTATOUHO
XOpOIIO, 3MOLHMOHANIBHAS JTaOMIIBHOCTh yCyTryOmsieTcs
TUIIEPOTIEKOH CO CTOPOHBI MaTepH.

Jdannble snaGoparopHoro obOciaexoBanusi. Kiu-
HUYECKUH aHalIu3 KPOBH M MOYH, OMOXUMHYECKHUI
aHanu3 KpoBHu Oe3 maroiorud. llokaszarenu ropmo-
HOB IUIMTOBUIHOM W mNapamuToBUAHbIX kenes: T,
(cB06.) 8,5 Mmonb/n (Hopma 8,5 mmoins/n); T, (cB0O.)
8,4 mmounp/n (Hopma 10 mmonb/in); TTI 5,3 mmoms/n
(mHopma 0,3—4 mmonsw/m); anturena k TIIO B HOpMme;
KaJapuTOHUH 13 nr/mi (Hopma < 8,4 nr/mut). Coxep-
xaHue anekrponutos kpoBH (Na, K, Ca) B nHopme. Co-
nepxxanue Fe u Cu B ChIBOPOTKE KPOBH U MOYE TaKKe
HaXOAMWJIOCh B Tpefesiax HOPMaJbHBIX 3HayeHui. Lle-
pyJoIIa3MuH CbIBOPOTKH KpoBu 0,56 1/1 (HOopMa 0,3—
0,6 1/m). Ilpu uccrenqoBaHUN KaTEXOJAMHUHOB CyTOYHOMH
MOYH HE BBISIBUJIM YBEIUYCHUS DKCKPEIUH JTOopaMHHa
(39,6 mxr/cyt npu Hopme 40 Mmxr/cyt). Conep:kanue
Herporcnenupuyueckoit 3H0ma361 (NSE) B chiBOpoTKE
kpoBu 34,31 ME/Mn (Hopma < 16,3 ME/mi). Konien-
Tpanus kapOamasenuHa B CHIBOPOTKE KPOBM JO M TO-
cie mpuema terperoia: 1-s mpoba 4,7 MKr/mi; 2-9 —
7,03 mMxr/mi (Hopma 10 4—12 MKr/min).

Pesynbrarel MarHWTHO-PE30HAHCHOM TOMoOrpaduu
(MPT) rooBHOTO MO3ra: CPEIWHHBIC CTPYKTYpPHI HE
CMEIIEHBI, KEIyJOUYKH OOBIYHBIX pazMepa u (HopMmbl,
CUMMETPHUYHBI; CyOapaxHOUJaJIbHBIE TTPOCTPAHCTBA HE
PacILIMPEHbl; CUTHAI OT OEJIOr0 BEIeCTBAa COOTBETCTBY-
€T HOpPMaJbHOMY JUIsI JaHHOTO BO3pacTa COCTOSHHIO
MHEIIMHA; TIEPUBEHTPUKYISPHBIC 30HbI HHTAKTHBI; KOP-
TUKaJbHAs TJIACTMHKA 0e3 SBHBIX JUCTaPMOHHYECKHX
W3MEHEHUH PHUCYHKA KOPBI; TUIIOKaMIl M Maparuimio-
KaMIaJIbHbIe PETHOHBI 0€3 HapyIIeHUH CTPYKTYPHI.

[IpoBenen DOI'-BUAEOMOHUTOPUHT C PErHCTpanueit
THEBHOTO cHa. Ha anektposniedanorpammax 601pcTBO-
BaHMs 0a30BBIA PUTM HE BBIpaKEH. B 3agHuX oTaenax
NPU OTKPBITHIX TNIa3aX HEPeryJspHbIE TPYIIBI pUTMUY-
HBIX 0-BonH wactoroii 5—7 [', ammmutynoi o 50 MxB,
MIPU KPaTKOBPEMEHHOM 3aKpbIBaHWU Ta3 (pparMeHThI
3arpuiouHoro purMma 4 I'm no 120 MxB murensHOCTBIO
He Oonee 1 c. IIpeobnamaer aKTMBHOCTH TOJIHPHUTMU-
Yyeckoro xapakrepa amrutygo no 50—60 mkB, xo-
TOpasi COCTOUT MPEUMYIIECTBEHHO M3 KojeOaHuid 0-,
o- 1 B-nuanazonoB. doropeakuuy HeoTUETIUBBIC. |-
MIEPBEHTIIISAINIO IPOBECTH HE ynanock. [Ipu 3ackimanuu
THITHOTOTHYECKHUE BCIIBIIIKH OMIaTepabHO-CHHXPOHHO-
ro purma 4 't 1o 140 MxB ¢ MakcuMymMoM B BepTeKc-
HBIX OTJeNIax U aKLeHTOM ciipaBa. Ha snexrposnuedaio-
rpaMMmax CHa FHIepCHUHXPOHHBIE COHHBIE BepeTeHa 9 I
ammuutyaor 10 300 MkB ¢ npeobnananueM B epeaHnx
otnenax. B rirybokom cHe A-BoiHBI amrutuTynoi 10 1000
MKB. 13 A-cHa pa3Buiics IPUBBIYHBIN TPUCTYTI, KOTOPbII
COTIPOBOYKAAJICS TIPU3HAKAMU MTPOOYKAESHHUS Ha AIIEKTPO-
sHuedanorpammax. KinHUYECKH MPUCTYN HPOSBISIICS
HAaCUJIbCTBEHHBIMU  JIBWKEHUSIMH  [TPEUMYIIECTBEHHO
XOPEHYECKOro U reMHUOAIIIMYECKOr0 XapakTepa, HaOmro-
JTAJId HETMOCTOSIHHOE TOHWYECKOE HAIMPSHKEHWE MBIIII]
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JUCTAJIBHBIX OTJENIOB MPaBOM PYKH, B KOHIIE MPUCTYIIA
MPHUCOEIUHUIINCH IBHKEHUS B MPABOW IOJIOBHHE JIUIA
M0 THUITy XOpEoaTeTOMAHBIX. /IMTensHOCTh TpHUCTyHa
COCTaBMJIA OKOJIO 3 MUH C ITOCTENEHHBIM HAapacTaHUEM
CHUMIITOMOB B €r0 Hayaje M TaKUM K€ MOCTENEHHBIM
yracaHueM B KOHIIE. 3aKIIIOYEHHE: MPU3HAKH 3aJEPKKU
co3peBanus D0l anusenTu4eckol akTHBHOCTH HE 00-
Hapy»KeHO, KIMHU4Yeckue u OOI-mposBiieHus 3aperu-
CTPUPOBAHHOI'O MPUCTYIA XapakTepHbl Juist T1]].

Oo6cy:xneHue

Benyum B KITMHUYECKOW KapTUHE TIPEICTABIEHHOTO
MAIUCHTA SIBJISICTCSA CUHIIPOM JIBUTATEIbHBIX HAPYIICHUI
B BHUJIC€ KPAaTKOBPEMEHHBIX MPUCTYINOB HACUIbCTBEHHBIX
JIBIDKEHUII B KOHEUHOCTSIX W JIAIE C IpeoOiagaHuemM
CIIPaBa, HE CONPOBOKIABIIMXCS HAPYLICHUEM CO3HAHUSI.
XapaxTep ABIKCHUH IO TUIY XOPEaTEeTOUIHBIX B COYe-
TaHUU C HJIEMEHTAMH AUCTOHUU, COXPAHHOE CO3HAHUE BO
BpEMsI IPUCTYTIOB U MPOBOKAIUS POU3BOIBHBIM JIBIKE-
HHEM TI03BOJISTIOT OTHECTH nX K kKuHe3noreHnou 111, Jmst
HEEC TUMWYHBI BOSHUKHOBCHHUE aTaKU TUIIEPKUHE30B I10-
cJie Tieproia TIOKOs ¥ HaJiaue pedpakTepHOTo meproa
nociie npuctyna [ 10, 18]. XapakTepHo TakKe MOSIBICHUE
HEIMPUSITHBIX OLIYIICHWH B KOHEYHOCTH MEpe] HauyajaoM
HACWJIbCTBEHHBIX IBIKeHUM. Jlo 70% marmenton ¢ [1]]
OINMCHIBAKOT CEHCOPHYIO aypy INepell ABUraTeJIbHbIM I1a-
POKCH3MOM B BUJIE OIIYIICHUS MOKAJIBIBAHUS, MOI3aHUS
MypalIeK, #OKECHUS, OHEMEHHUS, MPOXOKACHUS IEKTPHU-
YECKOrO TOKA MJIM MBILICYHOTO HAMIPSDKEHUS B TEX YaCTSIX
T€Na, B KOTOPBIX 3aT€M DPA3BUBACTCSI TMIIEPKUHE3, MPHU
9TOM CEHCOPHBIEC TPOSIBICHUS, KaK MPABIIO, HAYMHAIOT-
cs B IHUCTAJIbHON "YacTW KoHeuHocTH [6, 12]. IIpeBamu-
pOBaHME CHUMITOMOB Ha OJHOU CTOPOHE, BO3MOKHOCTH
MaJCHMsI BO BPEMsI IPUCTYIIOB U BBICOKAs YAaCTOTA MAapOK-
cu3MoB, gocturamomas 100 B CyTKH, TakoKe SIBISIOTCS Xa-
pakTepHBIMH 0cOOeHHOCTIMU 3T0H Popmel I1]1. YacToTa
U JIUTENbHOCTD MPUCTYIIOB OTIMYAIOT KHHE3UOTEHHYIO
I1J1 ot HekuHEe3uoreHHOM. CormacHO KJIaCCUYECKUM OITH-
caHusiM, y 76% manuenToB ¢ kuHezuoreHHou 1] mamu-
TEIBHOCTb aTaK COCTABJISIET CEKYH/Ibl, PEXKE BCTPEUAIOT-
sl CIy4au NPOJODKUTEIBHOCTHIO B HECKOIBKO MUHYT, HO
He 6omee 5 mun [10]. s nekunesnorennoit 1] xapak-
TepHBI penkue (0T 3 pa3 B CyTKH 10 1 pa3za B HECKOIBKO
MecsIIeB U Ooiee) JTNTEIbHbIE IBUTATeNTFHBIE MTAPOKCH3-
MBI, 00b19HO 0T 30 MUH 710 4 4. BpemenHo# napameTp siB-
TsieTcs BAKHBIM UG GepeHINaTbHBIM KPUTEPHEM: Jake
€CIM MPHUCTYNbl HE MPOBOLMPYIOTCS ABIKEHHUEM, HO
HAMEIOT KOPOTKYIO JUIMTEIBHOCTh, UX MPHUHSTO PaclieHU-
BaTh KaK AKBUBAJCHTHI KuHe3uoreHHoi I1/], mockompky
OHM OJJMHAKOBO OTBEYAIOT HA JIEKAPCTBEHHBIE ITPEMapaThl
[10]. Kpome mpou3BOIBHBIX JBUKEHUH, CEKYHIHbIE Ma-
POKCH3MBI MOT'YT IPOBOLUPOBATHCS TUIIEPBEHTUIISILIUEN,
HEOXXKUIAHHBIM BHEIITHUM CTUMYJIOM HJIH CTPECCOBOM CH-
TyaIield, 9ero, OIHAKO, He HaOII0IaI0Ch y HAIIIEeTO Mary-
enta. Pannee Havasno 3a0oseBaHus B Bo3pacte § MeC He
MIPOTUBOPEUUT JUATHO3Y, TaK KaK BO3PACT, B KOTOPOM OHO
JIeOI0TUPYET, MOXKET BapbUpoBarh oT 6 mec o 40 jer,
XOTsI OOBIYHO TIEPBBIE CUMITTOMBI TIOSIBIISTIOTCS B TIEPHO]
7—15 ner [3, 4, 10, 18].

B cooTBeTCTBUM C MEKIyHAPOIHBIMH PEKOMEH 1AL~
simu Kakapid cydaid [1]] cnenyer muddepenmporars

ot srmternicuu [10]. DT cocTossHMST HE BCeraa JIETKO
pas3InunTh, MOCKONBKY y OonbHBIX I1/] Hepenko oOHa-
PYKHBAIOT DSIWJICTITHYECKHE H3MEHEHHS B PYTHHHOMN
MEKIIPUCTYITHON 3JEKTposHLEedanorpaMmme, Ui Kylu-
POBaHUS IBUTATENILHBIX MTAPOKCU3MOB UCTIOIB3YIOT MPO-
THUBOSIMJICTITHYECKUE Npenaparsl, KpOMe TOTo, y YacTH
MAI[MeHTOB Ha 1-M romy *KM3HH OTMEYaroTCs AMUIICTH-
YecKHe NPUMAIAKH WIN UMEI0TCs (peOpuiIbHbIe CyI0pOTrH
B aHamHe3e [6, 8]. Hanumuue y Harero nanueHTa HOYHbIX
TMITHOTEHHBIX aTaK JIaBajlo OCHOBAHUE MPOBOIUTH AU (-
(epeHIHaNIbHBIN JMAarHO3 ¢ JIOOHO-/I0JICBOM SIUIICTICH-
eil, THIIEpPMOTOpPHBIC MPHUMAAKK KOTOPO BO3HHKAIOT BO
BpeMsI HOUHOTO CHa, MOTYT TIPOTEKaTh C COXPAHHBIM CO-
3HaHMEM U 0€3 MOCTIPUCTYNHOTO eprona. O1HaKo npu
MHOTOYHCJIEHHBIX MOBTOPHBIX DJI-MccienoBaHugx He
BBISBISUTM Yy TALMEHTA SMMJICITUYECKON aKTUBHOCTH.
JIMUTeNnbHOCTh TAPOKCU3MOB OKOJIO 3 MHH y HAIIero
OOJIBHOTO HE XapaKTepHa AJIsl JOOHBIX MPUIIAIKOB, KOTO-
pbIe B OOJIBIIMHCTBE CITy4aeB 3aKaHYMBAIOTCS B TEUEHHE
30—40 ¢ u He npomomkatorcs 6ombire 1 MmuH. Bo Bpe-
Ms TIPUCTYTIOB y peOeHKa He HaONIoaan aBTOMaTH3MOB,
adPeKTUBHONH MUMHKH M BOKAJIM3aLHUH, OMHUCHIBAEMbIX
MpH 3MWIETITUYECKUX Mpumnajakax. Hakoner, 33I-Bu-
JICOMOHUTOPHHI IPHUCTYMa, PA3BUBIIECIOCS BO BpeMs
CHa, TTO3BOJIMJI OKOHYATEIbHO HCKIIIOYUTh JUAarHO3 JI00-
HO-710JIeBOM smwtenicuu. TakuM o0Opa3oM, y peOeHKa
JIMATHOCTHPOBAIM coueTanue AByX (opm [1]]: kunesn-
OTCHHOM M TUITHOTEeHHOM. HakomieHHbI! K HACTOSIILEMY
BPEMEHH OINBIT HAONIOJCHUI T03BOJSIET KOHCTATHPO-
BaTh, YTO HE BCErna KIMHUYECKAsl KapTHHA YKJIAJbIBa-
eTCsl B MPOCTYI0 cXeMy 4 BBIIIENIEPEUUCICHHBIX (OopM
[1/1. B nmureparype uMeroTcsi COOOIIEHUS O HECKOJIBKUX
OOJIbHBIX, ¥ KOTOPBIX JHEBHBIE MPUCTYIBI COYETAIHNCH
C TUITHOTEHHBIMH 0€3 MPU3HAKOB MX 3IMHICHTUYECKOTO
MIPOUCXOXK/ICHHS, KaK U y Halero naruenra. [loquepku-
BaloT, 4T0 D -BUICOMOHUTOPHHT UMEET IIEPBOCTEIICH-
HOE€ 3Ha4YeHHUE B JMarHOCTHKE TAKUX CITy4yaeB, a JISUeHHE
WHOT/IA BBI3BIBAET Ooubiie TpyaHocty [10].

Briaensior nepBUYHYIO (MIUOMATHYECKYIO) M BTO-
puunyto (cumnTomaruueckyto) 11/, pa3BuBaromryrocs
Ha (oHE apyroro 3a0oJieBaHHUS WM KaK OCIOKHEHHE
nekapcTBeHHOM Tepanuu [6, 10, 18]. [lomaBusriomiee
6ompmHCTBO (10 78%) cimyuaeB kuHe3noreHHOU [1]]
SBJISIFOTCSL MIMONIATHYECKUMHU MM CeMEHHBIMU (popma-
mu [10,18]. T'eHeTnueckuit fAedekT OOHAPYKHUBAIOT B
JIBYX JIOKycax 16-if XpOMOCOMBI (CM. TaOIUILy), Jarie B
€e IEeHTPAIbHOW YacTH, BO3MOXKHO, TAaKXKe CYIECTBYET
JIOTIOJTHUTEIIbHBIN TPETUH JIOKYC, CBSI3aHHBIH C 3TUM 3a-
oonesanuem [10, 14, 18]. Unnonaruyeckas dpopma [1]]
Jalie BCTPEYaeTcs y MaJbuMKOB, YEM y JIeBOUYEK, B CO-
otnomenuu 3,75:1 [10]. [Ipu enMHUYHBIX TOCMEPTHBIX
WCCIIEIOBAaHUSIX HE BBISIBISIIOT IATOJIOTHM TOJOBHOTO
Mo3ra B ciaydasx [1]], 3a uckirouenuem nepepacupesie-
JICHUS1 MEJIaHUHA B BUJIE €T0 OTIIOKEHHUH B TOTyOOM IISIT-
HE WIH JIETKOH aCUMMETPHUH dyepHoii cyocrannuu [10].

[puunnsr BrOopruHoii [1/] Bechma pa3HOOOpa3HEI:
JIeMUENTMHU3UPYIOINe, HHPEKIIMOHHBIE U COCYIUCTHIE
3aboneBanns LIHC (paccestHublii ckiepo3, sHueda-
JIUT, TICpUHATAIIbHAS THIIOKCHYecKas dHIe(hanonaTus,
BacCKyJINT); HeHpoJlereHepaTuBHbIe 3a0oneBaHus (0O-
Je3Hb | eHTHHTTOHA); HJIOKPHUHHBIE M MeTadoiaude-
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CKHE pacCTpONCTBa (THIEPTUPEO3, THIONapaTHpeos,
TUITOKAJIBIIMEMUS], THIIOTJIMKEMHUS), a TaKKe BPOXKICH-
Hasi MeTaboJjnueckas Marojorusi (HEeKeTOHOTeHHas TH-
NepIIULIUHEMUS], NeGHUUUT MHUPYBaTACKApPOOKCHIIA3bI)
[1, 16, 18, 19]. I1J] MoxxeT BO3HHKATh Takke Ha (oHe
JUIMTETIBHOTO TIpueMa (peHUTOMHA WM rabaneHTHHA.
Haunbonee YacThIMH TpPUYMHAMH CHUMIITOMATHYECKON
kuHe3norenHoi I1J] Ha3pIBalOT paccesHHBIN CKIIEpO3,
KOTOPBIN MOXeT J1e0I0THPOBATh TUM PacCTPONCTBOM, a
Takke MO3roByro TpaBmy [10]. B atux ciydasx oOHapy-
JKUBAIOT MOBPEXKICHNE B 00IaCTH XBOCTATOTO si/ipa WU
3pUTEIBHOTO Oyrpa.

ITouck BO3MOXKHBIX IPUUMH cuMIIToMarnyeckou I1J]
y HaIIEro ManueHTa He Jan pe3ynsrara. OTKIOHEHHE OT
HOPMBI OOHAPYKUJIN TOJIBKO B OJTHOM TTOKa3aTelie — To-
BBIIIEHHOM cofiep>kaHnu NSE B ceiBopoTke kpoBu. NSE
SIBIISIETCS (DEPMEHTOM, KOTOPBIA HAXOIUTCS B TEIaX HEM-
POHOB M IOMAaAaeT B LepeOpPOCHUHATIBHYIO >KUAKOCTD
1 KpOBb NpU (PYyHKIIMOHAIBHOM WM CTPYKTYPHOM TIO-
BPEKACHUM KJIETOUHBIX MeMOpaH. CunTaercs, 4To Mmo-
kazarenn NSE SBISIOTCS BBICOKOUYBCTBUTEIBHBIM, HO
HecTen(pUUECKUM METOIOM OIPEACTICHUS KICTOUHON
necTpyKiuu. HekoTopble wuccienoBarend MoJaraior,
YTO TOBBIINIEHNE KOHUEeHTpauuu NSE B kpoBH cBs3a-
HO C THOENbI0 HEHPOHOB M 3aMEIIeHUEM UX TIIHAIbHON
TKaHb0. OCTaeTcsd HEU3BECTHBIM, SIBISIETCS JIM 9TO pe-
3yJABTaTOM 3alPOrPaMMHUPOBAHHON CMEPTH KIETOK —
arnonro3a, JIMOO € HEKPO3 HACTyNaeT BCICACTBHUE
HapylmeHus: (QOpPMUpPOBAHUS KOHTAaKTOB C JAPYTHMH
HelipoHamu [15]. CHmxenue ypoBHs NSE cBs3bIBatoT
C MEIUICHHOU JereHepanuei HeiiponoB. CormacHo aaH-
HBIM JIUTEpaTyphbl, MOBbIIIEHHE ypoBHS NSE B KpoBH
MOYKEeT HaOIIOaThCs MPU Pa3IMYHBIX HEBPOIOTMYECKUX
W TICUXMYECKUX 3a00JIEBAaHMAX, COMPOBOXKIAIOMINXCS
MOBBIIICHHEM TPOHUIIAEMOCTH TeMaTOdHIE(PaInIecKo-
ro Oapeepa [5]. Y mereil mepBbIX JIeT KU3HU AOMYCTH-
MO JIMIIb HE3HAYUTEIbHOE TOBBIIIEHHE YPOBHSA 3TOTO
(epMeHTa B KpOBM BCIEACTBHE (YHKIHMOHAIBHON He-
3pENIOCTH TeMaTOdHIEPaTUIECKOro U TeMaTOHEeBpab-
Horo Oapbepa. Ilokazarenn NSE y namero manumenra
MIPEBBIIIATN HOPMaJIbHbBIE 3HAYEHNUS B 2 pa3a, YTO MOIJIO
YKa3bIBaTh HA BO3MOXHBIN JECTPYKTHBHBIN HpOIECC B
Mo3roBoi TkaHu. OxHako mo ganaeiM MPT moBpexe-
HUS BELIECTBA FOJIOBHOTO MO3Ta HE BBISIBIEHO, TAKKE HE
OTMEYajoCh BBIPAKEHHBIX OTKJIOHEHUI B HEBPOJIOTHYe-
CKOM CTaryce, 32 MCKIIOYEHHUEM JMHU30AHYECKN BO3HU-
KAIOIIEH TMCTOHUYECKOH NO3bI IPABOM PyKH, 33JI€PKKU
MICUXOPEUEBOr0 Pa3sBUTHS U OCOOCHHOCTEH IOBEICHUS
B BHJI€ KallpU3HOCTH M arpeccUBHOCTH. B mmreparype
HEeT yKa3aHWH, SBJSIOTCS JM SMOLMOHAIBHO-ITHYHOCT-
HBIE PACCTPOICTBA COMYTCTBYROIIMM cuHApoMmoM I1/],
HO JIOBOJIBHO YaCTO OMMCHIBAIOTCS CIydau COYETaHUS
IT]] ¢ SMOUMOHAIBHOM TAOMIIBHOCTBIO, CKIIOHHOCTBIO K
TPEBOXKHO-/IEIIPECCUBHBIM PAaCCTPONCTBAM, 3aJEPHKKON
TICUXOPEUEBOT0 Pa3BUTHS M PEUEBBIMU HaPYIICHUSMHU
TUTIA TU3aPTPUH, 3XOJAJINHU, PeAKO — MyTH3Ma. Henb3s
WCKJIIOYUTH TOTO, YTO TATOJIOTHYECKUI MpoIlecC B Ha-
LIEM CITy4ae MOXET OBbITh ACCOLMUPOBAH C MUKPOCTPYK-
TYpHBIM TIOBpEKIEHHEM JHOO CBS3aH C HapyIIeHHEM
(opMHpOBaHMs HEMPOHAIBHBIX CETEH B CO3pEBAIOIEM
TOJIOBHOM MO3Te, TeEM He MEeHee NMPUYHHY 3a00JIeBaHUSI
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Dopwma I1/] T'en
Kunesunorennas 16pl1.2-q12.1
Hexunesnorennas 2q33-35
Hupyuupyemast pusnueckoit Harpy3koi 16p12-q12
l'unHoreHHast 20q13.2-13.3

Ha3BaTh HE IMPEJICTABIACTCS BOSMOXKHBIM. TakuMm obOpa-
30M, KJIMHMYECKUN JTUArHO3 HAIIETO IMalUeHTa MOXHO
chopMymHpoBaTh CICAYIOMNUM 00pa30oM: HIUOTIATHYE-
ckas IIJl, coueTtaHne KWHE3UOI€HHOM M TMIIHOTEHHOH
(hopm, 3a/1epIKKa TICUXOPEUEBOTO PA3BUTHSL.

[larodusuonornueckue mexanuszmbl pazButus [1]]
OCTArOTCS MaJIOM3y4YeHHBIMH. Jlonroe Bpems TUCKYTH-
pyercsi BOIpoc 00 JMHICHTUYSCKOM IMPOUCXOKIACHUN
JIBUTATENbHBIX MPUCTYIIOB HA TOM OCHOBaHHH, YTO OHU
KpPaTKOBPEMEHHBI, CTEPEOTUITHBI M HEPEIKO KYyIHPY-
foTcs Ha (poHE MprieMa aHTHKOHBYJIHCAHTOB. V3BECTHBI
CEMbH, B KOTOPBIX OTMedanock couetanue [1]], nndan-
THJIBHBIX CITa3MOB, POJIAHAMYECKON SMHUIICTICUH H TIHC-
yero cnasma [18]. Onucan ciy4dait 931 -u3MeHeHuil Bo
Bpems ipuctyna [1/], HaroMuHaoIMX dMUIEeNTHYECKUN
MaTTepH B BUJC PUTMHUECKHUX Pa3psI0B yacToTol 5 1y
[11]. Omnako B momaBistomIeM OOJBITMHCTBE CIydacB
OOl He BBISIBISICT UKTANBHBIX H3MeHeHu. HexkoTtoprie
aBTOPBI MPENIOIATAIOT, YTO SMUJICTITOTEHHBIN HCTOYHUK
MapOKCU3MOB HAXOAUTCS HE B KOPE TOJIOBHOTO MO3ra, a
B OazampHBIX sapax. [Ipu mpoBemeHnn omHOMDOTOHHOM
SMUCCHOHHOW KOMITBIOTEPHOI TOMOTrpaduu 0TME4aioch
MOBBIIIICHNE TIep(y3Un B KOHTpaIaTePAIbHBIX Oa3aib-
HBIX TaHIJIMAX BO BpeMs OMHOCTOpoHHEW araku IIJ]
[13]. UmeroTcs JaHHBIC O HEAOCTATOYHOCTH IIPOIIECCOB
KOPKOBOT0, TPaHCKAJUIO3JILHOTO TOPMOXCHHS M CITH-
HAJIBHOTO PEUUITPOKHOTO MHTHOMPOBAHUSA Yy OONBHBIX
I1I. AnanmoruvHble W3MEHEHUS OOHAPYKHBAKOT IPU
JIPYTUX DKCTPAMPAMUIHBIX PACCTPOICTBAX, HAPHUMEDP
npu auctonuu [16, 18].

CymecTByeT TOUKa 3pEHHs, COTJIACHO KOTOpOW Ta-
TOTEHETUYCCKOH OCHOBOW 3a00JICBaHMS SIBISICTCS Ha-
pymeHne (GYHKIIUH HWOHHBIX KaHAJOB HEHpOHOB Oa-
3anbHbIX saep [17]. U3BecTHo, yTO yuyactok 2q33—q35
16-i1 xpomocoMbl, oBpexAcHHBINA TTpu 111, comepxut
TeHBI, KOAMPYIOIIUE CUHTE3 OCJIKOB KIETOYHBIX MEM-
Opan. OOcyxmaercst marojorus KaHamoB mius Na, K,
Ca, 0IHaKO YETKHX JIaHHBIX O TOM, KaKOH THUIT HOHHBIX
KaHaJIOB UMEeT 3HaueHHWe U Pa3BUTHA 3a00JeBaHUA,
HE MoJIy4eHo. BrisiBieHue y marepu peOeHKa BO BpeMs
OEpEMEHHOCTH PAaCCEeSTHHOTO CKJIEp03a IT03BOJIAET Jie-
JaTh CIEKYJISTHBHOE IPEINOJIOKECHUE O KaHAJIOIATHU
MOTCHLIMAI3ABUCUMBIX Na-KaHAJIOB KaK O BO3MOYKHOM
npuuuHe [1/] y Manpuuka, MOCKOJIBbKY TPU PACCETHHOM
CKJIEpO3€ OMHCHIBAIOT MOpaKeHNE yKa3aHHBIX MOHHBIX
KaHasoB B kieTkax ITypkunse [9].

Kunesnorennas I1J] 0OBIYHO XOPOIIO MOMTACTCS
JICUCHUIO aHTUKOHBYJIbcaHTamu. [Ipemaparom BbIOOpa
sBisieTcs KapbamaszenuH. Coo0IaT Takke, 9T0 MOTYT
ObITh 2PPEKTUBHBI OKCKapOa3enuH, (eHUTONH, ruaaH-
TOWH, TOITUPAaMar, BaJbIlIpoeBasi KUCIOTa U OapOuTypa-
ToI [3, 6, 10]. IIpu I1/] aHTUKOHBYJIbCAHTHI IPUMEHSIOT
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B Ooylee HU3KHUX J103aX, 4yeM IpH snuiencuu. Ilarore-
HETHYECKYIO OCHOBY MX JCHCTBHUS COCTABIISIIOT CHUKE-
HUE BO30YTMMOCTH MOTOPHBIX 30H TOJIOBHOTO MO3Tra, a
TaKXe MPsIMOE BIMSHUE HA (YHKLIUIO HOHHBIX KaHAIOB
KJICTOYHBIX MeMOpaH. B HEKOTOPBIX cITydasiX HCIOIb3Y-
10T L-goda-conepkamme npenaparbl, 3pPEKTUBHOCTh
KOTOpBIX OTMeueHa npu HekuHeznorennou II/ u TI/,
MHIYIUPYEeMOH (hU3HYeCcKoil Harpy3Koi, 4To O3BOJISET
NPEATOIOKUT BO3MOXKHBIE HAPYIICHHUS TOPaMHHOBO-
ro obmena [18]. Amnerazonamuy (nuakap0) MpHUMEHs-
10T JiJIs JiedeHus: kuHesuorenHout I1J[, B Tom uwucne y
OOJIBHBIX paccesHHBIM ckiiepo3oM. KimHuueckuit 3¢-
(dexT muakap6a B 3THX CIydasiX CBSI3BIBAIOT C OJI0KaI0H
KapOOaHTHIPa3bl B HEPBHBIX KJIETKAX U CHHKCHHUEM
ux Bo3OynuMocTH. Creayer OTMETUTh, YTO KOHTPOIH-
pyeMmbIX uccienoBaHuii 3(ekTuBHOCTH Npemnaparos,
ucnosb3yeMbix s jgedenus 11J1, ne nposoaumiiocs. Jle-
KapCTBEHHAs TEpaIusl B KaXKJIOM CiIydae moaOupaercs
AMIIUPHYECKH.

Jleuenue Hamrero 60JBFHOTO BBI3BAJIO OIPECICHHBIC
TpyaHocTH. Tepanus kapOamMa3enHOM JaBajia BpeMeH-
HBIH TIOJOXKUTENBHBIA 3((GEKT B BUAE YMEHBLICHUS
YacTOThl JIBUTATEIBHBIX TapOKCU3MOB. AHAIOTUYHBIN
pe3ynbrar ObUI paHee MOJyYeH NPH JICUCHUH MalneH-
Ta THANPUAAIIOM — HEHPOJICNITUKOM, YCTPaHSIOIIUM
JUCKMHE3WU LEHTPAJIBHOTO MPOUCXOKAeHus. L-moda-
coJiep KaIluii mpenapaT HakKOM BBI3BaJI ydallleHHE TpH-
crynoB. Hamu Obuta mpeAnpHHATA TarKkKe MOIBITKA
BBECTH B CXeMy JieueHus nuakapo B qo3e 200 Mr/cyr B
TEUCHHE TPEX JHEH C MOCIEeAYIOIUM MPUEMOM Yepe3
JIeHb B TedeHue | mMec, OfHaKo 3TO He TOBJIHIIO Ha Ya-
CTOTY JIBUTATEJIbHBIX MAPOKCU3MOB. B pesynbrare Tepa-
MUIO TIPOJODKUIIM TErPETOIOM B JI03€, 00ecreyuBaro-
el TeparneBTHYECKUH YpOBEHb INpernapara B KPOBU U
pasHoit 200 mMr/cyT. Kak y»e oTMeuasnoch BhIIIE, B JTUTeE-
parype UMEIOTCs YIIOMUHAHUS O TOM, YTO JICUEHHE coue-
TaHus HeckoIbkux (opm 1], kak y Hamiero namnueHra,
MOKET BBI3bIBATH 3HAYUTEIILHBIC TPYIHOCTH. B mepcrek-
THUBE [IPU CHIKEHUH dPPEKTUBHOCTH TEIPETOIIA MOKHO
PEKOMEHA0BATh IIEPEX0 Ha APYTHe aHTUKOHBYIIbCAHTEI,
B YaCTHOCTH JIETIaKWH (BaJbIIPOeBast KUCIOTA) B 103€ J10
15 Mr/kr/cyT Kak Ha OIWH U3 HawmOolee yIOoOHBIX Tpe-
MapaToB I IPUMEHEHHS B IETCKOM MpaKTHKE.

[Iporuo3s s xwu3HY nanuedToB ¢ [1/] ocraercs Ona-
TOTNIPUATHBIM. XapakTepHO YMEHBIIICHUE YacTOTHI JBH-
raTeyibHBIX MapOKCHU3MOB C BO3PAacTOM, OIMCHIBAIOTCS
TaK)Ke CIydyau CIIOHTAaHHON PEMUCCHH MOCIIE HACTYyIUIe-
HUs yOepTarHoro nepuona [4, 6, 18].
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