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OBLIASA XAPAKTEPUCTUKA PABOTbI
AKTYaJIbHOCTh TeMbI HCCJICIOBAHMS U CTENIeHb €€ pa3padoTAHHOCTH

Myxkononucaxapuaosbl (MIIC) — HaciencTBeHHbIE HapylIeHHs OOMEHa BEIIECTB, OTHOCSIIUECS K
rpyIme JHU30COMHBIX Oonesneir HakorieHuss (JIBH) wu  oOycinoBnennbie nedunuroM (GEpMEHTOB,
Y4acTBYIOUIMX B pacllelyieHuu riauko3amuHoriukaHoB (I'AIY). Pe3ynbraToM HEIOCTaTOYHOCTH JIaHHBIX
(bepMeHTOB sBisieTcs nporpeccuBHoe HakoruieHue ['AlT B pa3nuyHBIX OpraHax M TKaHSX, B TOM YHUCIIE B
nentpansHoii HepBHOU cucreme (IITHC), oOomoukax TOJOBHOIO W CHHMHHOTO Mo3ra. KiuHU4eckue
nposiBiieHuss MIIC sBnstoTCSA MyJIbTHCHUCTEMHBIMH M B OOJIBIIMHCTBE CIIy4aeB BEAYT K YMEHBIICHUIO
MPOIOJDKUTEILHOCTH M yXy alieHnto kauecTBa xxu3Hu (Kpacnomonbsckas K. /., 2005; Neufeld E. et Muenzer
J., 2001).

XX Bex 03HaMEHOBAJICS MOSBIECHUEM B KIMHUYECKON IIPaKTHUKE HOBBIX MeTOA0B Tepanuu JIBH, B
TOM YHCJIE MpenapaToB JUisi BHYTpUBEHHOH (GepmerTO3amectuteabHoi Tepanuu (O3T) MIIC I, 11, IVA, VI
u VIl (Giugliani R. et al, 2012). Pe3ynbTathl psia 3KCIEpUMEHTOB ¢ ucnoiib3oBanueM M3T Ha KUBOTHBIX
mozensx MIIC, onucanusi kmuHUYECKUX ciaydaeB JiedeHUs cubcoB ¢ MIIC, a Takke NaHHBIE U3y4YCHUS
narorene3a MIIC, ykaspiBatonue Ha Hakormienune ['AlT B nm3ocomMax B MpeHATaIbHOM TEPUOJE,
CBUJCTEIHCTBYIOT O BO3MOXKHOCTU JOCTHKCHMSI HAWIYUIIUX PE3yJNbTAaTOB MpU Hauboyiee paHHEM Hauaie
J€YEeHUs — JI0 MOMEHTa pa3BUTHUS HeoOpaTHMMbIX H3MEHEHMH B oOpraHax. B yclIoBHSX OTCYTCTBHS
HeoHaTajgbHOro ckpuHuHra Ha MIIC nanHBIi (akT Bo3/IaraerT Ha MPAKTUYECKUX Bpayeil OOIBIIYIO
OTBETCTBEHHOCTh 110 CBOCBPEMEHHOMY YCTAHOBJICHHIO JIMarHo3a, B CBS3M C 4YeM aHaiu3 Jae0roTa
CUMITOMAaTUKA M BO3pacTa YCTaHOBIEHHWS auarHo3a mnaunueHtamM ¢ MIIC B peanbHON KIMHUYECKOU
NpaKTHKe SIBIIETCs Ype3BbidaiiHo akTyaibHbiM (D'Avanzo F. et al, 2020; Grant N. et al, 2022; Mehta A. et
Winchester B., 2012).

HecmoTrpss Ha J0CTaTOYHO MNPOAODKUTENBbHBIM ONbIT ucnoias3oBanus @O3T, npumeneHue
BHYTPUBEHHBIX PEKOMOMHAHTHBIX (GepMmeHToB A jeueHuss MIIC compsbkeHO ¢ psiioM HEpemEHHBIX 0
HACTOSIIEro BpeMeHH BOIPOcoB. Tak, oneHuTh dpdpexTuBHOCT P33T B peanbHON KIMHUYECKON MPAKTHKE
KpaiiHe CJI0YKHO B CBSI3U C MaJIbIM KOJIMYECTBOM MAIMEHTOB, T€TEPOre€HHOCTHIO KIIMHUYECKOTO (DEHOTHIIA, a
TaKke BapuabelbHbIM Bo3pacToM Hauvana sedenust (Kuiper G.A. et al, 2019). B pe3ynbrate He3aBHCUMBIC
MOCTPErucTpallMoOHHble JaHHble 00 3¢ dexkTuBHOCTH M OezomacHoctn D3T y maumentoB ¢ MIIC, B Tom
qyclie MPOBOJMMON JUIMTENbHO M HA4aToOM B JETCKOM BO3pacTe, HEMHOTOYHMCIIEHHbI U B OOJIBIIMHCTBE
CllyyaeB OCHOBaHbl HA HCCIIEOBAHUAX, BKIIIOYAIOIIMX HEOOJBIIOE KOJWYECTBO YYACTHUKOB MWIJIM Ha
omucaHusx kmuHudeckux ciay4aeB (byumnckas H.B., 2014; Illapunosa M.H. u coast., 2018; Bilginer
Gurbuz B. et al, 2019; Broomfield A. et al; 2020; Franco J.F. et al, 2017). Yka3aHHble 0COOEHHOCTH MOTYT
BHOCHUTb BKJIaJl B TaK HAa3bIBa€MbIl pa3pblB MEXIy 3(PQPEKTUBHOCTHIO U PE3yJbTaTUBHOCTHIO — pPa3HUILY
MEXJYy pe3ylbTaTaMM O0a30BbIX KIMHUYECKHUX HCCIeAOoBaHUM U 3((eKkToM mpernapatoB B pealbHOM
knandeckoi mpaktuke (D'Avanzo F. et al, 2020; Kuiper G.A. et al, 2019). Kpome Toro, Bnusiaue @3T Ha
UCXOJbl, HE HUCIOJB3YEMBIE B JIOPETUCTPALMOHHBIX M IPOJOJDKEHHBIX KIMHUYECKHX HCCIIEJOBAHMSX B
KAauecTBE KOHEYHBIX TOYEK (KapHaJbHbIA TYHHEIbHBIM CHHIPOM, THOEpTpOodUI0 JTUM(POUTHOW TKaHU
HOCOTJIOTKH, OCTPOTY CilyXa, HeHpOoBH3yaIM3allMOHHbIE M3MEHEHUs), B IeIoM Mano u3ydeHo. C yuérom
yKa3aHHBIX OCOOCHHOCTEH I TOCTHKEHUS ONTUMAIBHOTIO Pacpe/IesIeHUs] peCypCcoB 3/IpaBOOXPaHEHUs OT
MEIULUHCKUX YUYpEeXJeHHH, oka3bIBatomux nomoinp mnanueHTam ¢ MIIC, tpeOGyercs Hambonee TO4HOE
orpeelieHne U JokymMeHTtupoBanue 3ddekra ot jgeucaus (Mehta A. et Winchester B., 2012; Muenzer J. et
al, 2012).

Bonpoc ontumansaoro Bpemenu umnHunmanuu ®3T (Ha JOKIMHUYECKOW cTaauu 3a00JieBaHUS WIH
nocjae MaHu(ecTalMu NpPOSIBIEHUH), B CBSI3M C BBICOKOW CTOMMOCTBIO INPENapaToB U HEIOCTATOYHOCTHIO
JaHHBIX O paHHEM IPUMEHEHHH PEKOMOMHAHTHBIX (DEPMEHTOB, AUCKYTUPYETCS HCCIIEOBATEIsIMU B
T€YEHHE JBYX IIOCIEAHMX JECATWIETUH, YTO HAXOOUT CBOE OTpPAXEHHME B pa3IMuUMAX IOKa3aHUH K
MPUMEHEHHUIO JIapOHUAA3bl, HAypcyibda3zbl U Taiucyiabdasbl, ONyOIMKOBAaHHBIX B KIMHUYECKUX
pPEKOMEHIALNAX, KOHCEHCYCaX M B MHCTPYKLIMSX IO NMPUMEHEHHUIO IPENAapaToB pPa3IMYHBIX CTpaH MHpa.
HeonHo3HayHO Takke MHEHHE CIEHUAIKMCTOB O IeJIecoo0pa3HOCTH W anroputMme HaszHadeHus O3T, He
MPOHUKAOIIEH depe3 remarodHredanmnyeckuit 6aprep (I'Db), manuentam ¢ HevpoHonatuueckumu MIIC
(Akyol M.U. et al, 2019; Lampe C. et al, 2014; McBride K.L. et al, 2020; Raiman J. et al, 2022; Wraith J.E.
et Vellodi A., 2008).


https://www.ncbi.nlm.nih.gov/pubmed/?term=Lampe%20C%5BAuthor%5D&cauthor=true&cauthor_uid=24596019
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[Mpemapatel s BHyTpuBeHHOW 3T He cnocoOHBI mpeomoneTr Db u mpenoTBpaTHTH
MPOTrPECCUPOBAHNE HEBPOJIOTHYECKOTO perpecca y naiueHToB ¢ HeiipoHonarnyeckumu MIIC, B cBsi3u ¢ yeM
MPOJIOJDKAIOTCS MHOTOUMCIICHHBIC CCIICIOBAHMS 110 TPEOI0JICHUIO TaHHOM mpobiemsl (Sawamoto K. et al,
2019). Ognako Majloe KOJMYECTBO IAIIMEHTOB, OOJBIION CHEKTP KJIMHUYECKOH TSKECTH, OTCYTCTBHE
71a00paTOpPHBIX MapKEPOB HAIMUYUS W CTEIIEHH HEBPOJOTHYECKOTO TOBPEXKACHUS, a TAKKE OTCYTCTBUE
KOHCEHCyCa O KIWHHYECKHM 3HAUMMBIX KOHEYHBIX TOYKaX M O HEOOXOAMMOHN MPOJOJIKUTEIBHOCTH
HaOIIOACHUS TSl OLICHKU 3(PPEKTUBHOCTHU JICYCHHUS MPOJIOIHKAIOT OCTABAThCS OCHOBHBIMH OTPAaHUYEHUSMHU
JUISL TIPOBEACHUS KIMHUYECKUX HCCIEAOBAHMII HOBBIX METOJOB Tepanuu HevpoaerenepatuBHbix MIIC
(Barranger J.A. et Cabrera-Salazar M.A., 2007; D'Avanzo F., 2020). [Tpu 3TOM OmHMCaHHUsI MO3TAITHOTO
nporpeccupoBanusi cumMnToMoB TmepBuuHoro nopaxkenuss [[HC y manmentoB ¢ MIIC B nureparype
Ype3BbIUAHO peaKu. JleTanu3anus eCTeCTBEHHOTO TEYEHHUs 3a00JIeBaHus, HEOOXoauMas Ui YTOYHEHUS
XapakTepa, CpOKOB MaHU(ECTAlMM U MPOTPECCUPOBAHUS HEBPOJIOTHUECKONH CUMIITOMATHKU Y TAI[UEHTOB C
HelipoHonarnueckumu MIIC, a Ttaxke oIpeneraeHHe paHHUX KIMHUYECKUX IPEIUKTOPOB Ppa3BUTHUS
TsoKénoro (Qenoruna cuHapoma XaHTepa YpPE3BBIUANHO BaXKHBI Ui ONTHUMHU3ALUKA CHUMIITOMATHYECKOMN
MIOMOUIY MalMeHTaM U JJIsl palMOHaJIbHOTO IUIAHUPOBAHMS KIMHUYECKUX HMCCIEI0BaHUN HOBBIX METOOB
neuenus (Holt J.B. et al, 2011; Mehta A. et Winchester B., 2012; van der Lee J.H., 2020).

Jannsle HeilpoBusyanusauuu nanueHToB ¢ MIIC nemoHCTpupyroT OOJIBLION CIEKTp HapylEHUH,
KOppeIslus KOTOPbIX C THUMaMH 3a00JeBaHMsl M KIMHUYECKUMHU MPOSBICHUSIMH aKTUBHO H3y4yaeTcs B
HacTosiliee BpeMs. BaKHbIMM HalpaBlICHUSMU SIBJISIOTCS OLIEHKA HBOJIIOLIMU I10Ka3aTesied MarHUTHO-
pezonancHoit tomorpaduu (MPT) Ha ¢one ecrecTBeHHOro TeueHUs 3a00NeBaHUST U OMpeiesieHue
BU3YQJIM3AIMOHHBIX MapKEPOB OOJNE3HH, KOTOPBIE MOTYT OBITh HCIHOJB30BAHBI JUISI YCTAHOBJICHUS
3¢ (HEeKTUBHOCTH HOBBIX METO/I0B Teparuu. OTCYTCTBHE OKOHUYATENIBHBIX JOCTOBEPHBIX BHIBOJOB IO JIaHHBIM
BOMpocaM OOYyCJIOBJICHO HEMHOTOYMCICHHOCTBIO ONHMCAaHUN HEHPOPaIHOIOTHYECKHX HW3MEHEHHH Yy
nauueHtoB ¢ MIIC, ManbpiM KOIMYECTBOM NAMEHTOB B M3Y4YaeMbIX Ipylnax WM HaJIWMYUEM ONHCAHUI
JIMIIG eAMHUYHBIX KiuHrndeckux npumepoB (Calleja Gero M.L. et al, 2012; Fan Z. et al, 2010; Manara R. et
al, 2011; Zafeiriou D.I. et Batzios S.P., 2013).

Ieas ucciaenoBanus
OxapakTepn30BaTh €CTECTBEHHOE TEUEHHE HEHPOHOMATHYECKUX MYKOIIOJIUCAXapU030B y ACTeH U
OLIeHUTH IP(HEKTUBHOCTh (PEPMEHTO3aMECTUTEIHFHON TEPANUU PA3NUYHBIX TUIIOB 3a00JIEBAHUS B pealbHON
KJIMHUYECKOWM MPaKTHKE.

3agauu uccaeI0BaHUuA

1. YcTaHOBHUTH BO3pacT W KIMHUYECKYIO KapTUHY Ae0r0Ta MYKOIOIHCAXapHuI030B, a TaKkKe CPOKHU
BepU(UKALIMU AMATHO3a B 3aBUCUMOCTHU OT TUIIA U BapuaHTa TEUEHUs 3a00IeBaHMs.

2. OxapakTepu3oBaTh KIMHUYECKHE W BO3PACTHBIE OCOOCHHOCTU TEUCHMsI HEHpOJereHepaTuBHOTO
nporecca y AeTel ¢ HeMpOHONaTHYECKUMHI MYyKOIIOJIMCaXapH103aMHU.

3. VYcTaHOBUTh U OLIEHUTh B JIMHAMHMKE HEHWPOBU3YAIM3aLUOHHBIE MAPKEPHl HEMPOHOMATHYECKUX U
HEHEHPOHOMAaTUYECKUX MYKOMOJINCaXapHu1030B Y AETEH.

4, N3yunTh B AMHaAMHUKE J1abOpaTOpHbIE, COMAaTHYECKHUE U HEBPOJOTHYECKUE TOKa3aTeln y JeTel ¢
MyKoOToJrcaxapu103aMu Ha poHe pepMEeHTO3aMeCTUTENbHOM Teparui.

S. OneHuts  0€30MacHOCTh  MPUMEHEHHS (EepMEHTO3aMECTUTENbHOM Tepamuu y JeTed ¢

MYKOITIOJIMCaxapruao3aMu.

Hay4yHnasi HOBM3HA
B HacTodmemM wHccieloBaHMM BIIEPBBIE JAETAJbHO ONHCAaHA JMHAMUKA MYJIbTUCHCTEMHOIO
MOPKEHUsI y JeTed ¢ pa3audyHbIMA THUHNaMu u Bapuantamu TedeHuss MIIC, HaOmromaromuxcs u
MOJyYaroIuX MaToreHeTuueckoe jedenue B Poccuiickoit denepanun. Jlana noapoOHas XapakTepUCTHKA
s¢ppextuBHOcTH P33T B OTHOUIEHHMM COMAaTHYECKHX, JIaOOpAaTOPHBIX, HEUPOPUINOIOTUYECKUX H

HelpoBu3yanu3anroHHbIX nokaszareneit y aereit ¢ MIIC I, Il u VI. OtaensHo paccMoTpena 3¢ (heKTHBHOCTh
u OezonacHocTh ®3T B ByX Masio M3Y4YEHHBIX MOMyJSIIMSIX — Yy naeredt ¢ Tsokénon popmoit MIIC Il u y
nerei ¢ MIIC |l, HavaBmmMXx JiedeHue B Bo3pacte Miaame S5 jer. IlpomemoHcTpupoBaH

yaoBieTBopuTenbHbIN npoduiib 6e3omacHocty 3T y nereit ¢ MIIC B peanibHON KIMHUYECKOM MPAKTHKE;


https://www.ncbi.nlm.nih.gov/pubmed/?term=Holt%20JB%5BAuthor%5D&cauthor=true&cauthor_uid=21518713
https://www.ncbi.nlm.nih.gov/m/pubmed/?term=Fan%20Z%5BAuthor%5D&sort=ac&from=/20203116/ac
https://www.ncbi.nlm.nih.gov/pubmed/?term=Manara%20R%5BAuthor%5D&cauthor=true&cauthor_uid=21465231
http://www.ncbi.nlm.nih.gov/pubmed/?term=Batzios%20SP%5BAuthor%5D&cauthor=true&cauthor_uid=22790241
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ONHMCAHBl pa3IMyUsl B PEAKUUAX, CBI3AHHBIX C HUHPY3UAMH, y JeTed C HEHPOHONATUYECKUMHU H
HeHelipoHomarnueckumu MIIC. BriepBbie omucano pa3BuTHEe JaOOpPaTOPHBIX W3MEHEHWW B BHJIE MakKpo-,
MHUKPOT€MaTypHH, HPOTEUHYPHH, TUMOATHOyMHHEMHUH, TurnonporeuHemun Ha ¢one DO3T y nBoux
MabuuKoB ¢ Tsokénoi Gpopmoit MIIC I, Hauapmux nonyvyars @3T B Bo3pacTe mutaamie 5 Jer.

BnepBble oOnmcaHO €CTECTBEHHOE TEUYEHHWE HEHPOAEreHEPATUBHOIO INpoLEcca Yy POCCHUICKUX
nanueHToB ¢ Tsokénort popmoit MIIC Il u ¢ MIIC Ill, npeacTaBieHsl W MpoaHATM3UPOBAHBI CPOKH
BO3HUKHOBEHHS OCHOBHBIX KJIMHMYECKHUX HpOsiBIeHUI nporpeccupyrouiero nopaxenus LHHC. OtaenpHo
pPaccMOTpPEHO BO3HUKHOBEHHE SnuiIentudeckux npuctynoB y gereir ¢ MIIC, ux yacroTa, cemMHuosorus,
reHe3, BO3pacT Ae00Ta M CPOKH BOSHUKHOBEHHS 110 OTHOIICHHUIO K BPEMEHH TOSBICHUS STMIENTH()OPMHOM
AKTHBHOCTH 110 JaHHBIM 3jiekTposHiedanorpaduu (D3I, IIpenioxkern METOA MPOrHO3UMPOBAHKS TSHKECTH
TEYEHMsI CUHpOMa XaHTepa Ha OCHOBAHUU KIIMHUYECKUX JAHHbIX.

BrepBble ¢ UCHOIB30BaHUEM IIKaJ, NPUMEHSAEMBbIX i1 OIEHKHM HEHpOBU3YyAIN3alIMOHHBIX
u3menenmii y 6onbHbix ¢ MIIC (Algahtani E. et al, 2014; Lee C. et al, 1993; Manara R. et al, 2011; Matheus
M.G. et al, 2004), u mapamerpoB ruaporedanuu, omucanubix Raybaund A. u Barkovich A.J. (2012),
oxapakrepusoBansl fJanHele MPT rosoBHOro mMosra, memMHOro OTAena CIIMHHOTO MO3Ta U IIEHHOTo OTHesna
no3BoHouHuKa (ILIOIT) u npoBenéH ux cpaBHUTENBHBIN aHATH3 Y POCCUHCKUX JE€TEl C pa3TuYHBIMU THUIIAMU
u Bapuantamu TeueHuss MIIC. Onucana nuHamuka nokaszateneid MPT romoBHoro mosra, menHOro otaena
cnuaHoro mo3ra u ILIIOII. Beiaenensl HelipoBU3yaIn3allMOHHbIE MAapKEPBI PA3TUYHBIX TUIIOB M BapUAHTOB
teuenust MIIC, a takxe MapkEpsl mporpeccupoBanus 6one3nu npu Tsoxénon popme MIIC |1 u mpu MIIC
I1l. YcranoBieHa B3auMOCBSI3b THUIIEPOCTO3a Uepena u aTpoduu roioBHoro mosra y aereit ¢ MIIC.

Teopernyeckas M NpaKTHYeCKasi 3HAYNMOCTh

B uccnenoBaHuy mosydeHbl 3HAUMMBbIE JJIs IPAKTUUYECKOro NMpPUMEHEHMs pe3ynbTarhbl. [lokazano,
yro JuarHoctupoBanue MIIC y nerell BbI3BIBAET TPYAHOCTH U IPOUCXOAMT IOCIE Pa3BUTHS
MYJBTHCUCTEMHOTO TOPaKEHHsI B OOJNBIIMHCTBE citydaeB. Hamboiblnee TuarHoCTUYECKOE MPOMEIICHUE
UMeeT MecTo MpH JByX HeHeiponomatuueckux tumax MIIC: nérkoir ¢popme MIIC | u MIIC IVA.
[IponemonctpupoBano, uro aed6ror MIIC y OONBIIMHCTBA MAlMEHTOB C HEHEHPOHOMATUYECKUMH H
HelipoHonarnyeckumu ~ MIIC  mpencraBieH  cOMaTHYECKMMM — NpOSIBICHHAMH.  Boigenmenel 11
SKCTpaHEBpPAJIbHBIX CHUMIITOMOB Uil NpOBeJeHHs cenekTuBHOro ckpunuHra MIIC cpeau nerckoro
HaceJieHHs. BrisiBieHbI 1a0opaTopHble OTKJIOHEHHS B BHJIE MOBBIIIEHUS TPAaHCAMHUHA3 M TPOMOOLIUTONIEHUH
y gereir ¢ MIIC, conpoBoXIaroUIMMUCS HAKOIUIEHUEM TenapaHcyib(aTa. YCTaHOBJIEHO, UYTO Yy JIeTell C
MIIC uvactoTa pa3BUTHs TPOMOOIIUTONICHUN Ha (POHE TEeparuy BaJIbIPOEBOM KUCIOTOM MPEBBHIIIAET TAKOBYIO
B 001el nmomysiuuu Aerei ¢ snuiencuei. [lokazano, uro @3T cienyer paccMaTpuBaTh Kak MPEBEHTUBHOE
JieueHue, HalpaBJIEHHOE Ha 3aMe/UIEHUE MOSBICHUS U MPOrPeCCUPOBaHUS OOJIBIIMHCTBA HKCTPAHEBPATIbHBIX
cumnToMoB. [IpoaemoHcTpupoBaH yaoBiaeTBopuTenbHbIN npoduib Oe3onacHoctu O3T. IMoareepxnaeHo,
YTO OOJIBIIMHCTBO MAllMEHTOB, UCTIBITHIBABIINX PEAKLUH, CBSI3aHHbIE C UH(Y3USAMH, B TUHAMHKE MIEPEHOCST
BBE/ICHHE (DEPMEHTO3aMECTUTEIIbHBIX TpEenaparoB 03 OCIOKHEHHWH. Y CTaHOBJIEHO, YTO Yy OOJBIIMHCTBA
OOJIbHBIX pEaKIMH, CBA3aHHBIE ¢ MH(Y3UsSIMHU, BIEpBblE BO3HMKAIOT BO BpeMs 1-ro Mecsla JiedeHus; a
MAlUEHTHI, TIEPEHOCSIIINE B TeUeHUe 3 U 0oJiee MecsAlleB UH(PY3un 0€3 OCI0KHEHHM, TEM HE MEHEe, UMEIOT
PHCK pa3BUTHs peaKIMid, CBA3aHHBIX ¢ HHPY3UsIMU. OnHcaHO pa3BUTHE TAOOPATOPHBIX U3MEHEHUH B BUJIE
Makpo-, MHUKPOreMaTypuH, MPOTEUHYPUU, TUNOATLOYMUHEMHUH, THIONPOTEMHEMHH Ha (oHEe Tepanuu
uaypeynbhazoil y 1soux mManpuukoB ¢ Tsoxénoit popmoit MIIC I, nayaBmux nomyuats ®3T B Bo3pacte
Miaame 5 jer. YCTaHOBJIEHO, YTO COYETAaHUE JBYX KIMHHUYECKUX CHUMITOMOB — OTCYTCTBHUSI IOJIHOTO
JTHEBHOTO M HOYHOT'O KOHTPOJIS HaJ (PYHKIMSAMHU Ta30BbIX OPTaHOB U YMEHHs CTPOUTH PaclpoCTpaHEHHbIE
MpesIoKeHUsT K 3 rojam, sBISETCS MPEIUKTOPOM pa3BUTHs HelpoHomatuyeckoro Bapuanta MIIC II.
IToka3zaHo, uto y OonbIIMHCTBA JeTei ¢ HelpoHonmaTuueckumu MIIC B TedeHue 2 jer mociie NepBUYHON
perucTpalMi  SMUAKTUBHOCTH  JMMWJIENCUS  HE  JAeOITHpYET. Ha  ocHoBanmm  aHanmmsa
HEHpOBHU3yaIM3allMOHHBIX U KJIMHUYECKHUX JaHHBIX MOKa3aHo, yTo nanuentsl ¢ MIIC I, Il u VI naxonsarcs B
Tpynme pHucKa pa3BUTHS HEUPOBU3YAIM3ALMOHHBIX W KIMHUYECKUX MposiBIeHUd ruapouedannu. Ha
OCHOBAHMHU aHalM3a COOCTBEHHBIX HAOMIONEHUM W JaHHBIX JIMTEPATyphl MPOAEMOHCTPHUPOBAHO, YTO
ManueHTsl ¢ HeliponerenepatuBHbIM TeueHneM MIIC oTHocsTCS K rpymie pucka pa3BUTHS CyOTypabHBIX
reMaToM, B IATOreHe3e KOTOPBIX WIPAET POJib Mporpeccupyromas nepedpaibHas aTpodus, BO3MOXKHOE
pa3BUTHE TPOMOOIMTONIEHUN M LUPKYJALUS B KPOBHU TremapaHcyibdara, o0yiagaroniero CBOHCTBaMHU


https://www.ncbi.nlm.nih.gov/pubmed/?term=Alqahtani%20E%5BAuthor%5D&cauthor=true&cauthor_uid=24423630
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lee%20C%5BAuthor%5D&cauthor=true&cauthor_uid=8279321
https://www.ncbi.nlm.nih.gov/pubmed/?term=Manara%20R%5BAuthor%5D&cauthor=true&cauthor_uid=21465231
https://www.ncbi.nlm.nih.gov/pubmed/?term=Matheus%20MG%5BAuthor%5D&cauthor=true&cauthor_uid=15205860
https://www.ncbi.nlm.nih.gov/pubmed/?term=Matheus%20MG%5BAuthor%5D&cauthor=true&cauthor_uid=15205860
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SHJOTCHHOTO AHTHUKOATYJSHTA. YCTaHOBIEHO, YTO IUCIUIa3Hs 3yOOBHIHOTO OTPOCTKA akcuca Hambolee
BeIpakeHa y aeteil ¢ TsokénpiMu Gopmamu MIIC I u Il u y gereit ¢ MIIC IVA, a 3HaunMBbIid CTEHO3
03BOHOYHOTO KaHana Ha ypoBHe HIOII n/unm kpaHnoBepTeOpaIbHOTO MEPEXo/ia U €ro NpOorpecCHpOBaHNe
B IuHaMuKe Xapaktepubl s aeteit ¢ MIIC I, 11, IVA u VL.

Crenyromue pe3ysbTaTbl HCCIEOBAHUS 00JIaal0T HE TOJIBKO MPAKTHYECKOM, HO U TEOPETUUECKOM
3HAYUMOCTBIO. Y CTAHOBJICHHBIE CPOKM IOSIBJICHUS OCHOBHBIX HEBPOJIOTMYECKMX CHMITOMOB M
HEHPOBU3YyaIU3aLUOHHbBIE MAapKEPHI MPOrPECCUPOBAHUS HEWPOJIETE€HEPATUBHOIO IPOLECCa y NALMEHTOB C
Tsokénoit popmoit MIIC Il m ¢ MIIC Il mpencTaBisitoT NMpakTHYECKYH0 3HAYUMOCTh JJIsSI ONTHMH3AIUN
CUMITOMATHYECKOW IMOMOIIM MallMEHTaM M yXO0Ja 32 HUMH, a B JAJIIbHEUIIIEM MOTYT OBITh MCIOJIh30BAHBI
Uis  OLEHKH dS(PQPEeKTUBHOCTH HOBBIX, MpoHUKammux yepes [DOb, mnpemapatoB s JedeHus
Heriponomarnyeckux MIIC. YcTaHOBIEHHE B3aMMOCBSI3M MEXKIY CTETICHBIO aTpo(uu TOJIOBHOTO MO3Ta H
HaJu4yueM runepocrosa uyepena y nauueHtoB ¢ MIIC no3Bosisier paccMaTpuBaTh UM M3y4aTh THIIEPOCTO3 Kak
MOTCHIMATBHBIA MapkEp aTpoUYECKOro Mpolecca, a €ro OTCYTCTBUE, MPU HAIWYHH BBIPAKESHHON
nepedpanbHOl aTpoduu B BUAE pacmiupeHus cyoapaxHouaaibHbx mpoctpancTB (CAII) 2-3 crenenu, — kak
IIPU3HAK COINYTCTBYIOLIEH BHYTpUuUepenHOM runepreHsuu. OnucanHas y mnagueHtoB ¢ MIIC,
COMPOBOXAAIOIIMMUCA  HAKOIJICHUEM TenapaHcyibdaTa, TpPOMOOIMTONEHUS, MPEANONoKeHne &
ayTOMMMYHHOW TPHUPOJBI OTKPBHIBAIOT JaJbHEUIINE TEPCIEKTUBBI W3Y4YEHUs JTa0OpPaTOPHBIX MapKEPOB
rernapuH-uHAYIUPOBAHHOW TPOMOOIIMTONEHUH M JOIMOJHUTENBHBIX (PAKTOPOB MPEIPACIIONOKEHHOCTH K
ayToMMMyHHOMY oTBeTy Ha 'Al" y manuenToB ¢ paccMarpuBaemsiMu JIBH.

MeTtoaos10rusi 1 MeTOAbI HCCIEIOBAHUSA

B mporuecce BBINONHEHUS HACTOSILETO MCCIEIOBaHUSA ObLI MPOBEAEH OTOOp M aHAIM3 JIaHHBIX
JUTEpaTyphbl, MOCBALIEHHBIX ONUCAHUIO MYJbTUCHUCTEMHOro mnopaxenus npu MIIC, a Taxxe
3G HEKTUBHOCTH M 0€30IaCHOCTH COBPEMEHHBIX MAaTOr€HETUUECKUX METoJI0B Tepanuu. Ocoboe BHUMaHHE
OBUIO yJIeNeHO HWCTOYHHMKAM JIMTeparyphl, omuchiBarommMm npumenenne @®3T y gereit m B rpymmax
nagueHToB ¢ HeipoHonartudyeckuMm TedeHneM MIIC. ChenaH akueHT Ha CyIIECTBYIOIIMX IOKA3aHUAX U
IIPOTUBOIOKA3aHUSAX, B TOM YHCJIE OMYOJMKOBAHHBIX B paMKax KIMHUYECKUX PEKOMEHJIAluM, K
npuMmeHeHnt0 DP3T. OTaenbHO paccMOTPEHbl HCTOYHHUKH, ITOCBSIIEHHBIE ECTECTBEHHOMY TEUEHHUIO
HEeHpoJereHepaTuBHOIO MpoIecca U HeHPOBU3YaTH3aIMOHHBIM U3MEHEHHIM y narreHToB ¢ MIIC.

B wuccnenoBanue BrioyeHo 122 peGEHka ¢ ycraHoBieHHbIM aumarHozoM MIIC, npoxonuBHmx
oOcnenoBanue u nonydasmux jeyeHue B PI'AY «HMMUL 3n0poBes aereit» Munznpasa Poccun B TeueHue
10-netHero nepuoja. 85 MalMEHTOB OTHOCWJINCH K HelpoHomartmuyeckoMmy BapuaHTy teuenus MIIC. 64
pe6énka ¢ MIIC |, Il u VI nonyyanu natoreHeTUYECKYIO TEPANUIO C MOMOIIBI0 BHYTPUBEHHOTO BBEACHUS
pexoMOnHaHTHBIX pepmenToB (D3T). [IpoBoauics kak peTpo-, TaK U MPOCIIEKTUBHBIN cOOpP JaHHBIX.

OcyiecTBi€H MONEPEeYHbI aHAIN3 aHAMHECTUYECKUX JIaHHBIX, Kacalouuxcs /1e0roTa 3a00aeBaHms
U YCTAaHOBJEHMs [MarHo3a, a TakKe IONEepeuHbli aHanmu3 JabopaTopHBIX JaHHBIX. [lpencraBieH
MIPOJOJIbHBIN aHAIN3 KIMHUYECKUX, MHCTPYMEHTAIbHBIX U J1a0opaTopHbIX Mokasareneit y aere ¢ MIIC |, 11
u VI Ha ¢one mposenenus O3T. [Ipoananu3upoBaHbl HeXenaTeIbHbIE SBICHUS, CBA3aHHbIE C HHDY3UAMU
@®3T. OnucaHbl CUMIOTOMBI HEWPOJIET€HEPATUBHOIO IpOIlEcCa W CPOKM WX TOSBIECHUS y MAllUEHTOB C
Heifpononarnyeckumu Gopmamu MIIC | u |l u ¢ MIIC Ill. [IpoBenén nonepeuHslii ¥ MPOAOIbHBIA aHaIU3
naHHbIX MPT ronosHoro mo3ra u IHHIOII n cnuHHOrO MO3ra y feTei ¢ pa3InyHbIMU TUIIAMHM U BapUAHTAMHU
teuenuss MIIC. IlpoBenena cratuctuyeckas o0paOOTKa JAaHHBIX HENapaMETPUUYECKUMH METOJaMH C
UCIOJIb30BAHUEM CPABHUTENIBHOTO, KOPPEISLUOHHOTO U PErPECCUOHHOTO aHAJIN30B.

IToJ10:xeHMs1, BBIHOCUMbIE HA 3AILUTY

1. JlnarHocTMpOBaHME  MYKOIIOJIMCAXapuA030B y  JETeH  NPOUCXOOUT  TOCIE  Pa3BUTHSAL
MYJIBTUCUCTEMHOTO MOpakeHus. Jlnarno3 HeHeHpOHOMATUYECKUX MYKOIIOJIMCAaXapUI030B YCTaHABINBAETCS
3HAYUTENBHO IMI03KE, YeM HEHpOHONMaTHMYECKHMX MYKOIOJHcaxapua030B. Haubonpiime CloXKHOCTH
MPEACTABISIET TUAarHOCTHKA JIETKOM (opmMbI MyKomoiucaxapuao3a | tuma m mykomonucaxapumosa VA
THUIIA.

2. EcrectBeHHOe TeueHue HeipoHomatudyeckoi (opmbl  Mykomonucaxapugo3a |l tuma  wm
mykomnonucaxapuaosza |l Tuna xapakrtepusyercs mnporpeccupyromieil morepeil BBICHIMX KOPKOBBIX U
MOTOPHBIX (pyHKUIMH, MaHuUdecTUpyIOmEed ¢ 3aJepKKU IICUXOPEYeBOro pa3BUTHUS, JIBUTaTEIbHOU
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PaCTOPMOKEHHOCTH M HapyLICHUM MOBEACHUsA. B NHMHAMHMKE NPOUCXOIUT PErpecc TI'MIIEPAKTUBHOCTU U
HapyIlIeHUH MOBEIEHUs], TIOJHOCThIO YTPAuMBAETCS PEeUb, HABBIK CAMOCTOSITEILHON XOJbOBI, HapyIlaeTcs
(GYHKUMS TTIOTAHHUSL.

3. Onunencust 'y JeTe € HEWPOHONATMYECKMMH MYKOIIOJMCAaXapUA03aMU OCJIOKHSAET TEYCHHE
HEHpoIereHepaTUBHOTO IpoIecca M MPOSABISCTCS KIMHUYECKHM MOJTUMOP(PHU3MOM NPUCTYIOB, Haubolee
YaCThIMU U3 KOTOPBIX SBJISIFOTCS OUIIaTepabHbIe TOHUKO-KIIOHUYECKHE CYA0pOru ¢ (POKaIbHBIM MOTOPHBIM
U HEYTOYHEHHBIM [1e0I0TOM. BriepBble BO3HMKIIMI CYZOPOXKHBIM TNPUCTYH y MAIUEHTOB C
MYKOIIOJIMCaXapu03aMu TpeOyeT UCKITFOUEHHs €r0 CUMIITOMAaTH4ECKOM MPUPOIBI.

4. HeiipoBusyanuzanonHas ~ KapTuHa  arpouu  TOJOBHOTO  MO3ra  XapakTepHa s
Mmykononucaxapuaosa Il Tuna, coueranue npusHakoB aTpopuM roJOBHOTO MO3ra U ruapouedaiuu — amis
HelipoHonatnyeckux ¢GopMm Mykomonucaxapuao3oB | u |l tumoB. MapképamMu nporpeccupoBaHUs

3a00s1eBaHUs Y IeTeH C HeHpOHOIaTuYecKor (GopMoi MyKoroarcaxapuao3a Il Tuma sBiasoTCs yBeIMueHUE
BEHTPUKYJIIpHOTO MHJAeKca, III xenmymouka m amameTpa mepenHero pora OOKOBOTO JKENIYJ0YKa, a TaKKe

CY)KEHHE BEHTPHKYJSAPHOI'O VyIJIA; Yy IMAalUMEeHTOB C MyKomonucaxapuao3om III Tuma — HapacTanue
BEHTPUKYJIIPHOTO WHJCKCA M CTENICHU PACIIMPEHUS CyOapaxHOUJATBHBIX POCTPAHCTB.
5. VY nereit ¢ mykomnonucaxapunozami |, Il u VI tunos depmentozamectutenbHas tepanus odiagaet

YIOBJIETBOPUTEIBHBIM TpOopHIeM O0e30MacHOCTH M OOECIEeYMBAECT 3HAYMMOE YMEHBIICHHE OCHOBHOTO
nabopaTopHoro Mapképa 3a0ojieBaHMs (SKCKpELMM TJIMKO3aMUHOIVIMKAHOB C MOYOM), a TakkKe 3aMesisieT
[IporpeccupoBaHue OOJIBIIMHCTBA COMATUYECKUX NPOSBICHUM (Tuneprpo@uu JIUMQPOUTHONW TKaHU
HOCOTJIOTKH, HApYILIEHUH JbIXaHUS BO CHE, TYTOYXOCTH, THIIEpTPO(UU MUOKApAA), IPUBOAUT K 0OpaTHOMY
pPa3sBUTHIO  TEMaTto- W CIUICHOMETAIMH,  THUIEPTPOGUU  MEXIKEIyTOYKOBOW  TEPETOPOJIKH,
runeprpaHcaMuHazeMuy. @epMeHTO3aMeCTUTENIbHAS Tepalksl He IPEnsITCTBYEeT HapacTaHUIO PErypruTaluu
Ha aOpTAJIbHOM KJIallaHE U MPOTPECCUPOBAHUIO CTEHO3a MO3BOHOYHOI'O KaHaJla. YUYUTHIBAs, YTO OCHOBHBIM
CBOHCTBOM (hepMEHTO3aMECTUTEIbHON Tepanuu sBISETCd €€ NPEBEHTHBHOE AECHCTBUE, ONTHUMAJIbHBIM
BpEMEHEM HHHUIMAIMKM JiedeHus y Jered ¢ wmykononucaxapugosamu |, Il u VI Tunos sBusercs
JOCUMIITOMHAs CTausl 3a00JIeBaHUsL.

Buenpenue pe3yJbTaToB paGoThl B IPAKTHKY

Pesynbratel uccnenoBaHus M cQOpMyJMpOBaHHBIE B padoTe MpaKTHYECKHE PEeKOMEHIaluu
UCIOJIb3YIOTCS IPU OKa3aHUM MeTuIMHCKOM nmomomu AetsiM ¢ MIIC B KOHCYJIbTaTUBHO-AMATHOCTUYECKOM
LEHTpe U B OTAEJICHUU ICUXOHEBpoJoruu U Heipopeabunmuraiuu OPI'AY «HMULL 310poBbs neTein»
Mun3apaBa Poccun, B IICMXOHEBPOJIOTMYECKUX OTIEICHUSAX M B KOHCYJBTATHBHOM IOJUKIHMHHUYECKOM
orneneHnn  ['bY3  «HayuHo-mpakTHueckmii  LEHTp JETCKOM  IICUXOHeBpojoruu JlemaprameHTta
31paBOOXpPAHEHUs roposa MOCKBB, B OTIEIECHUAX HEBPOJIOTMH MIIAJIIETO W crapuiero Bospacra I'bBY
«Pecnybnukanckas nerckas knuHudeckast 0onpHuna um E.IT. Inuakmy.

CreneHb 10CTOBEPHOCTH Pe3yJIbTATOB
JIoCTOBEpHOCTh PpE3yJIbTATOB HACTOSIIETO HCCIEAOBAHUSI TOITBEPKIAACTCS JTOCTATOYHBIM TSt
MPOBEJICHUSI CTATUCTUYECKOTO aHaiu3a KOJWYECTBOM HAONIO/IEHUH, HCIONb30BAHHEM COBPEMEHHBIX
METOJ0B 00CieN0BaHMs OOJBHBIX U CTAaTUCTUYECKOTO aHAJM3a TMOJYYEHHBIX JaHHBIX, a TaKXKe BHIOOPOM
ONTHUMAJIbHOTO JW3allHA HCCIEAOBaHUS, COOTBETCTBYIOUIETO IIOCTaBJIEHHBIM 3ajJadyaM W  LeJu
JUCCEPTAITMOHHON PaOOTHI.

Anpodauus pe3yJbTaToB

OcHOBHBIE pe3yJbTaThl HCCIENIOBaHUS JIOJOXKEHBI W 00cyxkaeHbl Ha XV PoccuiickoM KoHrpecce
«IHHOBallMOHHBIE TEXHOJOTUHU B MEAUATPUH U IETCKON XUPYPIUU» C MEKIYHApOIHBIM yuyacTueM (Mocksa,
25-27 oktsi6ps 2016 roma), VIII bantuiickom koHrpecce no aetckoit HeBponoruu (Cankr-IlerepOypr, 7-8
utoHst 2018 roma), XX Kourpecce mneamatpoB Poccum ¢ MEXIyHapOIHBIM y4acTHEM «AKTyalbHBIC
npobnemsl neauatpun» (Mockpa, 16-18 ¢eBpans 2018 roga), XXI Konrpecce mnenmarpoB Poccuu ¢
MEKIYHAPOIHBIM ydacTHeM «AKTyanbHble Tipobiembl nenuarpum» (Mocksa, 15-17 despans 2019 roxa),
Hay4YHO-TIpaKTH4ecKoi KoHpepeHuun «HacTaBHMUECTBO: TUArHOCTHKA W JIEYEHHWE CHUHApoMa XaHTepa B
peanbHOM KiIMHUYecKon npaktuke» (Mocksa, 31 mas-1 utons 2019 roaa, 31 suBaps-1 ¢espans 2020 roga),
BceepoccuiickoM mpakTHYeckoM MacTep-kiacce «JluarHoctuka u jedeHue cuHapoma Xanrtepa» (Mocksa,
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25-26 mapra 2021 roma), «lllkome 3mopoBbst nereit» (Hoocubupck, 21-22 ampens 2021 roma), V
BcepoccuiickoM HaydyHO-IPAaKTUYECKOM KOHTPEcce ¢ MEXIyHapoAHbIM yuyacTHueM «OpdaHHbIe 00JEe3HM»
(MockBa, 8-9 wions 2023 roma), III Bcepoccuiickoli Hay4HO-PAKTUYECKOW KOH(DEpeHIH C
MexayHapoaabsiM ydactueM «ORPHA-DA. Penkue 601e3H1: OT HCTOKOB K mniepcrniektuBam» (Mocksa, 15-16
Hostopst 2023 romga), WORLD Symposium 2016 12th annual research meeting (Caun-/{uero, CIIA, 29
deBpana-4 mapra 2016 roga), WORLD Symposium 2017 13th annual research meeting (Can-/Iuero, CILA,
13-17 despans 2017 rona), WORLD Symposium 2019 15th annual research meeting (Opnanno, CLIA, 4-8
dbespanst 2019 roxa).

IMyboaukanum mo TemMe JUCCEPTALMHU
[To Teme mmccepramuu OmyOIMKOBaHBI 22 Te4yaTHble pabOTHl, B TOM YHUCIIE CTaTeld B HM3JAHUSX,
BXOJIINX B MepedeHb pekoMeHJoBaHHbIX BAK mnpu MuHuctepctBe HayKd MU BBICHIETO OOpa30OBaHUS
Poccuiickoit denepanuu, — 8 (M3 HUX B )KypHanax, uaaekcupyeMbix B SCOPUS, — 4), Te3ucoB B M31aHUAX,
BXOJIIINX B NepedeHb pekoMeHJoBaHHbIX BAK mpu MuHuctepcTBe HayKd MU BBICHIETO OOpa30OBaHUS
Poccuiickoit denepauun, — 2, TE3WCOB B MaTepHalax MEKAYHAPOAHBIX KOHrpeccoB — 4 (M3 HUX B
KypHanax, uaaekcupyemsix B SCOPUS, — 4).

JIMYHBIA BKJIAJ aBTOPa

Bxmag aBTopa 3akirodaeTcs B y4YaCTHHM B HCCIENOBATEIbCKOW paboTe Ha Bcex e€ Jramax: B
dbopMyIMpOBaHUU LETM U 3ajad, BBHIOOpE AM3aiiHa HCCIeloBaHMsA, OTOOpPE M aHaIM3€ MEIUIIMHCKOM
JUTEPaTyphl 110 TEME AMCCEPTALMN; aHAIU3E MEIULMHCKON TOKYMEHTALUU, Pe3yIbTaTOB J1a0OPAaTOPHBIX U
MHCTPYMEHTAJIbHBIX HCCIIEZIOBAaHUI IallMEHTOB; CAMOCTOSTEILHOM COOpe aHaMHECTHYECKUX [aHHBIX,
OCYILECTBJICHUH HEBPOJIOTHYECKOTO OCMOTpAa MAalMEHTOB; PETPOCIIEKTUBHOM IEPECMOTpE H300pakeHui,
MONy4eHHbIX ¢ momompio MPT; cratuctuueckoii 00pabOTKe ¥ OLEHKE MOJYYCHHBIX JaHHBIX,
(GopMyIMpPOBAHNY BBIBOJIOB U IPAKTUYECKUX PEKOMEHJAIMI [0 pe3yibTaTaM IIPOBEAEHHOTO aHAIN3A.

O0BbéM 1 cTPYKTYpa AuccepTaHu
Huccepranus usznoxkeHa Ha 256 cTpaHUIaX MAaIIMHONKUCHOTO TEKCTa M COCTOMT M3 0030pa
JUTEpaTyphl; IJ1aBbl, OCBELIAIOIIEH MaTepHajabl U METO/bl MCCIIENOBaHUs; 3 IJIaB C OMMCAHHMEM aHajIu3a
COOCTBEHHBIX JAHHBIX, 3aKJIIOYEHUS, BBHIBOJIOB, MPAKTUYECKUX PEKOMEHIANNH, a TaKKe NPUIOKEHUS C
WITIOCTPALMsIMA HEHPOBU3YaIN3allMOHHBIX M300pakeHuil. Pabora conepxutr 46 tabmuu u 33 pucyHka.
Crucok HCMONb30BAaHHOM JIMTEpaTypbl BkiIodaeT 456 uCTOYHMKOB: 47 — oTeuecTBeHHBIX U 409 —
3apyOeKHBIX.

COILEPKAHUE PABOTHI

UccnenoBanue BoinonHsiock B nepuos ¢ 2013 mo 2023 rox B PI'AY «HMMUL 310poBest aerein»
MunsapaBa Poccun (aupexkrop — aA.M.H., npodeccop A.Il. ducenko). Habop marueHToB mpoBOAMICS B
OTJEJICHUH TICUXOHEBPOJIOTMM M HeWpopeaOuWiauTanuu (3aB. OTAEIEHHEM — J.M.H., npodeccop JL.M.
Ky3eHkoBa) ¥ B KOHCYJIbTaTUBHO-AHATHOCTHYECKOM IieHTpe (pykoBoauTenb — K.M.H. M.C. IlerpaukoBa).
HccnenoBanne ObUTO 0OM0OPEHO JOKAIBHBIM HE3aBUCUMBIM ASTHYEeCKHMM Komutetom DI'AY «HMUIL]
3m0poBhsl AeTei»y MunsnpaBa Poccum (mpotokon Ne 11 coBMecTHOro 3acemanusi YU€HOTO COBETa M
JIOKAJIbHOTO HE3aBUCUMOT0 3THYeCcKoro komurteTa oT 17 nekabps 2013 roxa).

MATEPHUAJIBI U METO/IbI UCCJIEJOBAHUSA
B wuccnenoBanmne BrimodyeHo 122 peGénka ¢ ycraHoBieHHbIM auarHo3zom MIIC. 85 marnueHToB
OTHOCWJINCh K HEHPOHOMATUYECKOMY BapHaHTy TeueHus, 37/ — K HeHeWpoHomaTudeckomy. B Tabmume 1
MPEACTABIICHO paclpeeeHue MaueHToB 1o turnaM 1 noarunaMm MIIC, a Takxe mo BapuaHTaM TEUEHUS B
3aBUCMMOCTH OT HAJIMYMS WIM OTCYTCTBUS MpOrpeccupytoiiero nepsuunoro nopaxenus LITHC.
Ju3aifH HACTOSIIET0 WCCIEIOBAaHUS TIOCTPOEH B COOTBETCTBHH C OOO3HAYEHHBIMHU 3aJa4aMH U
OCHOBHO¥ 11eJ1bE0 HccienoBanus (Pucynok 1).
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Ta6auna 1. Pacnpenenenne gereii ¢ MIIC (n=122) no Tunam, NoATHIAM H BAPHAHTAM TeYeHUsI

Tun
I I i IVA VI
[ToaTunbl ¥ BApHAHTHI
Bcero 23 58 26 6 9
IMoxrunm A - - 20 6 -
TTontun B - - 6 - -
r 16
Helipononaruueckuit YPICP > 42 26 - -
I'ypnep-lLlleiie 1
r -11leii 5
Heneiipononarnyeckuit pruICp ce 16 - 6 9
Hleiie 1

Jetu ¢ noaTBep:kAéHHBbIM quarno3zom MIIC
(n=122)

~

| 9TAII (TIOITEPEYHBIN AHAJIN3) A
n=122 (MIIC I, I1, 11, IV, VI)
» Amnanus Bo3pacTa M KIMHHYIECKOH kapTubl nedrora MIIC y nereit
» AHanu3 cpoKoB BepU(UKaAIMU U 0OCOOCHHOCTEH ycTaHOBICHHS AuarHo3a y nereit ¢ MIIC
» Amnanus mabopaTopHBIX MMoKazaTenel y gereii ¢ MIIC )
4 )

11 9TAII
(KOT'OPTHBIN AHAJIN3 D®PEKTUBHOCTHU U BE3OITACHOCTH ®3T Y JIETEM C MIIC)
n=64 (MIIC I, 11 u VI)
» JIMHAMHWYECKHH aHaJIN3 COMAaTHUECKUX (KIMHUYECKUX U MHCTPYMEHTAIILHBIX) H J1a00paTOPHBIX
nokasareneit Ha ¢pone 3T
» AHanu3 HeXellaTeIbHBIX SBICHNH, CBsI3aHHBIX ¢ nH}Yy3usamu O3T

. /
4 11 3TAI )

(AHAJIU3 IEPBUYHBIX U BTOPUYHBIX HEBPOJIOI MUECKUX ITPOSIBJIEHUI MIIC)
» AHajM3 €CTeCTBEHHOI'O TCUEHUS HEUPOIereHepaTuBHOTO npoiecca y aereii ¢ MIIC, n=85
» UWzyuenue smmnencun y aereii ¢ MIIC, n=122
» IIpornosupoBanue HeBposorundeckoro ¢penoruna y nereit ¢ MIIC I, n=42
» UzyueHue HelipOBU3yaIM3alMOHHBIX U3MEHEHNH, N=97, u uX TuHaMuku, N=42,y nereit ¢ MIIC
» AHanu3 TMHAMHKH 3JIEKTPO(PHU3NOTOTUIECKUX U KITMHUYECKHUX MPOSIBICHUH CHHApOMA
\ 3arsicTHOTO KaHana y gereit ¢ MIIC na ¢pone @3T, n=18 /

< &

XapaKkTepHUCTHKA eCTeCTBEHHOr0 TedeHUsl 3a00/1eBaHud y AeTell ¢ HelipoHonatuyeckumu MIIC

OueHka TMHAMHKH COMaTH4YeCKHX U HeBposgorndeckux nposisjaennii MIIC y nereii Ha ¢pone O3T

Pucynox 1. in3aiin ucciaexoBaHus
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Bo3spact nawana HaGmronenus mamueHToB ¢ MIIC (n=122) B ®I'AY «HMMUIL] 310poBbst aereii»
Mumnzapasa Poccun BapbupoBai ot 3 1o 206 MecsiieB, Meauana — 72 Mecsia, [MHTepKBapTHILHBINA pa3Max
(UKP): 43;111 mecsieB]. MenuaHa npoaoJKUTEILHOCTH HAOMIOACHUS MAIIMEHTOB B IICHTpe cocTaBmia 19
[1;51] MecsanieB, MUHUMANIBHBIH TIEpHOa — 1 MeCsII, MaKCUMaJIbHBIN meproa — 105 mecsies.

5 w3 16 mamumentoB ¢ MIIC | T'ypnep B Bo3pacte or 11 mo 25 mecsueB Oblia npoBeieHA
TpaHCILIAHTAIUs TeMOno3THYecKuX cTBoNIOBBIX KieTOK (TI'CK). 64 u3 90 (71%) mamuentos ¢ MIIC I, 11, VI
nomyyanu @3T: 9 nereit ¢ MIIC | I'ypaep, 4 pe6éuka ¢ MIIC | I'ypnep-1lleiie, 1 — ¢ MIIC | Illeiie, 37 — ¢
Tsoxénoit popmoit MIIC 11, 8 — ¢ nérkoit popmoit MIIC I, 5 — ¢ MIIC VI. [Tauuentsr ¢ MIIC | momyvanu
BuyTpuBeHHyl0 P3T mpemaparom naponupgasza, B no3e 0,58 mr/kr exxenenenbno, namueHtsl ¢ MIIC 1l —
npenaparoM uaypcyibdaza, B moze 0,5 mr/kr exenenenpHo, manueHTsl ¢ MIIC VI — mpemaparom
rancynbdasa, B 1o3e 1 Mr/kr exxenenensHo. Meaunana Bo3pacta Hayaa O@3T y 64 manueHToB ¢ pa3TnIHbBIMU
tunamu MIIC otHOocunace k 66 [36;102] mecsimam (MuauMyM — K 4, MakcumyM — K 210 mecsmam). Tlpu
stoM 20 manpunkoB ¢ MIIC |l Hayanu nosydats nedeHue B Bo3pacte miajauie 60 mecsues, 25 NaueHToB C
MIIC Il — B Bo3pacrte crapiie 60 mecsiieB. Menuana npogosmkutensHoctd 3T 1t Beex naruentos (N=64)
Ha MOMEHT mocienHero Haomoaenus B @AY «HMMUIL 3popoBbs aeteit» cocrasimsuia 31 [17;60] mecsiy
(MUHHMYM — 2 HHPY3UH, MAaKCUMYM — 94 Mecsia).

Jis nonyyeHMs JaHHBIX O BKJIIOYEHHBIX B HCCIEJOBAaHHME MallMEHTaX IPOBOJWICS AHAJIM3
MEIUIIUHCKOI JO0KyMeHTauuu, ohopMiIeHHON mo Mmecty xurenbctBa U B OI'AY «HMUL 3m0poBbs
neTeil», coop aHamMHe3a U xano0. [lanueHThl ocMaTpUBaIMCh HEBPOJIOTOM, OTOPHHOJIAPMHIOJI0IOM
(JIOP-Bpauom), cypaosaorom. Ocmotp JIOP-Bpaua BkItOUan JMarHOCTUYECKYHO SHJOCKOIHUIO HOCOTJIOTKH;
OCMOTp CypJ0JIOTa — UHCTPYMEHTAJIbHOE UCCIIEI0BAaHUE CIIyXOBOH (YHKIMH, METOJ KOTOPOI'O BbIOMpacs
WHIUBUAYAIBHO ISl KaXKI0T0 MalleHTa.

JlaGoparopHble METOABl MCCIIECAOBAHUS BKIIOYAIU: OOIMHA 1 OMOXMMHYECKHH aHAJM3bl KPOBH,
o0mmii a”Haau3 moum, ompeaenenue I'AI' (B MI/MMOJIb KpeaTMHMHA) B Pa30BOil NMOPUMH MOYH
KOJIMYECTBEHHBIM METOJOM C HCIOJb30BaHUEM JAUMETUIMETHIEHOBOrO CHHEro. Tak Kak B HOpME C
Bo3pacToM 3kckpenust A’ ¢ Mouoil ymeHbIaeTcs, UIsl aHadu3a JAaHHBIX HCIIOJIB30BAIUCH MMOKA3aTeNHy,
BbIpaK€HHbIE B IpoleHTax (%) MpeBbllIeHUs HOpMalu30BaHHbIMU 3HaueHusMU ['Al' BepxHell rpaHuUIlbI
HOpMaJIbHBIX BO3PACTHBIX YPOBHEH, ycTaHOBIEHHBIX MasiHckuM H.A. u coasrt. (2013).

WHcTpyMeHTallbHbIE METOJbl HUCCIIEJOBAaHMSI COMATUYECKUX IIOKazarejed BKIIOYAIM: HOYHOM
kapauopecnupatopuslii MonuTopunr (KPM), yabrpa3sBykoBoe mucciaenoBanue (Y3H) Oprournoii
noJioctu U 3xokapauorpaduio (IxoKI'). Ha ocHoBanuu monyudeHnHbix no OxoKI' maHHBIX omnpepensiv
MoKasareiab Z-SCOre TOJNIIMHBI MexoKenyaoukoBoi meperoponku (MOKII) u 3amHelt CTEeHKHM JE€BOTO
xernynouka (3CJIXK) oTHOCHTENBHO TUIOIIAAM TIOBEPXHOCTH Tela, paccuuTaHHoi mo ¢popmyne Du Bois D.,
Du Bois E.F.

WNHcTpyMeHTallbHbIE METOJIbl HCCIEIOBAaHUS HEBPOJIOTMYECKUX II0Ka3aTeled BKIIOYaIW: BH/A€O-
3jeKkTposHuedanorpapuyeckuii  (Buaeo-33I) MOHUTOPHHI, 3JeKTpoHelpomuorpapuw (IHMI)
cpeaMHHbIX HepBOB, MPT rosoBHoro mo3ra u meiiHoro oraesna no3poHouHuka (IHOIT) u cnuaHOrO
mo3ra. MPT romoBroro mo3ra, IIIOIT u cniuHHOTO MO3ra MpoBoriIack Ha amnmapatax GE Signa HDxt 1,5T
(General Electric, GE Healthcare), GE Optima MR450w 1,5T (General Electric, GE Healthcare) 1 GE MR
Discovery 750W 3,0T (General Electric, GE Healthcare), B pexxumax T1-B3BereHHOro nzobpaxenus, T2-
B3BEIICHHOTO U300pa)KeHUsI U B PEKUME MHBEPCUU-BOCCTAHOBJICHMS C pEAyKIMel curHajia OT cBOOOJIHOM
xunkoctu (fluid attenuation inversion recovery, FLAIR), B caruTTajibHOMN, aKCHAJIbHOW M KOPOHAPHOMH
npoekuusix. B mporecce peTpOCHEKTUBHOrO aHalum3a H300pakeHWH OBl BBIYMCIEH IOKa3aTellb
BEHTPUKYJIIPHOTO WHJEKCA, OLICHEHBI NpU3Haku rujapoiedannu cornacHo Raybaund A. u Barkovich A.J.
(2012). TlokazaTenb BEHTPUKYJISPHOTO HMHICKCA, SBISIOMIMACS Mepoi  aTpoduun/ruaporedanuu,
paccUMTHIBANICS KaK OTHOIIEHHE BEHTPUKYISPHOTO TUAMETpa Ha YPOBHE (PPOHTAIBHBIX POTOB OOKOBBIX
KEIyJI0YKOB K KOPOHApHOMY JIMaMeTpy TOJIOBHOTO MO3ra Ha YPOBHE IOJIIOCOB (PPOHTAIBHBIX POTOB
OOKOBBIX JKEJTyJIOYKOB Ha COOTBETCTBYIOIIEM cpe3e. XapaKTepPHCTHKH ruapouedanuu corinacHo Raybaund
A. u Barkovich AJ. (2012) Bkirouanu: paciiupeHue nepenHero win 3aaHero kapmana Il skemymouka,
BbirnOanue aHa |l xenygouka BHH3 ¢ yMEHBIIEHHEM MaMHWJUIOMOHTHMHHON JUCTAHIIMU, COOTBETCTBEHHOE
paciipeH’0 OOKOBBIX JKEITYJOYKOB PacIIMPEHHE BHCOYHBIX POTOB, MOKa3aTeilb BEHTPUKYJSPHOIO yria
(cyeH mpu Haauuuu ruapouedanun), mokasarens quamerpa GpoHTaIbHOTO pora (paciiupeH Mpu HATHIHH
ruzpouedanuu), CriaxeHHOCTh KOPTUKAJIbHBIX 00po3/a. BeHTpUKyNISIpHBIA yron wu3Mepsscs Kak yroiu
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pacxoxaeHusi (POHTAJIBHBIX POrOB OOKOBBIX JKEIYJIOYKOB, AMAMETp (POHTAIHHOIO pora OOKOBOTO
KeNyJouka — KaK HauOOoNpIIMA Juamerp (POHTANIBHOIO pOra, MEpIEeHIUKYJISIPHBIM MPOJOIBLHOW OCH
¢bpoHTanbHOrO pora. beutn oneHeHsl HEHPOBU3YyaAIU3HALMOHHBIE U3MEHEHUs, Xapakrepubie st MIIC, mo
mkanam, npemiokenasiM Lee C. u coast. (1993), Matheus M.G. u coast. (2004), Manara R. u coasT.
(2011), Algahtani E. u coaBr. (2014): pacmmpenue cybapaxHouganbubix npoctpanctB (CAIT) u Il
KEeITyJ0uKa, W3MEHeHHWe curHaiga oT Oemoro BemiectBa B 12 u FLAIR pexumax; pacmupeHue
MEPUBACKYJIIPHBIX MPOCTPAHCTB BHYTPH MO30JHMCTOTO Tella, B CYNPaTeHTOPHAILHOM O€JIOM BellecTBe, B
o0jacTu TajgamMycoB W/WiIM 0a3aJIbHBIX TaHTJIMEB, B MO3)KEUYKE U B CTBOJIE TOJIOBHOTO MO3Ta; aHOMAaJIHH
TYPEIKOTO Ccejljia, TUIIEPOCTO3 CBOJA ueperna, mega cisterna magna, mansdopmarus Kuapu 1, nucrnasus
3yOOBHJIHOTO OTPOCTKA aKCHCa, YTOJIIEHHE TKAaHEeW BOKPYr 3yOOBHIHOTO OTPOCTKA AaKCuca, CTEHO3
MIO3BOHOYHOTO KaHalla, MUEJIONAaTHs, TUIATUCIIOH TN, aHOMAJIUU MEKITO3BOHKOBBIX JHCKOB.

Jlns cratucTHYeCKUX pacuéroB ObuTa mcmojib3oana nporpamma STATISTICA 10 (StatSoft, Inc.
1984-2011). OmnwmcarenbHas CTaTHCTUKA TpencraBieHa B Bujae MeauaHa u [MKP], MuHMManpHbIX U
MaKCHUMaJIbHBIX 3HaYCHHUH MpU3HaKa, a0CONIOTHBIX W/WIIM OTHOCUTENIbHBIX YacTOT Mmpu3Haka. [lyig ananusa
JAHHBIX MCIIOJIB30BAIMCH METOJ paHroBoi koppemsiiuu Cnupmena, meto Kpackena-Yosmuca, U-kpurepuit
ManHa-YutHu, kputepuii BunkokcoHa s mapHbeIx cpaBHeHui, kputepuilt MakHemapa, meron [lupcona
XM-KBAJIPAT, METOJ XHU-KBaJpaT C IOmpaBKoil Merca, Meron TouHOro kputepusi duiepa, BEIUHUCICHHE
pa3Iuuuid MEXIy JBYMS MPOHOPLUSMHU (IBYCTOPOHHUN KPUTEPHil) C MCIONb30BAHHEM «BEPOSATHOCTHOTO
KaJIbKYJISITOpa», METOJ] JIOTUCTUYECKOM perpeccuu. Cuiia Koppemsiuu Obluia KilacCU(pUIMpOoBaHa Kak ciadas
npu ko3 durmente koppensauuu ||<0,25, kak ymepennas — npu 0,25<|r[<0,75, kak cunbHasg — npu |([>0,75.
3navyenne P<0,05 ObUTIO MPUHSATO 32 CTATUCTUYECKH 3HAYNMBIN YPOBEHbD.

PE3YJIBTATBI UCCJIEAOBAHUSA U UX OBCY/KJIEHUE
Je00T 1 AUATHOCTHKA MYKOIIOJINCAXAPH/I030B Y JAeTeill
Amnanu3 Bo3pacra ycranosienus quaraosa MIIC (n=122) (Tabnuia 2) nmokasai, 4To JUarHo3 JeTsM
¢ HeHedipoHonaruueckumu MIIC ycranaBimBaercs 3Hauumo (P=0,005) moszxe, uem JgerTsaM ¢
Heriporonaruueckumu MIIC.

Tabauua 2. Bo3pact ycranoBJjienusi nuarnosa y aereii ¢ MIIC (n=122)

Bo3spact ycranoBneHust

['pymIibl ManueHToB

JIMarHo3a B MeC
MIIC LILIILIVA VI (n=122) 46 [29;72], 3-150
Heitpononaruueckue popmsl MIIC LIT u MIIC III (n=85) 39 [24;61], 4-125*
Heneiipononaruueckue popmbl MIIC LI u MIIC IVA,VI (n=37) 55 [40;84], 3-150*
MIIC I (n=23) 18 [11;53], 4-121
Hetiponomaruueckas opma MIIC I (n=17) 13[9;21], 4-72
Heneiipononaruueckas popma MIIC | (n=6) 58 [38;63], 36-121
MIIC II (n=58) 46 [30;72], 3-150
Heiipononarnueckas ¢popma MIIC II (n=42) 45 [30;70], 4-125
Heneiipononatudeckas popma MIIC IT (n=16) 47 [27;85], 3-150
MIIC I (n=26) 46 [34;72], 21-124
MIIC IVA (n=6) 68 [46,73], 40-138
MIIC VI (n=9) 60 [48;90], 21-143

[Ipumeuanue. #p:0,00S.

KonmyecTBo Bpaueil pa3nuyHbIX CHeNMaTbHOCTEH, HAOMIOJABIINX A0 YCTAHOBJIEHUS NPAaBUIBHOTO
nuarfosa kaxaoro naruenTa ¢ MIIC mo moBoay CHMIITOMOB OCHOBHOTO 3a00JI€BaHMUsI, BAPbUPOBAJIO OT 1 110
9 (Pucynok 2). 74% mnamueHToB TpeOoBasoch HabmogeHue 3 u Oojee CHelHaIuCcTOB, CJIEI0BATEIbHO
JIMarHO3 MM YCTAHABJIHMBAJICS TIOCIE PAa3BUTHS MYJBTHCHUCTEMHOTO MopakeHus. CIeUaibHOCTH Bpadei,
Habmoaasmux aerei ¢ MIIC (n=122), BHe npoduiaakTHYECKHMX OCMOTPOB, /10 YCTAaHOBJICHHUS MTPABUIBHOTO
JIMarHo3a npeacTaBiieHbl Ha Pucynke 3.
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7 n 6onee Bpayen; 7%

5-6 Bpauen; 21% 1-2 Bpaa; 26%

3-4 Bpaua; 46%

Pucynok 2. Habmionenue nereii ¢ MIIC (n=122) BpauamMu pa3iuYHbIX CHENUATbHOCTEH 10 YCTAHOBJIEHHUS
JAHATHO3a

B KO/INYeCTBO NauueHToB
81 81

69
60

51

Pucynok 3. Cnenunanuctol, Ha0mogapmue aereii ¢ MIIC (n=122) 10 ycTaHOBJIEHHs THATHO3A

B kxadecTBe 1€0IOTHBIX CHMITOMOB YYHTHIBAJIUCH TIPU3HAKH, PAaCIieHEHHBIEe KaK TposiBieHuss MIIC u
3apeTUCTPUPOBAHHbIE B TEUEHHE NEpBOro Mecsna MaHudecranun Oosne3Hu. Haubomnee uacTbie
(3apeructpupoBaHHbIe Y 5 1 6051€e % OONBHBIX) EOIOTHBIE CUMIITOMBI Y TIAIIMEHTOB C Pa3TUYHBIMHA TUITAMHU
MIIC (n=122) 6buti mpeAcTaBiIeHbl MYHNOYHBIMH W/UIH MaxoBbIMU rpbbkamu (30%), TyronoaBHKHOCTBIO
cyctaBoB (16%), mrymubM nbixanuem (16%), orpydennem yept nmma (9%), i3MEeHEHHEM KJIaraHOB cep/aia
u/unn Kapauomuonaruei (mo ganHeiM Y3U n/unu ayckynbTaTHBHBIM JaHHBIM) (8%), 3a1epKKOil peueBoro
pasButusi  (7%), wmakpouedamueir (6%), paclMpeHHeM JIUKBOPHBIX IMPOCTPAHCTB IO  JaHHBIM
HelpocoHorpaduu (6%), aucruiasueil Tazo0eapeHHBIX cycTaBoB (6%), aedopmarmeil TpyqHONW KIETKH
(5%), camxenueM ciyxa (PEerucTpaimei MoJ0KUTEILHOTO TeCTa OTOAKYCTHYECKOW SMUCCHHM B POJIOME)
(5%). Haubonee crenuguuHbIMU CpeAM MEHEe YacThIX CHUMOTOMOB JebroTa Obutn Kudo3z/medopmarius
03BOHOYHHUKA (4%) 1 IOMyTHEHUE pOroBuilbl (3%).

CoBokymHasi 4acToTa BCTpPEYaeMOCTH B JieOroTe 3a0osieBaHUS HEBPOJOIMUYECKHMX CHMIITOMOB
(M30MpPOBAaHHO MM B COYETAaHMM), OTHOCALIMXCSA K mnepBuuHOoMy mnopaxenuto IIHC (3apepxku
MPEPEeYeBOr0, PEUYEBOT0, TMCUXWYECKOTO pA3BHUTHUS, TIOBBIIICHHOW BO30YJMMOCTH, JBHTaTEeIbHON
PacTOpMOKEHHOCTH, OECTTIOKOWHOTO CHA, yTPaThl peuH, MapanapeTuyeckoi MOX0 KU, TOTePH KOHTPOJIS Hal
(GYHKIUSMU Ta30BbIX OPraHOB, PACHIMPEHHUS JIMKBOPHBIX MPOCTpaHCTB 1o HeWpocoHorpadpuu (HCI)),
cocraBuna 6% (1/17) y nmaumentoB ¢ Tsokénoit popmoit MIIC |, 14% (6/42) — y manmeHTOB ¢ TSOKENOM
dopmoii MIIC I, 42% (11/26) — y manmentoB ¢ MIIC Ill. HeBposornyeckue CHMITOMBI B JcOrOTE
3a0ojeBaHusl y MalMeHToB ¢ HeHeWpoHomaTuueckumu MIIC perucrpupoBanuch emgé pexe. 3agepikka
pedeBoro pa3BUTHs Ha (DOHE CHIDKEHHUS ClTyXa ObUTa OTMEUYEHa y OJIHOTO ManueHTa ¢ Jérkon gopmoit MIIC
I, ctpabusm Ha QoHe mporpeccupyroiiei ruaponedanuu — y ognoi manuentku ¢ MIIC VI, pacumpenue
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JTUKBOPHBIX mpocTtpancTB o HCT — y nBoux GonbHBIX (1 — ¢ nérkoit popmoit MIIC | u 1 — ¢ MIIC VI).
Takum 06pa3om, ¢ IKCTpaHEBPATHHBIX CHMIITOMOB 3a00JI€BaHNE IEOI0OTUPOBAIO HE TOJILKO Y OOJBITHHCTBA
(89%, 33/37) mauuentoB ¢ Heneipononatuaeckumu MIIC, Ho u y 6onbimmHCTBa (79%, 67/85) OGONBHBIX €
Helponomnarnyeckumu MIIC.

Boszpact manudecranuy KIMHAYECKUX MPOSBICHUNA M MHTEPBAT MEXIY NEPBBIMHU KIMHUYECKHUMHU
MPOSBIICHUSIMU U YCTAHOBJIEHUEM JIMArHo3a (JUarHOCTHYECKOE MPOMEJIEHNE) Y TAIllUeHTOB C Pa3IMYHbIMU
tuniamu MIIC npencraBnenst B Tabnuie 3. Menuansl Bo3pacta MaHu(ecTauy 3a00JeBaHUS Y MAIMEHTOB
co Bcemu tunamu MIIC, 3a uckmouennem MIIC VI, oTHOCHIIHCH K TIEPBOMY TOJly JKU3HHU, B TO BPEMs Kak
s Beex tunoB MIIC, kpome Tsoxénoit popmbl MIIC |, Obl1 XapakTepeH IIMTENbHBIA THAarHOCTUYECKUI
MOKUCK (AMarHocTudeckoe MpomesuieHne). Tak, MeauaHbl BPEMEHHBIX HHTEPBAJIOB MEXIY J1€0I0TOM
3a00JIeBaHUsl U YCTaHOBIIEHHMEM JuarHo3a npu Tsokénoi u nérkoit popmax MIIC I, mpu MIIC I u npu
MIIC VI npesimanu 2,5 roaa, a npu siérkoid popme MIIC | u mpu MIIC IVA — 4 rona.

Taoauua 3. Bospact ManudecTanuu 1 HHTEPBAJI MeXIy MaHUu(ecTalueii 1 yCTAHOBJIEHHEM THATHO3A
MIIC y nereii (n=122)

Tuno MIIC

Bo3spact manungecranuu Juarnoctuueckoe
B MeC IpoMeJUIeHUE B MeC

MIIC I neiipononaruueckuii (N=17)

1[0;2], 0-8

12 [8;18], 1-72

MIIC 1 neneiipononaruueckuii (N=6)

4.5 [0;12], 0-18

49 [38;60], 18-120

MIIC II neiipoHonaruueckuii (N=42)

1,5 [0;12], 0-30

35,5 [18;56], 4-110%*

MIIC II ueneiipononaruyeckuii (N=16)

5 [2;11,5], 0-68

38,5 [11,5;60],0-144°

MIIC 11 (n=26)

6 [3;18], 0-60

40,5 [24,57], 7-100***

MIIC IVA (n=6)

7 [6;12], 0-66

49,5 [34;63], 7-132%

MIIC VI (n=9)

14 [12;36], 6-136

34 [30;36], 7-72"

Bce anet MIIC (n=122)

5 [0;12], 0-136

36 [17,55], 0-144

Ipumeuanue. Ilo cpaBHeHHIO ¢ HeifpoHomaTHueckoil (popmoit MIIC I: #p=0,008; **p=0,002; $p=0,048;
***n<0,001; ¥p=0,036; "p=0,033.

JlaGopaTopHble moka3aTesu y JAeTeii ¢ MyKONoJIUCaXapua103aMu

PaccMmoTpenue pe3ynbTaToB Onoxumuueckoro aHanusa kposu 113 gereit ¢ MIIC, He nmomyuyaBmmx
710 TIPOBEICHUS JTabopaTopHOTro uccieaoBanus naroreHerudeckoro yseuenus (O3T, TT'CK), nokazano, uro
OeccMMIITOMHOE TIOBBIILICHHE MOKa3aTens ananuHamuHoTpaHchepassl (AJIT) umeno mecro y 47 u3 113
(42%), a OeccumnTOMHOE TMOBBIICHHE acnapratamuHoTpancdepassl (ACT) — y 42 w3 113 (37 %)
nanueHToB ¢ paznuyabiMi THaMu MIIC. Tlpu 3TOM runepTpaHcaMrHa3eMUsl perUCTPUPOBAIACH 3HAYMMO
yarie y nmaiuentoB ¢ MIIC, conpoBoxnaromumucs HakoruieHrneM renapancynbdarta (MIIC 1, 11 u 111), gem
y narnuerToB ¢ MIIC, He compoBOXKAAIOIIMMUCS HakoIuieHneM renapancyibdara (MIIC IVA u MIIC VI):
48% mo cpasuenuto ¢ 0% (p=0,001) mis mokasatens AJIT, 42% mo cpaBuenuto ¢ 7% (p=0,019) s
nokazarens ACT.

Ananuz pe3ynbratoB obmiero ananuza kpoBu 108 gereit ¢ MIIC mokaszan, uro y 20 u3 108 (19%)
NAIMEeHTOB 3a(pMKCUPOBAHO HalWuue QUIIOKTYUPYIOIIEH MM MEepPCUCTHPYIOMEH TPOMOOIMTONEHUH.
OTKIIOHEHHE YpOBHS TPOMOOIIMTOB MMenno Mecto y 14% nmereit ¢ MIIC I, 19% — ¢ MIIC I, 31% — ¢ MIIC
1.V nereit ¢ MIIC IVA u VI naboparopHble H3MEHEHUsI OTCYTCTBOBAJIH.

¢ PexTHBHOCTH U 0e301aCHOCTH (epPMEHTO3aMeCTHTEIbHOM Tepanum y AeTei ¢
MYKOMOJIHCAXAPHI03aMHU

AHanu3 AUHaMUKH cTeneHei rumneptpodun HEOHBIX MuHAanuH (N=30) u ageHoumgoB (N=28), a
taroke nokasareneit KPM (cpenneii caryparuu (N=14) u unaekca annod-runonnod (MAIY) (n=13)) y nereit
¢ MIIC Ha ¢done DP3T (npomomxurenpHOCThIO 34 [14;45], 27 [15;40] u 37 [23;48] wmecsuen
COOTBETCTBEHHO) TMOKa3aJl OTCYTCTBUE 3HAYUMBIX n3MeHeHui (PucyHok 4).

Crenenn tyroyxoctu y aereii ¢ MIIC (n=20) na ¢one ®3T, npomomxurenpHocThio 23 [13;27]
Mecsia, Takke He m3MeHwtncs: 2 [0;2,5] mo cpaBrenuto ¢ 2 [0;3] (p=0,307) u 2 [0;3] mo cpaBHEHHIO C 2
[0;3] (p=0,919) nyst mpaBoOTO M JEBOTO YXa COOTBETCTBEHHO.
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Pucynok 4. lnunamuka creneneil runeprpogun HEOHBIX MUHIAIUH U aICHOUAOB, oka3aTeseil KPM (cpexnei

carypauuu % u UAT') na pone ®3T y nereit MIIC

Ananu3 nuHamuke nokaszareneir DxoKI™ B o6me#t rpymnme aereir ¢ MIIC I, 1l u VI (n=45) (Tabnuma
4) u B rpymne aereit ¢ Tsokémoit popmoit MIIC 11 (n=28) (Tabmura 5) Ha pone 3T (MPOAOTIKUATETLHOCTHIO
32 [17;61] u 32 [23,63] Mecsiiia COOTBETCTBEHHO) BBISBUJI OTCYTCTBHE 3HAYMMBIX U3MEHEHUMN CTEICHEH
peryprutanuu Ha knanane nérouHou aptepuu (KJIA), mutpansaom (MK) u TpuKycnuIanbHOM KIlamaHax
(TK), a Tarxoke Tonmuasl 3CJIDK. YV manumentoB ¢ Tsokénon Gpopmoit MIIC Il (n=28) ®3T mpuBoauia K
ymenbiienuto Tonumasl MXKIT (p=0,037). Hapactanue perypruranun Ha AoK ormeueHo B oOuieid rpyrmie

neteit ¢ MIIC (p=0,004), HecMOTpst Ha JIeUCHUE.

VY nereit ¢ MIIC |l, nauaBmmx nosnyuats @3T B Bozpacte 10 60 Mecsues (N=18), Ha ¢oHe nedeHus
umeno mecto Hapacrtanue perypruranuu Ha AoK ¢ 0 [0;0] mo O [0;1] crenenn (p=0,05), y aereii ¢ MIIC I,
HavaBmux monay4date ®3T mocie 60 mecsnes xu3uu (N=16), — ymenbmienne toamuasl MXKIT ¢ 2,28

[0,84:4,0] 10 0,56 [0,18;1,56] z-score (p=0,017).

Ta6auna 4. lnnamuka nokasaresieid IxoKI' y nereii ¢ MIIC (n=45) na ¢one ®3T

[TepBoe oOcnenoBanme

Btopoe oOGcnenoBanne

[Tokazareaun n=45 n=45 p

Perypruranus Ha AoK 0[0;1],0-4 1[0;2], 0-4 0,004
Perypruranus na KJIA 0[0;1],0-1 0[0;0],0-1 0,339
Peryprutanus nHa MK 1[1;2],0-4 2[1;2], 0-4 0,898
Perypruranus va TK 1[0:1], 0-3 0[0;1], 0-2 0,231
Z-score Tommuabl MOKIT 1[0,27;2,53], —1,5-5,33 0,78 [0,33;1,56], —0,63-3,78 0,085
Z-score tommuns 3CJDK | 0,09 [-0,53;0,94], —1,29-4,47 | 0,29 [-0,25;0,94], —1,08-2,82 0,453
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Ta6auna 5. Junamuka noka3areieid IXoKI' y nereii ¢ Taxénoii popmoii MIIC Il (n=28) na ¢one
3T

[Tokazarenu ﬂﬁzqz)gT Ha Q)no:HzeSCIBT p

Perypruramus na AoK 0,5[0;1,5], 0-4 1[0;2], 0-4 0,055
Peryprutauus na KJIIA 0[0:1], 0-1 0[0:1], 0-1 0,638
Peryprutanus na MK 2[1;2],0-4 2[1;2], 0-4 0,472
Peryprutanus na TK 1[0;1,5], 0-3 1[0;1,5], 0-2 0,861
Z-score tommuasl MK 1,33 [0,67;3,0], —1,5-5,33 0,78 [0,21;1,56], —0,63-3,78 0,037
Z-score Tomuubl 3CJDK —0,08 [-0,53;1,0], —1,29-4,47 |0,28 [-0,27;0,78], —0,82-2,82 0,927

Hanuymne wim OTCYTCTBHE TemaTo- M CIDICHOMeranuu mo JaHHeM Y3W 1o u Ha ¢done P3T
(mpopomkutenbHocThIO 32 [22;62] u 32 [23;62] Mecsiia COOTBETCTBEHHO) OBLIO OLIEHEHO B OOIICH TpyIine
nereit ¢ MIIC |, Il u VI (n=40) u B rpynme nereit ¢ tsoxénoit popmoit MIIC 1l (n=28). V 15 u3 37 (41%)
nereit ¢ MIIC, umeBmux no Hauana O3T rematomeranuio, pa3Mepsl MEUEHU HOPMATU30BaINCh Ha (poHE
JedeHusl; y 3 MAlUeHTOB C OTCYTCTBHMEM TelaTOMETajind Ha MOMEHT Hadajla TepallH YCTaHOBJICHO e
nosisiienue Ha (oue P3T (p=0,01). V 16 u3 33 (49%) mereit ¢ MIIC, umeBmmx g0 Hadama D3T
CIUICHOMET MO, OTMEYAJIaCh HOPMAalU3alisl pa3MEpoOB CENE3EHKH; BO BpEMs JICYCHHS HU y KOTo 3 7
MAlMEHTOB C OTCYTCTBHEM CIUICHOMETajny Ha MOMEHT Haudaja Tepalliyd He HapOCId pa3Mephl CeNne3EHKH
BbIIIE HOpMaIbHBIX 3HadeHnu (p<0,001). ¥ 9 u3 26 (35%) nereii ¢ Tsoxénoit popmoit MIIC |, nmeBmmx 10
Hayana @3T remaromeranuio, pa3Mepbl MEUEHH HOPMAIU30BAIHCH, y 2 TAIUEHTOB C OTCYTCTBUEM
rermaroMerajany Ha MOMEHT HaJalla Teparuy pa3Mepsl medeHn Hapociu Ha (one jeuenus (p=0,07). V 12 u3
25 (48%) mereit ¢ HanmuuyueM cruieHoMmeraianu 1o Hadana @3T pazMepsl cene3éHKH HOPMATM30BAIUCH HA
¢doHe IedeHus, HU y KOro M3 3 MalUeHTOB ¢ OTCYTCTBHEM CIUICHOMETaJHMH Ha MOMEHT Hadaja Teparuu
pasMephl cele3€HKH He HapOCIIH BhIIIIE HOpMaIbHbIX 3HaYeHHH (p=0,002).

B o6me#t rpynme aereit ¢ MIIC I, Il u VI (n=33) u B rpynmne nereit ¢ tsxénoit popmoit MIIC 11
(n=15) Ha dpone ®3T (npomomxurenbHocThiO 27 [12;44] 1 27 [21;61] MecsiiieB COOTBETCTBEHHO) OTMEUCHO
3HauMMoe yMeHbleHne 3kckpermu Al ¢ mouoii Ha 345 [146;522] u 357 [266;786] % npeBbiieHus
BEepXHeH rpaHuiibl Bo3pacTHOM HOpMEI (Pucynok 5). Hopmanu3zanus nmokaszarens ['Al” otmeuena y 12 u3 33
(36%) neteit c MIIC I, 1l u VI ny 4 u3z 15 (27%) nanuenTos ¢ Tsoxénoit popmoit MIIC II.

Kak y manuentoB ¢ MIIC I, wagaBumx ®3T B Bo3pacte mmammie 60 mecsier (N=11), tak u y
narienToB ¢ MIIC |, HawyaBmmx JiedeHue B Bo3pacte crapiie 60 wecsieB xu3nu (N=8), ObLIO
MPOJIEMOHCTPUPOBAHO 3HAYMMOE IO CPaBHEHUIO C MOKa3aTeJeM JI0 Hayaya JICUeHUs! CHIKEHHUE YKCKPEIUN
AT na done ®3T: ¢ 398 [253;791] no 94 [0;146] (p=0,003) u ¢ 448 [209;953] mo 22 [0;203] (p=0,05) %
MPEBBIIICHUS] BEPXHEW TpPaHUIBI BO3PACTHOM HOPMBI COOTBETCTBEHHO. HopMmanmzaius mokaszareneit
BeytenieHuss ['Al" ¢ mouoit mmena mecto y 4 u3 11 (36%) nereit, Hauapmmx ®3T B Bo3pacre mutammre 60
MecseB ku3Hu, u'y 3 u3 8 (38%) nereit, HauaBmux O3T B Bozpacte crapiie 60 MecsIeB KU3HH.
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ITocne nauana ®3T Hopmanuzanus nokazateneid AJIT u ACT umena mecro 'y 20 u3 24 (83%) ny 22
u3 26 (85%) mereit ¢ MIIC, neMOHCTPHUpPOBABINKMX IOBBIIMICHHE IIOKa3aTejel 10 Hadajga JIeYeHHS,
cooTBeTcTBEHHO. Hu y koro u3 26 nereil ¢ HopMmanbHbiMU mokazarensmMu AJIT no nauana ®3T He
3aukcupoBaHo mosbiieHus 3naueHuii AJIT Ha ¢one neuenus (p<0,001). V 2 u3 24 neteit ¢ HOpMaTbLHBIMU
nokazareiasiMu ACT 1o Havana Tepanuu OTMEYaoCh HapacTaHUE IOKA3aTelsl BbIIIE BEPXHEH I'paHUIbI
Hopmbl Ha (ore jeucHus (P<0,001).

CeszanHbie ¢ WH(QY3USIMU HEXKENAaTeIbHBIC SIBICHUS oTMedanuch y 37 u3 64 (58%) manueHToB,
nonyuaBmux ®3T mapoHuaa3oil, uaypcyibhaszoi uinu raiacyibdasoi. [loBeieHne TeMrepaTyphl Tela u
AJUIEPTUYECKHE PEAKIIMH CO CTOPOHBI KOXH, MOJKOKHO-)KUPOBOM KIIETUYATKH, CIU3UCTHIX 000510ueK (OTEK,
TUIepeMust JIMa, OHEMEHHE s3bIKa, KOHbIOHKTHUBUT, ChIlb, KOXKHBIN 3y]1) KMEIH MECTO KaK y MallueHTOB C
Heiipononarnyeckumu MIIC, Tak u y nmanuenToB ¢ HeHeliponomatuueckumMu MIIC. Peakium co cTopoHbI
IHHC (Bo30yxaeHue, CyJIopord, TpEMOp), CEpIeUHO-COCYAUCTON cucTeMbl (moBbimeHne AJl, Taxukapaus),
JBIXaTEIbHOM CUCTeMBI (OpOHXOCHa3M, Kallelb, OJbIIKA, TAXUITHO?Y), MUIIEBAPUTEIBHON CUCTEMBI (PBOTA,
nuapes, 00Jb B JKMBOTE) BCTPEYAJIMCh B OCHOBHOM Yy TMalMeHTOB ¢ HeWpoHonatuueckumu MIIC.
CoBokymnHast 4acToTa BCTpeyaeMoCcTH peakuuii co ctopoHsl LIHC w/mnm BHYTpEHHHX OpPraHOB Yy JIETEH C
HelpoHomatuyeckuMu u  HeHelpoHomatnyeckumu MIIC cocraBuma 40% (19/47) u 12% (2/17)
cootBeTcTBeHHO (P=0,064), y nereii ¢ HelipoHomaTnyeckoi u HeHelipoHomatndeckoir popmamu MIIC 11 —
46% (17/37) m 13% (1/8) coorBerctBenno (p=0,119). ¥V 70,3% mnanueHTOB HEXeaaTe/bHbIC SBICHUS
BIIEPBBIE BOZHUKAJIN BO BpeMs 1-ro Mecsua tepanuy, y 8,1% — Bo Bpems 2-ro Mecsina Tepamnuu, y 5,4% — Bo
Bpems 3-ro mecsia Tepanuu, y 16,2% manueHToB HeXenaTelbHbIE SBICHUS, CBSI3aHHBIE ¢ MH(Y3USIMHU,
BIIEPBBIE BO3HUKAIIU 1ocie 3-ro Mecsina tepanuu. Y 31 u3 35 (89%) 6onbHbIX, nosnydasmux 3T B reueHue
3 u Oosiee MecsIeB U HUCHBITHIBABIIMX PEAKIHUH, CBS3aHHbIE C HHQY3USIMH, K MOMEHTY IOCJIEIHEro
HAOJIOACHNUS TIEPUO]T HEOCIO)KHEHHOTO BBEJICHHS MPETapaToB NpeBbimal 1 Mecsil, MeauaHa cocTaBisiia 29
[17;57] mecsieB, MUHUMYM — 5, MakcumMyM — 79 mecsueB. Tpu mamnuenrta ¢ Tsoxénoit gpopmoii MIIC |,
nosnydyaBmiux ®3T B Teuenue 5, 32 u 46 mecsleB COOTBETCTBEHHO, MPOJOJKAIN HCHBITHIBATh PEAKIUH,
cBs3aHHble ¢ uHPy3usmu. OnuH nanuent ¢ Tsxénoit popmoit MIIC |l O6b11 BRIHYXKIEH ABaKIbI MPEPBAThH
JIeUeHHE U3-3a PEaKLUi, CBA3aHHBIX C BBEJICHUEM HIypPCYIIb(a3bl.

B nenoM, ynoBierBopuTenbHbI npoduias 6e30MacHOCTH JedeHHus ObUl XapakTepeH ais 54 u3z 56
(96%) manuentoB, nomyvatomux O3T Oonee 3 mecsueB. Bce HexenaTenbHBbIC SBICHHS, CBS3aHHBIC C
uHQY3UsIMH, ObUIM KYNHUPOBaHbl IPUOCTAHOBICHMEM WM TpeKpalieHueM HH(Y3uld, BBeIEHUEM
AHTUTMCTAMUHHBIX IIPENapaToB W/MINM KOPTHUKOCTEPOUIOB, a TaKkKe MPOBEIACHUEM JPYTroll MOCHHIAPOMHON
TepaInuy 1Mo MoKa3zaHUsAM. Y JBOMX HanueHToB ¢ Tsoxénoi Gopmoit MIIC |1, HauaBmKX JedeHne B Bo3pacTe
40 u 28 wmecsI1eB COOTBETCTBEHHO, BO BpEMs JIEYCHUS PEKOMOMHAHTHOW YEIOBEYECKOW WIypOHAT-2-
cyib(arazoii BO3HMKIM JIaOOpaTOpHbIE M3MEHEHHs B BUAE MAaKpo- U MUKpPOTeMaTypuu, MPOTEHHYpPHH,
TUN0aTb0OyMUHEMHUH, TUIIONPOTEMHEMHH. Y TIEpPBOrO MallMeHTa TAaKKe MMEJIO0 MECTO IIOBBIIICHHE
apTepuanbHoro nasieHus. O0a peGEHKa HCTIBITHIBAIM MOBTOPHBIE HE)XKEJIaTeIbHbIE SIBICHUS, CBSI3aHHBIE C
nH(py3usaMHy, TpeOyrole Ha3HaueHUsl KOPTUKOCTEPOUIOB y 000UX JeTel U 1ByKpaTHoro npepbiBanus O3T
Ha 10 1 16 Heenb COOTBETCTBEHHO — Yy MEPBOIO MAIMEHTA.

HeBposoruyeckue nposiBjieHHs1 MyKONOJINCAXapHI030B Yy AeTeil

Cpoxu MaHH(ecTaluy HEBPOJIOTHUYECKUX CUMITOMOB Y Aetei ¢ Tshkénoit popmoit MIIC Il u y nereit
¢ MIIC I npencraBnens! Ha Pucynkax 6 u 7 coorBercrBenHo. CornacHo gaHHbIM PucyHkoB 6,7, y aereit ¢
msokénmoit  popmoit MIIC Il u ¢ MIIC Ill mporpeccupoBanmne HEHPOIETEHEPATUBHOTO IMpoIecca
nebroTupoBasio ¢ 3aaepkku pedeBoro (B Bospacte 30 [24;40] u 32 [24;43] mecslieB COOTBETCTBEHHO) U
ncuxuyeckoro pasputusi (B Bospacte 32 [24;43] m 36 [24;45] mecslieB COOTBETCTBEHHO), HAPYIICHHIA
noBeneHus (B Bo3pacte 36 [23;54] u 34 [18;52] mecsiieB cCOOTBETCTBEHHO) U TMIIEPAKTUBHOCTH (B BO3pacTe
38 [19;63] u 43 [24;52] Mecs1ieB COOTBETCTBEHHO). B MHAMUKE MAI[MEHTHI YTPAYMBaJIN BICIINE KOPKOBBIC
(GYHKUMH, TOSABISUIMCH W HPOTPECCUPOBAIM  CHUMIITOMBI TMOPaKEHUS KOPTUKOCHHMHAJBHBIX (yTpaTa
MOTOPHBIX HAaBHIKOB Ha ()OHE BOSHUKHOBEHHSI Mape30B/Tapanyeii, MOBBIIICHUE CYXOKWIBHBIX pe(IIeKCoB,
MOBBIIIEHUE MBIIIEYHOTO TOHYCa B KOHEYHOCTSX, MOSBICHHE MATOJIOIMYECKHMX CHMOTOMOB) U
KOPTUKOOYJIbOApHBIX TpakToB (Aucdarus, mnceBaoOynbOapHbiii addexr). YTpara peun OTHOCHIACH K
Bo3pacty 89 [72;114] u 72 [60;81] MecsiieB, HaBbIKa CaMOCTOSTEIBHOM X0Ab0bI — K Bo3pacTy 136 [100;155]
u 112 [103;138] mecses, nucharus passuBaiach B Bozpacte 108 [89;133] u 76 [54;102] mecsiueB y aeteii ¢
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Tsoxénoir popmoit MIIC Il u ¢ MIIC Il coorBercTBeHHO. I 'MNIEPaKTUBHOCTh M HAapyLICHHs MOBEICHUS
YMEHBIIATUCH/PErPECCUPOBaIN IO Mepe Hapacratomiero nmopaxenus [THC: k 93 [68;120] u 109 [93;128]
MecsaM y nanueHToB ¢ Tsokénoi popmoit MIIC Il u x 100 [72;108] u 113 [106;126] mecsmam y nereit ¢
MIIC Il coorBercTBeHHO. IlepBBIMU IPOSBIEHUSAMH perpecca IBUraTesIbHbIX (QYHKIMHA, 00yCIOBICHHOTO B
OCHOBHOM LIEHTPAJIbHBIMU Tape3aMu/IIeTueil KOHEUHOCTEH, y manueHToB ¢ HeipoHonatuueckumu MIIC
ObUIM YTOMJISIEMOCTb IIPHU XO/b0€, U3MEHEHHUE NaTTepHa MEPEBIKEHUS C MOSIBIIEHUEM NapanapeTH4ecKou
IIOXO/IKM, HapylI€HHWE paBHOBECHS M MAJEHHUs IpU X0AbOe (JUHAMMUEecKas aTakCcHs), IOCTypaibHas
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Pucynok 6. Manudecranusi HeBpOJOIrHYeCKUX CUMIITOMOB Yy JeTel ¢ Tskénoii ¢popmoii MIIC 11
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Pucynok 7. Manudgecranus HeBpoJoruyeckux cumnromon y aereii ¢ MIIC 111
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N3 122 nanumentoB ¢ MIIC snuiierncus Ha OCHOBaHUU HAJIMUUs [TOBTOPHBIX HECHPOBOLMPOBAHHBIX
MPUCTYIOB WIN €IUHCTBEHHOTO NMPUCTYIA, KIMHUYECKH PACIEHEHHOIO KaK SMUICNTUYECKUH, TPU HAJTUYUU
MEKIPUCTYITHOW SMHICNTHPOPMHON aKTHBHOCTH 1Mo naHHbIM DI (cormacHo ompenenenuto International
League Against Epilepsy, 2014), Owuta auarnoctupoBana y 21 pe6éuka (17%). Cpemu pereir ¢
IuarHocTupoBaHHOU smwternicueit 6buto 3 maruenta ¢ MIIC | I'ypnep, 11 — ¢ tsoxénoit dpopmoit MIIC 11, 7 —
¢ MIIC Ill. 3 natu nanuentos, nepeHecmmx TI'CK, snunentudeckue MpUCTYIbl UMEITH MECTO Y OHOTO
Maibyrka. Hu y koro u3 mnammeHToB C HeHeipoHomarmueckumMu MIIC He ObUIO yKa3aHud Ha
SNWIENITUYECKUE MPHUCTYNbl. MeauaHa Bo3pacTta [ae0l0Ta SHWICNCUM Y MalUeHTOB C Pa3IMYHBIMU
Heifpononarnyeckumu tunamMu MIIC Ha ¢oHe ectecTBeHHOTrO TeueHHs 3a0oneBanus (N=20) oTHOCHIIACH K
129 [107;145] mecsuam.

Jletun, cTpagaBIine SMUICTICHEH, 1EMOHCTPUPOBAIN KIMHUYECKHNA MOTUMOP(HU3M MPHUCTYTIOB, Yalle
JIPYTUX PErUCTPUPOBAIUCH OWIaTepaibHble TOHUKO-KIOHUYECKHE MPUCTYIBI ¢ (HOKaIbHBIM MOTOPHBIM H
HEYTOYHEHHBIM J1e0roToM (Y 65% 00abpHBIX). OCTpble CHMITOMATUYECKHE TPHUCTYIIBI, CBS3aHHBIC C
OCJIO)KHEHUSIMU OCHOBHOTO 3a0oiieBaHMs, HMeJIM MecTo y Tpoux Jjereid. Cpeau mNpuUuMH ObLIH:
WIIEMUYECKAN MHCYJIBT, CBS3aHHBIM C TeUCHHEM HH(EKIIMOHHOTO 3a00JIeBaHUS M MMMYHOCYIPECCHBHOM
Tepanueil Mo MoBOAY PEaKINK «TPAHCILIAHTAT MPOTHUB XO3SIMHAY ; UIIEMUYECKUI UHCYJILT Ha (DOHE TeueHUs
OPU ¢ KUIIEYHBIM CHHAPOMOM; OCTPOE KPOBOHMBIIUSHUE B OOJIACTH MOAOCTPOH CyOIypalbHOW reMaTOMBI.
BeposTHOCT, BO3HMKHOBEHHS OJMHICIICUM B TEUYEHHWE 2 JIET TMOCJI€ BBISBICHUS AMNHIECHTUGOPMHOM
aKTUBHOCTM 1O JaHHbIM OOl Obuia oumeHeHa y 13 mnanueHToB ¢ HelipoHonatuueckumu MIIC.
DONUaKTUBHOCTh /10 UM 0€3 BO3HHMKHOBEHHUS MPUCTYNOB B MEpUOA HaOmojeHus Obula 3aUKCHpOBaHA y
Bcex |3 manmeHTOB, a BpeMs HaONIOJCHHS JEeTed MOCie BBISBICHUS SMUAKTUBHOCTH, HE OOYCIOBHUBILIECH
HazHauyeHue aHTmdnuiIenTudeckoil tepanuu (ADT), cocraBnsio He MeHee 2 neT. B Teuenue 2 et mocie
MEPBUYHON PETUCTpAIlMU AMUAKTUBHOCTU SIUJIENTUYECKUE MPUCTYNbl BO3HUKIM y 3 um3 13 (23%)
nanueHToB, y 10 (77%) mauueHTOB B TE€YEHHE YKA3aHHOTO MEpUOjJa IOCIE BBISIBICHUS SMUAKTUBHOCTH
npuctymnbl orcyrcTBoBaiu (P=0,006).

Ananu3 naboparopHbix nmokasareneit y gereit ¢ MIIC, nonyvaromux ADT, moka3an OTKIOHEHHS B
nokazarensix AJIT u ACT, ypoBHe anbOymMuHAa M TPOMOOIMTOB. BhIxomsmue 3a mpeaensl pedhepeHCHBIX
3Ha4eHUH TOKa3aTenu TpaHcamMMHa3 Ha ¢oHe ADT ¢ MX HapacTaHHEM IO CPABHEHUIO C IMOKAa3aTeNIsIMH,
PETUCTPUPOBABIIMMHUCS 10 BBENEHHUS WJIM HM3MEHEHUS [03 aHTHAIMWICNTHYECKOTO TIIpernapara,
3adukcupoBanbl y 4 u3z 21 (19%) nanumenta. YV 71% (5/7) GonbHbIX Ha (OHE Tepamnuu BajbIPOEBOM
KHCJIOTOW Pa3BHJIACh THIMOATEOYMUHEMHS, TP 3TOM pa3HHUIA MEXAY TOKa3aTesIMUA albOyMHUHA B IJIa3Me
KpoBU 10 W mocie HazHadeHus ADT Owima 3naumma (p=0,018). ¥V 69% (9/13) GonbHBIX, MMEBIIUX
HOpMaJIbHBIE YPOBHH TPOMOOIIMTOB B KPOBU JO Ha3HAYCHHUs BaJBIIPOCBON KHCIIOTHI, Ha (OHE Tepanuu
pasBuiiack TpoMmOouuToneHus. Pasauna Mexay ypoBHAMU TPOMOOLIMTOB B KPOBM JI0 M TOCJIE€ Ha3HAuYEHUS
ADT Obua 3naunma (p=0,003), a Mexay 1030 BaIbIPOEBON KUCIOTHI B MI/KI B CYTKH M TOKa3aTejeM
TPOMOOIIMTOB KPOBH UMEJIa MECTO YMEpEHHast OTpUIaTebHas B3auMocss3b (= —0,43, p<0,05).

MeTonoM  JIOTHCTHYECKOW perpeccud OBLIO TMPOBEICHO HCCIEAOBAaHHE CBSI3M  HTOTOBOTO
HEBPOJIOTHYECKOr0 (PEHOTHIIA C HAJMYHEM JBYX HABBIKOB PAHHETO Pa3BUTHUS (IIOJHOTO THEBHOTO U HOYHOTO
KOHTPOJISI Ha/T QYHKIIUSIMH Ta30BBIX OPTaHOB K 3 TO/aM U MOCTPOSHHSI PaCTIPOCTPAHEHHBIX MPEIOKEHHH K
3 rogam) y 42 mammentoB ¢ MIIC Il (29 — ¢ tsmxénoit hopmoit u 13 — ¢ nérkoii Gopmoit), mOAPOOHBIE
JaHHBIE O Pa3BUTHUU KOTOPHIX OBUIM W3BECTHBI, & HA MOMEHT MOCJIETHETO HAONIOJEHHS KIMHUYECKOEe
TedyeHue 3a00sieBaHMs ObLJIO OUEBUAHBIM. BBUIO BBIYMCIEHO, YTO MPU OTCYTCTBUM JIByX HABBIKOB HJIU MPHU
HAJIMYHH TOJIEKO OJTHOTO HaBBIKA K 3 TOJIaM CIIeyeT OKUIATh Pa3BUTHS B TMHAMHKE HEHPOHOITATUIECKOTO
¢deHoTUna, B TO BpeMs Kak MPH COXPAHHOCTH OOOMX HABBIKOB K 3 rojjaM HY)XHO HpeAroyaratb HaJIHMuue
nérkoro Tuma TtedeHus 3aboneBanus (p<0,001). IMpaBuibHOCTH MpeACKa3aHUS HEHPOHOMATHYECKOTO
¢denotumna B HameM HabmoeHuu coctaBuia 100%, nérkoro reuenus — 77%.

[Torrepeynslii cpaBHUTENBHBIA aHann3 Tokazarened MPT romoBHoro mosra Owut mpoBenmeH y 97
nereii ¢ MIIC: 65 — ¢ neiipononarnyeckumu MIIC (11 — ¢ MIIC |, 32 — ¢ MIIC I, 22 — ¢ MIIC 111), 32 — ¢
ueneiponomnaruaeckumu MIIC (3 — ¢ MIIC |, 14 — ¢ MIIC 1, 6 — ¢ MIIC IVA, 9 — ¢ MIIC VI). 69 u3 97
nanueHToB oTHocHIHCh K MIIC, conpoBokaatonmmcst HakorieHneM nepmarancynbdara (MIIC I, 11 u V1),
28 — k MIIC, He compoBOXKIaromMMcs HakoruieHueM jaepmatancyibdata (MIIC I u IVA). Anamms
nokaszas, 4yro pacmmpenue CAIIL, oTpaxaromiee arpoduyeckuil mporecc, ObUIO XapaKTepHO Uil BCEX
Heiipononarnyeckux MIIC u nambGonee BoipakeHo mpu MIIC 11l (p=0,011 — mo cpaBHeHHIO C
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Heifpononaruyeckoit popmoit MIIC 1, p<0,001 — o cpaBHeHuto ¢ HeHelpoHonaTuaeckoit popmoit MIIC I,
p=0,007 — mo cpaBuenuto ¢ MIIC IVA, p=0,011 — mo cpaBaenuto ¢ MIIC VI). [Ipusznaku pacmmpeHus
BHYTPCHHUX JIMKBOPHBIX MPOCTPAHCTB (yBeNWYeHUE auameTpa (poHTampHOro pora, pacmupenue |l
KEITy104Ka) U YBEIHMUYEHUE BEHTPUKYJSIPHOTO MHAEKCA ObLTN BBIPAKEHBI B OOJIbILEH CTENEHU Y MallueHTOB
¢ "eiipononaruueckumu MIIC (p<0,001 — qyis Tpéx mokasaresneit o CpaBHEHUIO ¢ HCHEHMPOHOMATHIECKUMHU
MIIC), omnako BcTpeuanuch u 'y narueHToB ¢ MIIC VI, otpakast y mocieHux HaaIu4ue THaAporedaibHOro
npouecca. bpuio  mokazaHo, uyro mauMeHTel ¢ MIIC, conpoBOXKIAIOUIMMMCS — HAaKOIJIEHHEM
nepMaTtaHcyib(harTa, HaXOIATCS B TPYIMIE pUCKA Pa3BUTUS HEWPOBU3YaTU3ALMOHHBIX  (CyKEHHUS
BeHTpuKyssipHoro yrna (p=0,015 mo cpaBuenuto ¢ MIIC, He CONMPOBOXKIAIOIIMMUCSA HAKOIUICHUEM
nepmaraHcyibdara), pacmmpenus nepeaHero kapmana Il xemymouka (p=0,03), COOTBETCTBEHHOTO
pacuIMpeHro OOKOBBIX KEIYJ0YKOB pacuiupeHus: BUCOUHbIX poros (p=0,009)) u KIMHUYECKUX MPOSBICHUI
ruapouedanuu. [IponemoncrpupoBana Hanbosblas 4acToTa rumnepocrosa yepena (64%) y MalueHTOB C
MIIC 1l (p=0,004 — mo cpaBuenuto ¢ Tspkénoi ¢popmoit MIIC I, p=0,001 — no cpaBHEHUIO C THKEIOH U
nérkoit popmamu MIIC II).

VYuuTbiBas pacCMOTPEHHOE BBILLIE COUYETAHHUE THUIIEPOCTO3a yepena M arpoduu TOJIOBHOTO MO3ra y
narueHToB ¢ MIIC Ill, cBsa3p GMHapHOTO MpU3HAKA TUIIEPOCTO3a U KAYECTBEHHOTO MOPSAIKOBOTO MPHU3HAKA
crenenu pacimupenuss CAIl Obuta mpoaHanu3upoBaHa METOJIOM JIOTHCTUYECKOM pEerpeccuy Ha OCHOBaHHUU
nanabelx MPT ronosunoro mosra 97 npereit ¢ MIIC. beuto nokazano, uto B ciydae pacmmpenuss CAIl 0-1
CTENEHU HE CIEeNYET OXKUAATh Pa3BUTUS TMIIEPOCTO3a, a B ciayyae paciupenust CAIl 2-3 crenenu — noikeH
pasBuThcs runepoctos (P<0,001).

B mpouiecce ananmn3a HEMPOBU3YATU3AIIMOHHBIX U3MEHEHUHN Y TPOUX JIeTel ObLIO 3apeTUCTPUPOBAHO
cyOaypallbHOE CKOIUIEHHE KUIKOCTH: CyOypanbHble TUTPOMBI B JJOOHO-TEMEHHBIX OTJIENaX C JABYX CTOPOH
U TapacaruTTajlbHO B oO0iacTu NpaBod 3aTbuioyHOM Jomu — y geBoukun ¢ MIIC | Typuep;
MOJIOCTpasi/XpoHUYecKass cyOaypaidbHas TreMaToMa IMpaBoi Tremucdepbl, KOMIPUMHUPYIOLIAs MpaBoe
MoJyIapue U IpaBblii 00KOBOM xemynouek, — y Manpunka ¢ MIIC IB; nuddy3nas maxumeHuHTreanbpHas
TUIEPUHTEHCUBHOCTh U 00JIAaCTH TOHKOW CcyOaypanbHON 3¢ (dy3un B JOOHBIX U 3aTBUIOYHBIX OOJIACTIX — Y
nesouku ¢ MIIC HA.

B Tabnuie 6 oTpaxkeHa AMHAMHKaA KIIOYEBBIX mokazaTteneid MPT romoBHoro mosra y jaereit c
Heiipononarnueckum MIIC 11 (n=14) u MIIC Il (n=12). BpemeHHOW HHTEpBajda MEXIy MEpBOU H
nocnenHeit MPT y manuentoB ¢ Tspkénoit popmoit MIIC Il cocraBun 24 [22;32] mecsua, y MaiueHToOB ¢
MIIC Il - 20 [13;33] mecsitieB.

Tabauna 6. Innamuka nokasaresneid MPT rosioBaoro mosra y aereii ¢ Heiipononatudeckumu MIIC

Tsoxénast popma MIIC 11 (n=14) MIIC III (n=12)
IToka3arenb IIepBas Bropas IlepBas Bropas

MPT MPT P MPT MPT P
BenTpuxysipHbIi 37 44 43 47
urexc, % [30;49] [33;63] 0,002 [34;47] [38;56] 0,003

’ 26-66 29-100 29-59 31-62

BenTpuxynsipHbIi % 88 108 99

[79;97] [73;99] 0,025 [97;115] [93;103] 0,272
YrolL, TPayerl 55-120 43-117 88-123 90-138
Huamertp 0,76 1,14 1,18 1,19
(bpoHTaTHHOTO [0,51;1,36] [0,51;2,22] 0,004 [0,46;1,43] [0,81;1,99] 0,06
pora, cM 0,13-2,56 0,19-3,22 0,34-2,42 0,55-2,17
Pacumperne 111 2[1:3 3[2:3 3[2:3 3[3:3
JKETyI04Ka, ([)_3 ] ([)_3 ] 0,043 £_3 ] £_3 ] 0,068
CTETIeHb
Pactmmpenue CAIL 2[1;2] 2[1;3] 2 [1;3] 3[2;3]
CTETIeHb 1-3 1-3 0,068 1-3 1-3 0,028

Bb110 MpoaeMOHCTpUpPOBaHO, YTO B JAWHAMHKE Yy JeTed ¢ HeipoHomartmueckoil ¢opmoit MIIC I

MIPOUCXOJUT 3HAYUMOE HapacTaHUE BEHTPUKYJSIPHOTO MHIEKCa, JUameTpa (pOHTaIbHOTO pora OOKOBOTO
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Kelyaouka u crernienu pacmupenust |11 sxxemymouka, a Takke Cy:KeHUE BEHTPUKYISIPHOTO yTJia; y MalUueHTOB
¢ MIIC Il B nuHaMuKe 3HAYUMO YBEIUYHIICS BEHTPHUKYJSIPHBINA WHJEKC U cTeneHb pacimmpenus CAIL Y 12
narueHToB ¢ MIIC |l, monywaromux ®3T B meprnoa TUHAMHYECKOTO BU3YaIH3AI[MOHHOTO HAOIIOICHMS,
HECMOTpS Ha MPOBOJMMOE JIEYEHHE, OTMEUEHO 3HAUYMMOE HapacTaHHe BEHTPUKYJSIPHOTO HHJIEKCa
(p=0,005), cyxenue BeHTpUKY/sipHOTO yria (p=0,046), yBenndeHue TuaMerpa MmepeaHero pora 6OKOBOTO
xemymouka (p=0,01).

[Tonepeunsiii cpaBHuTenbHbIl aHanu3 MPT IIOII u counHOro mosra (N=97) mnokaszan, 4TO
BBIp@KEHHAs] JTUCIUIa3Hsl 3yOOBHJIHOTO OTPOCTKAa aKcHca XapakTepHa s JeTeil ¢ TskénbiMu (popmamu
MIIC | (menuana — 2 [2;2], p=0,044 — o cpaBuenuto ¢ MIIC 1l1) u MIIC Il (menuana — 2 [1;2]) u 1uis gerei
¢ MIIC IVA (memuana — 2 [2;2], p=0,01, p=0,002, p=0,016 — no cpaBuenwuio ¢ nérkoii popmoit MIIC Il, mo
cpaBHenuto ¢ MIIC Il u MIIC VI coorBercTBeHHO). 3HAYMTENbHBIA CTEHO3 MMO3BOHOYHOTO KaHalla Ha
yposHe IOII w/unm kparnuoepTeOpasibHOTO TNepexona peructpupopaiics y nererd ¢ MIIC I, IVA u VI:
MeJiMaHa CTEICHH CTeHO3a y marmeHToB ¢ Tsokénoit dpopmoit MIIC | — 2 [0;2] (p=0,01 — no cpaBHEeHHUIO C
MIIC IlI), y manuenToB ¢ aérkoit popmoit MIIC | — 2 [1;4], y marmentos ¢ MIIC IVA — 2 [1;3] (p=0,032 -
o cpaBHeHuto ¢ jérkoi opmoit MIIC 1, p=0,003 — o cpasaenwuro ¢ MIIC Il1), y maruentoB ¢ MIIC VI —
3 [2;4] (p=0,046, p=0,003, p=0,002, p<0,001 — no cpaBueHutoO ¢ TsOKETBIMU opmamu MIIC | u MIIC I,
nérkoit gopmoit MIIC Il u mo cpaBuennto ¢ MIIC Ill coorBercTBeHHO). OcCnOXHEHHE CTEHO3a
MO3BOHOYHOTO KaHajla B BUJE MHUEIONATHH B OTCYTCTBHE COIYTCTBYIOIIMUX IpeIpacroiararimx
aHATOMHYECKHX (aKTOPOB 0TMEYaIoCh pu Tex ke tTunax MIIC (MIIC I, MIIC IVA u MIIC VI).

B Ta6nuue 7 npencrasiena nunamuka nokazareneit MPT IOII u ciimunoro mo3sra y aereit ¢ MIIC
(n=42: 5 — ¢ MIIC I, 18 — ¢ MIIC Il, 12 — ¢ MIIC lll, 5 — ¢ MIIC IVA, 2 — ¢ MIIC VI). Bpemennoii
MHTEPBAJl MEX1y UCCIeNOBaHUsAMH cocTaBisut 25 [17;35] mecsueB. bputo mokazaHo 3HaYMMOE YMEHbIIIEHUE
CTETEHH JUCIUIA3UU 3yOOBHIHOTO OTPOCTKA aKCcHMca W 3HAYMMOE HapacTaHWE CTEHO3a IMO3BOHOYHOTO
KaHana. YIydlleHue Mokasareis 3yoa akcuca uMeno mecro y 6, nomyuasmux ®3T, gereit ¢ MIIC: 1 — ¢
MIIC I, 3 — ¢ MIIC Il, 2 — ¢ MIIC VI (p=0,028 mus rpymnmsl gereit, nonydatomux O3T, n=23). Hapacranue
CTEIEeHU CTeHO3a CIIMHAIBHOrO KaHana umeno mecto y 10 u3 42 (24%) 6onpubix: 3 — ¢ MIIC I, 4 — ¢ MIIC
I, 2 — ¢ MIIC IVA, 1 — ¢ MIIC VI. 7 u3 10 nonyuanu ®3T (p=0,018 st rpynmsl netei, moayvaronmx
®3T, n=23).

Taoauua 7. Iunamuka nokaszarejeid MPT IIIOII u cnimaHoro mo3ra y aereii ¢ MIIC (n=42)

oKasaTeis [TaruenTsl ¢ MIIC (n=42)

Ilepsas MPT Bropas MPT p
Jlucruiasusi 3yOOBUIHOTO OTPOCTKA, CTEIICHb 1[1;2], 0-2 1[1;2], 0-2 0,028
YTosmieHne TKaHeH BOKPYT 3y0a akcuca, CTENeHb 1[1;1],0-1 1[1;1],0-1 1,0
CTeHO3 O3BOHOYHOTO KaHaJla, CTETNICHb 0[0;1],0-5 11[0;2], 0-5 0,005
Muenomnarus, CTelneHb 0 [0;0], 0-3 0[0;0], 0-3 )

[Ipumeuanwue. § HU y KOro U3 42 MalMEHTOB HE U3MEHMJIACh CTENIEHh MUEIOMATHH.

Ananu3 nuHamuku nokaszareneit DHMI cpennnnbix HepBoB y 18 gereii ¢ MIIC, nomyuaBmux @3T
B TeueHue 17 [12;28] mecsieB MexXay MEepBBIM U BTOPBIM HCCIEA0BaHUEM, ITOKa3all OTCYTCTBHUE 0OpaTHOTO
Pa3BUTHUSI U TMPOTPECCUPOBAHUS M3MEHEHUM, COOTBETCTBYIOIIMX KapIadbHOMY TYHHEIBHOMY CHHIPOMY
(p>0,05 mist Bcex 31eKTpohU3HOIOTHIECKHUX TTOKa3aTelei ).

BbIBO/IbI
1. [Tpu HeifpoHOMaTHYecKOW M HEHelpoHomaTH4Yeckol (Gopme Mykomonucaxapuaos3a | Tuna menuana
Bo3pacta Jebrwra cocrtaBnsier 1 u 4,5 Mecdlna COOTBETCTBEHHO, NpHU HEWPOHONATHYECKOH U
HeHeWpoHomaTnuecko ¢opme Mmykomonucaxapumao3a |l tuma — 1,5 u 5 MecseB COOTBETCTBEHHO, MPH

mykomnonucaxapugose Il tunma — 6 mecsues, npu mykomnonucaxapugose IVA Ttuma — 7 mecsues, npu
mykomnoiucaxapunose VI tuna — 14 mecsues.
2. Y OonbIIMHCTBA MAIIMEHTOB ¢ HeHelpoHomatndeckumu (89%) u Helipononatuueckumu (79%)

MYKOTIOJIMCaXapHu103aMu JIeO0T 3a00JIeBaHUsS TPEJICTABICH COMAaTHYCCKUMHU TposBlieHUsMU. HanGomee
YaCTBIMU W/MJIM CHEIM(DUYHBIMU KIMHHYECKUMH cuMIToMamu jaebroTa (N=11) sBISIOTCS MaxoBbIe H/HIU
nynoynbie rpeku (30%), mymHoe asixanue (16%), TyromoaBHKHOCTH/KOHTPAKTYphl cycTaBoB (16%),
orpyoenue uept smna (9%), W3MEHEHHs CO CTOPOHBI Cepialla B BHUJAC KJIAMaHHOW TMATOJIOTUU W/WJIH
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kapauomuonatuu (8%), Makpouedanus/usmenenne (opmel uyepena (7%), aucmiazus Ta3z00eIPEHHBIX
cycraBoB (6%), nedopmanms rpymHoi kietku (5%), cHmkenue cayxa (5%), kudos/nedopmarms
o3BoHOYHUKA (4%), noMmyTHEeHHUE poroBullsl (3%).

3. YV 74% pereli OMAarHOCTUPOBAaHHWE MYKOIIOJIMCAXAPHI030B IPOMCXOAUT TOCJIE PA3BHUTHS
MYJBTHCUCTEMHOTO IMOPAKEHHUS, MEIMAHHBIA BO3pacT BepU(HUKAIMHM JMArHO3a COCTABISET 46 Mecsles.
Jlnarno3 HEHEHPOHONATHYECKUX MYKOIOJIMCAXapUA030B YCTAHABIMBACTCS 3HAYUTEIBHO II03XKE, YeM

HEUPOHOIIATUYECKUX  MYKOIOJHUCAXAPUI030B (p=0,005). Jns  HelipoHONaTHYeCKOH  (OpPMBI
MyKomojucaxapuno3a | Tuma xapakTepHO HaWMeEHblee, paBHOe 12 MecsiuaMm, AMArHOCTUYECKOE
MpoMEJUIeHHe, TOrJa Kak  HEHeHpoHomarwyeckas ¢opma Mykomonucaxapumoza | Tuma wu

Mykonoiucaxapunod |VA Tuma BbIBISIOTCS € HAWOONBIIUM JTUArHOCTHYECKUM IPOMEIJICHUEM,
IIpEeBBILIAIOIINM 4 roja.

4, EcrectBeHHOe TeueHue HeipoHomatudyeckoi Gopmbl  Mykomonucaxapumgo3a |l tuma  wm
Mykonoaucaxapunosa |l Ttuma xapakrepusyercs nporpeccHUpyrouieil morepell BBICIIMX KOPKOBBIX U
MOTOPHBIX (YHKIMI, MaHU(]ECTUPYIOIIEH C 3aIep>KKU ICUXOPEUYEBOr0 Pa3BUTHS B MEAHMAHHOM BO3pacte 32
u 36 MecseB cooTBeTcTBeHHO. K MeananHoMy Bo3pacty 89 u 72 MecsIeB NOTHOCTHIO yTPAYMBAETCS PeUb,
K 136 u 112 MecsamaM — HaBBIK CaMOCTOITEIBHOH xoAn0bl, K 108 m 76 MecsmaM COOTBETCTBEHHO
Hapymaercs (QYHKOMA TJIOTaHWA. J[BurarenpHass pacTOPMOKEHHOCTh U HApYIICHUS IOBEICHHS
NeOITUPYIOT B MEMaHHOM Bo3pacte 38 u 36 mecsieB npu Mmykononucaxapuaose |l tuna, 43 u 34 mecsies
— npu mykononucaxapugose |l tuna, perpeccupyror k 109 u 113 mecsiiiam cOOTBETCTBEHHO.

5. VY nereil ¢ HEMpPOHOMATHYECKUMH MYKOMOJIMCAXapHU103aMU JMUIICIICUS JeOI0TUPYET B MEAMAHHOM
Bo3pacte 129 wmecsueB, y OoabimHcTBa (65%) MAlMEHTOB HMMEIOT MECTO OMIaTepaibHble TOHHKO-
KIIOHMYECKHUE CyAOpOrH ¢ (POKaTbHBIM MOTOPHBIM M HEYTOYHEHHBIM JeO0TOoM. B Teuenme 2 ner mocie
MIEPBUYHON PETrUCTpaLUU SMUAKTUBHOCTH y 77% nerell ¢ HEWPOHONATUUECKUMU MYKOIIOJIMCAaXapua03aMH
AMUJICTITHYCCKHE TIPUCTYITBI OTCYTCTBYIOT, M TOJIBbKO Y 23% — nebrotupyet snuencus (p=0,006).

6. HelipoBusyanu3zamoHHbIMU ~ MapképamMM  IPOrpecCUpoBaHusl  3a0oieBaHMsl y  JeTed ¢
HeHpoHOmaTuYecKo ¢opmoii Mykomonucaxapugoza Il Tuma ciyxar yBennueHHUE BEHTPHUKYJISPHOTO
ungekca (p=0,002), III xenymouka (p=0,043), nuamerpa nepeanero pora 6okoBoro xenyaoudka (p=0,004),
Cy’KeHUe BeHTpHKyIsapHoro yria (p=0,025); y mamuentoB ¢ mykononucaxapuao3om Il tTuna — Hapactanue
BEHTpUKYJIsipHOro wuHzaekca (p=0,003) u creneHn pacmmpeHuss CcyO0apaxHOUJANbHBIX IPOCTPAHCTB
(p=0,028).

7. Y nmereir ¢ wmykomomucaxapumozamu I, Il w VI TumoB mnonoxutenbHOe  BIMSHHUE
(epMeHTO3aMeCTUTEIbHOM Tepanuy MOATBEP)KIAETCS CHUKEHHEM OCHOBHOIO JIabOpaTOpHOrO Mapképa
AKTHBHOCTH TAaTOJOTMYECKOr0 IMpolecca — 3KCKpeluu rirko3amMuHormkaHoB (P<0,001), Hopmanu3aimei
3HaueHuii Tpancamunas (p<0,001), pasmepor meudenu (P=0,01) u cemezéuku (pP<0,001). Ilpu TsmKENOM
dbopme mykononucaxapunosa |l Tuna mpumeHeHue (HepMEHTO3aMECTHUTENIBHOM Tepanmuu OO0YCIOBIMBAET
CHMKEHHE DKCKpeluu riuko3amuHoriukanoB (p=0,002), ymenbiienue pasmepos cene3éuku (p=0,002) u
TOJIIIIUHBI MEXKETy104KoBO# neperopoaku (p=0,037).

8. Y 10BIE€TBOPUTENBHBINA PO O€30MaCHOCTH (PEPMEHTO3aMECTUTEIBHOM Tepanuy XapakTepeH s
96% nerert ¢ mykononucaxapumozamu |, Il u VI Tumnos, momyvaroniux nedeHue Oornee 3 MecAIEB.
HexenatenbHble sBIEHUS, CBSI3aHHBIE C BHYTPUBEHHBIMH HWH(QY3USIMH PEKOMOMHAHTHBIX (PEPMEHTOB,
BIIepBBIe BO3HHUKAOT y 70% neTeil BO Bpemsl MepBOro mecsma JjedeHus, y 16% mamueHToB — mocie 3
MECSLIEB HEOCIIO)KHEHHOTO BBEJIEHUS NpenapaToB. 89% MallMeHTOB, UCTIBITHIBABIINX PEAKINH, CBI3aHHBIE C
nH(QYy3UsAMHU, B JaJbHEIIIEM NEPEHOCT BBeACHHE (DEPMEHTO3aMECTUTENBHBIX MTPenapaToB 0€3 OCI0KHEHHH.

IMPAKTUYECKHUE PEKOMEH/JIALIUHN
1. B nporpamMMy CEeNeKTMBHOTO CKPUHUHTIA JUJISl paHHEW JUArHOCTUKH MYKOITOJIMCaXapua030B JOKHBI
OBITh BKITFOUEHBI TTAI[MEHTHI, UMEIOIIIME CIICAYIOIINE CUMITOMBI: TTaXOBBI€ U/UIH ITyTOYHBIE TPHDKU, ITYMHOE
JBIXaHUe, orpyOeHue 4epT Tuma, Makporedanio/m3MeHeHIE hopmbI yepera,
TYTOMOJIBUYKHOCTH/KOHTPAKTYPBI CYCTAaBOB, MUCILIA3HIO Ta300€IPEHHBIX CYCTaBOB, Ae(hOpMaIUI0 TPYIHOM
KJIETKH, Kuo3/aedopmalirio mo3BOHOYHIKA, U3MEHEHHUS CO CTOPOHBI CEP/Illa B BU/IE KJIATAaHHOW MATOJIOTHH
W/WIH KapIUOMHUOTIATHH, CHUKEHHE CITyXa, IOMYTHEHHE POTOBHUIIEI.
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2. OrcyTcTBHE Yy MNAalMEHTOB C CHUHAPOMOM XaHTepa K 3 roJaM JKH3HM IIOJIHOTO KOHTpPOJS Haj
(GYHKIUSMU Ta30BBIX OPraHOB B COYETAHMU C OTCYTCTBUEM HaBBbIKa IOCTPOEHUS PacCHpOCTpaHEHHBIX
MPEUIOKEHUH, COCTOAMX U3 3 U OoJiee CIOB, CIEAYeT pacCMaTPUBATh KaK paHHHHA KIMHUYECKHA MapKEp
HEHPOHOMATUYECKOTO TeUEHUS 3a00IeBaHUSI.

3. KonTtpomns obmiero ananansa KpoBH C MOKazaTesieM TPOMOOIIMTOB M OCHOBHBIX TOKa3aTenen (QyHKIMU
neyeHu (oo6miero Oenka, anbOymuna, AJIT, ACT, obmero u npsiMmoro OuiaupyOuHa, menouHoi gocdarassr)
II0OKa3aH BCEM IAllMEHTaM C MyKOIlojucaxapuao3aMu He pexe 1 pasza B 3-6 mecsues. [Ipu npucoequnenuu
TaKMX HEOMaronmpusITHBIX (PAKTOPOB, KaK NMPUEM W MOBBILICHHE J103bl AHTUAMWJICITUYECKUX IPernapaTos,
ONEpaTUBHBIC BMEIIATEIbCTBA, TEUCHHE OCTPHIX WHQEKIMOHHBIX 3a00JEeBaHUN, IPOrpeccCHpyolee
HapylIeHHEe HYTPUTUBHOIO CTaTyca, JAaHHBIE MCCIEIOBAHUS JOJDKHBI MPOBOJIUTHCS JOMOJHUTEIbHO. B
CBSI3M C PHCKOM pa3BUTUS HE(PPOTHUECKOrO CHUHApPOMAa Ha (OHE BHYTPHUBEHHOTO BBEICHHSA
PEKOMOMHAHTHBIX (DEPMEHTOB, MalME€HTaM, MOJIYYaroluM (EepMEHTO3aMECTUTEIbHYIO TEPaIlnio, CIeayeT
MIPOBOJIUTH OOIIUI aHAIM3 MOYH U OTIPENIENIATh YPOBEHb SKCKPETUPYEMOT0 ¢ MOYOH Oenka He pexxe | pasa B
3-6 mecsmeB, a B OMOXMMUYECKMA aHalM3 KPOBU, NIOMHMO ITOKa3aTesnei obOmero Oenka W anpbOyMHHA,
ClIeyeT BKIIOYHMTH TII0KA3aTEId MOYEBUHBI, KpEaTHMHHWHA, OOIIEr0 XOJECTEpPHHA, TPUTIIMLIEPUAOB H
ANEKTPOJIUTOB.

4, [laiuenTamMm ¢ MyKOMOJMCAaxapHuI03aMH, HE3aBUCUMO OT MpPOBEIEHUS (HEPMEHTO3aMECTUTEIbHON
Tepamuu M HATUYMUS AaKTHUBHBIX KaloO, MOKa3aHO JIEKTPO(PHU3UOIOTHYECKOe, YIbTPa3ByKOBOE W
KJIIMHUYECKOE UCCIIEJOBAaHUE CPEIMHHBIX HEPBOB 1 pa3 B 6 Mecs1IeB.

5. [Tpu BHepBbIE BOSHUKIIIEM CYJAOPOKHOM MPUCTYIIE y MALMEHTOB C MyKOMOJIUCaXapH103aMy, TOMUMO
BUJe0-O01" MOHMTOpPHHra cHa M OOApPCTBOBaHMS, HEOOXOAMMO BBINOJIHUTH HEHPOBU3YATU3ALUIO IS
UCKITIOYEHHS] CUMIITOMATHYECKON MPUPOJIbI MPUCTyMa (porpeccupyromeil ruapouedaniu, cyoaypaaibHbIX
reMaToM, OCTPbIX HapyIIEHWH MO3rOBOr0 KpOBOOOpAIEHHS), TPEOYIOLeld HEOTI0KHBIX TEPAeBTUUECKUX
MEPOIPUATHH.

6. [Ipy nepBUYHOM YCTAaHOBJIEHUM JMarHo3a BCEM JIETSAM C MYKOIOJIMCAaxapua03aMu IO0Ka3aHO
npoBegeHue MPT rojoBHOro Mosra W HIEHHOro OTAeNa MO3BOHOYHHMKA W CIMHHOTO Mo3ra. Bae
3aBUCHUMOCTH OT IIOJIyY€HUsI BHYTPUBEHHOH (PEpMEHTO3aMECTUTENbHOM Tepanuu, KOHTpoiab MPT
TOJIOBHOTO MO3TI'a C OLIEHKOM Moka3aTesneil Hapy>KHbIX U BHYTPEHHUX JIMKBOPHBIX MPOCTPAHCTB U MPU3HAKOB
ruapouedanuu mnokazaH JersaM ¢ Mykononucaxapupozamu I, Il Il u VI Ttunos; xonrpons MPT
KpaHMOBEpTEOpaIbHOTO MepexoAa M IIEHHOro OTAena MO3BOHOYHMKA M CIIMHHOTO MO3Ta C OIIEHKOH
CTENEeHEel cTeH03a M03BOHOYHOI0 KaHaja U IMCIUIa3uy 3y0a akcuca, a Takke HaJu4Us MUEJIONaTuu — AETIM
¢ mykononucaxapuaoszamu |, 1, IVA u VI tunos.

7. JleTsiM ¢ ycTaHOBIIEHHBIM JauarHo3oM Mykomnoiucaxapunos3a |, Il wmm VI tuna nokasana panusis
MHUIMALUSA  (PEepMEHTO3aMECTUTEIbHON TEepalmuu BHE 3aBHUCHUMOCTH OT (pakTa HAIMYMS KIMHUYECKHUX
MpOsIBJIEHUH 3a00JI€BaHUs.

8. C uenbio nMpo(UIAKTUKKA TPaBM IpPU MOSBICHUU Y MAIMEHTOB C MYKOIOJIMCAXapUI03aMU MEPBBIX
MIPU3HAKOB JIBUraTeNbHBIX HapylIeHUH (YTOMIIIEMOCTH IPU X0AbOE€, N3MEHEHUN MOXOJKH, MOCTYPaIbHOU
HECTaOMJIBHOCTH, JWHAMMYECKOW aTakCUM M TMaJeHHH) HEeoO0XOAMMO paHHEE Ha3HAYeHUE TEXHUUYECKUX
CPEIICTB peadMIHTAIIIH.
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CIIMCOK COKPAIIIEHUH
AJIT — ananmHaMuHOTpaHcepasza
ACT — acmapratamuHOTpaHCchepasa
AoK — aopranbHblii KanaH
ADT — anTHANIMIIENITUYECKAS TEpAU
I'AT" — rmuko3aMUHOTIIUKAH (bI)
I'Db — remarosnnedhannueckuii Gapbep
3CJIXK — 3aqH515 CTEHKA JIEBOT'O eIy J0uKa
HNAI — nHzIeKC arHO3-TUIIONTHOD
HNKP — uHTEpKBapTHIIBHBIN pazMax
KJIA — knanas 1€royHoi aprepuu
KPM — kapanopecnupaTtopHblii MOHUTOPUHT
JIBH — nmu3ocomHEIe (as1) 60s1e3HM (b) HAKOTUICHUS
MXII — Mexokeny1I0uKoBast IeperopoaKa
MK — MuTpanbHbIN KI1anaH
MIIC — mykononucaxapuao3 (bl)
MIIC I, I, A, HIB, IVA, VI, VIl — mykononucaxapunos | Tuna, |l Tuna (cunapom Xaunrtepa), [HIA tuna
(cunapom Candunumnmo tun A), 1B tuna (cunapom Candununmno tun B), IVA tuna (cunapom Mopkuo
A), VI tuna (cunapom Maporo-Jlamn), VII tuna (cunapom Crnasi) COOTBETCTBEHHO
MPT — MarHuTHO-pe30HaHCHask ToMorpadus
HCT — neiipoconorpadus
CAII — cybapaxHouJalibHBIE IPOCTPAHCTBA
TI'CK — TpaHcmianTanys reMOrodTUYECKUX CTBOJIOBBIX KIIETOK
TK — TpukycnuanbHbIN KiIanaH
V3U — ynabpTpa3BykoBoe (bl€) UcciaenoBaHue (s)
@3T — pepmeHTO3aMECTUTENIbHAS TEpAIUs
MHC — unentpanpHas HepBHaAs cUCTEMA
LIOIT — melHbIi 0TAET MO3BOHOYHUKA
OHMI — snextponelipomuorpadus
Ox0oKI — sxokapauorpadus
O0TI" — anexTposuIedanorpadus/nekTposHIedamrorpamma

FLAIR — fluid attenuation inversion recovery (pexuM MHBEPCUU-BOCCTAHOBJICHHUS C PEAYKIIUEH CHTHAlIA OT

CBOOO/THOM YKUIKOCTH)
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