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CuunTaloT, YTO XapaKTepHbIM YAbTPa3BYKOBbIM Mpu3Hakom Goae3nu lMapkuncona (BI1) siBAsieTcs rMNepIXOreHHOCTh YepHoi
cy6cTaHumn. OAHaKo cneunUUHOCTL 1 HYBCTBUTEALHOCTb YALTPA3BYKOBOTO METOAA NMPU AAHHOM 3a00AEBaHNM ellle HY)KAAIOTCS
B YTOUYHEHUN. ABTOPbI NPOBEAU TPAHCKPAHUAALHYIO COHOTpacuio y 168 GOALHBIX C Pa3HbIMM KAMHUYECKUMU MPOSIBAEHUSIMU
NapKMHCOHU3MA, B YMCAE KOTOPBIX ObIAO 99 MaUMEeHTOB C uauonaTuyeckoi chopmoii b u 56 BXOAMAM B KOHTPOABHYIO Fpynny
(6e3 napkuHcoHusma). FMnepaxoreHHOCTh YepHOW cyGCcTaHUMK ObiAa OOHapyeHa Y 93% naunenToB ¢ BI1 no cpasHenumio ¢
14% Yy AML KOHTPOALHOW Tpynnbl. bbIAO BbICKA3aHO NPEANOAOXKEHME, YTO AaHHbIi OMOMapKep MOXeT UCMOAb30BaThCsl B
AndhcpepeHuMaAbHON AMarHocTuke 6oAe3Hu MapkuMHCoOHa ¢ ¢heHOTMRMYECKN CXOAHBIMM 3a00AeBaHMSMM (3CCEHUMAAbHbIV
TPEMOp, CMHAPOMBI aTUMMYHOTO NMApPKMHCOHM3Ma). B paGoTe onncaHbl yAbTpa3ByKOBble OCOGEHHOCTU MO3AHEr0, PaHHEro U
reHeTUYeCKM AeTEPMUHUPOBAHHOTO MAPKMHCOHWU3MA, YTOYHSIIOUIME HEKOTOpble MaToreHeTMYeckue acrekThl AaHHbIX (hopm
natororm. Ha OCHOBaHMM MOAYHYEHHbIX AaHHBIX TPaHCKPaHMaAbHasi COHOrpacs MOXeT —paccMaTpuBaTbCsl  Kak
BbICOKOMH(hOPMATHBHBIN MeTOoA AubhepeHLMarbHOM U NPEeKAMHUYECKOW AMarHOCTUKN GoAe3HM MapkuHcoHa.

KaroueBbie caoBa: 60re3Hb [1apknHCOHA, 3CCeHUMaAbHBIA TPEeMOpP, aTUITMYHbLIA MapKMHCOHM3M, TPaHCKpaHMaAbHasi COHOrpagusi,
AnppepeHumnarbHasi AMarHOCTHKa.

An abnormal hyperechogenecity of substantia nigra is thought to be the most characteristic sonographic feature in Parkinson’s
disease (PD). However specificity and sensitivity of the ultrasound method should be refined. Using transcranial sonography,
authors have examined 168 patients with different clinical signs of parkinsonism, including 99 patients with idiopathic PD, and
56 patients without extrapyramidal disorders. Hyperechogenecity of substantia nigra was found in 93% of patients and in 14%
of controls. It has been shown that this biomarker can successfully discriminate PD from a number of similar disorders (essential
tremor, atypical parkinsonian syndromes). Sonographic features of late, early and genetically determined parkinsonism
specifying some pathogenetic aspects of these pathologies are described. Taking into account the data obtained, transcranial

sonography can be considered as a highly informative method in the differential and early diagnosis of PD.

Key words: Parkinson’s disease, essential tremor, atypical parkinsonism, transcranial sonography, differential diagnosis.

Bbonesnup I[Napkuucona (BI1) — HelipomereHepaTUBHOE
3aboJieBaHNEe, B KOTOPOM OCHOBHOI MUIIIEHBIO MAaTOIOTUYe-
CKOTO TIpoliecca SIBASIOTCS Ao(haMUHEPTruuecKue HepoHbI
YepHOoU cybcTaHuu cpeaHero mosra [3, 17]. OcHOBHBIE KM~
Huueckue nposisnenust bI1 — coueranue runokuHe3nu ¢ pu-
TUIHOCTBIO, TPEMOPOM IMOKOS$I, TTOCTYPAJIbHOW HEYCTOMYUBO-
cTbio [23]. B monysisiiiuu nir crapiie 65 JIieT pacipoCTpaHeH-
Hocth BIT moxker mocturats 2—4% [3, 23]. Okono 5—10%
caydyaeB BI1 mMmeror HaciencTBeHHBIN XapakTep (M3BECTHO
ye cBbie 10 reHoB HacleACTBEHHBIX (hOPM MAPKUHCOHU3-
Ma), TOrJa Kak B OOJIBIIMHCTBE CIy4aeB MMEET MECTO CITopa-
nuyeckast MmyiabTUdakTopuanbHas dopma BI1, ans kotopoit
elie MPeACTOMT YTOUHWUTDH Mpeapacrnosaraionie hakTopsl 1
rmaTtoreHeTnMyeckrue mexaHu3Mbl. K Hambosee pacmpocTpa-
HEHHBIM MOHOTEHHBIM (popmaM oTHocsTcs ciydau BII, 06-
ycnoBiaeHHble MyTanusiMu B reHax PRKN (mapkun) u1 LRRK?2
[1,26, 30]. Takum 0Opa3oM, Ha CETOMHSILIHUIA IEHb C MOJIEKY-

nspHoit Touku 3peHus BIT siBnsieTcst [OCTAaTOUHO reTeporeH-
HOW TPYTIIION CUHAPOMOB, UMEIOIINX CXOAHbIE (DEeHOTUINYE-
CKUE TPOSIBJICHUS U, TI0-BUAUMOMY, PSII OOIINX MaTOTEHETH -
YECKMX MEXaHU3MOB pa3Butus |2, 22, 25].

B cBs13u1 ¢ OTCYTCTBHEM JOCTYITHBIX B IIUPOKOI MPAKTUKE
U HaIEXHBIX Ta00PaTOPHO-MHCTPYMEHTAIbHBIX METONOB MC-
CJIeN0BaHMsI AMATHO3 «001e3Hb [lapkuHCcOHa» 10 CUX TIOp CTa-
BUTCSI UCKJIIOYUTENbHO HA OCHOBAHUYU KJIMHUYECKON KapTh-
HbI 3a0071eBaHMs [35]. TakuM 06pa3oM, TOUHOCTD TOCTAHOBKHU
JIMarHO3a MOMafaeT B 3aBUCUMOCTD He TOJIBKO OT pa3HOO0pa3-
HBIX KJIIMHUYECKUX TPOSIBICHUN caMOil OOJe3HU U CXOMHBIX
COCTOSTHWI, HO M OT HaBBIKOB 1 orbiTa Bpava. Yacro BIT omm-
OOYHO AMATHOCTUPYETCS B CIydyasix dCCEHIMATBHOTO TPEMO-
pa, psiia aTUMTUYHBIX CUHAPOMOB MapKWHCOHU3MA (MYyJIbTH-
cucTeMHast aTpodusi, MPOrPeCCUPYIOIINI HaIbsIICPHBIN Ta-
panuy, AeMeHIus ¢ Tenblamu JIeBu, KopTukobaszanbHast aere-
Hepalwusi), COCyIANCTOTO 1 JIEKAPCTBEHHOTO MAPKUHCOHU3MA 1
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pexe — Mpu HEKOTOPBIX Apyrux [32, 35, 44]. 3BecTHO, 4TO
Iaxe B 3aHMMAIOIIMXCS «IBUTaTeJIbHBIMUA PACCTPOICTBAMM»
CIIeMaIM3UPOBaHHbBIX OTAeaeHUsIX B 10—25% ciy4aeB mep-
BOHaYaJbHbIA nuarHo3 BI1 ¢ TedeHueM BpeMeHM YTOUHSIETCS
U 3aMmeHsieTcs Ha npyroit [35]. [TpuMmepHOo Takoii ke MPOLIEHT
KJIMHUKO-TIATOMOP(OIOrMUeCKIX PacXOXICHUI IIPUBOIUTCS
B MCCJIEIOBAaHUSIX, TJIe 32 OCHOBY MOCTAaHOBKM nuarHo3a BIT
B34TO BbIsIBIIeHUE Tesell JIeBu B HelipoHaX YepHO# cyOCcTaH-
uuu [35]. I1pu 3TOM HEOOXOIUMO IMTOMHUTD, YTO TIpaBUIbLHAS
MMAarHOCTUKA SIBIISIETCST KJIIOYEBOM IS OIPeae/IEHUsI IIPOTHO-
3a 3a00J1eBaHUsI U TAKTUKHU €T0 JICYEHUSI.

[MonuMopdu3M KIMHUYECKON KapTUHBI U (PeHOTUTTNYE-
ckas cxoxectb bIl ¢ apyrumMu Ho3o0J0TUYECKUMU (POpMaMHU,
0COOEHHO Ha paHHUX CTaausIX, TPEOYIOT IMOMCKA HOBBIX, MH-
(opMaTUBHBIX TUATHOCTUYECKMX TeXHOJIOrMii. B mocienHee
BpPEMsI B CBSI3U C 3TUM BCe 0OJIbllle BHUMAaHUS YAEISETCS pa3-
JIMYHBIM BapMaHTaM MPUXKU3HEHHOM HepOBU3yaIu3alul —
MarHuTHO-pe3oHaHcHOi ToMorpaduu (MPT), nuddysnon-
HO-B3BelIeHHOU U Iuddy3noHHO-TeH30pHoit MPT, onHo-
(GOTOHHOM SMUCCUOHHOIN KOMIBIOTEpHOI TOMOrpaduun
(ODDBKT), no3uTpoHHO-3MUCCUOHHOM ToMorpaduu (ITDT),
a TakKe MOMCKY paHHMX MapKepOB «IIPEMOTOPHOI» CTaguu
BIT (ananu3 ¢hpyHKIMM OOOHSHUS, BEreTaTUBHOI HEPBHOM CH-
CTEMbI M OKYJIOMOTOPHOIA cephbl, IPUMEHEHHE TTOJUCOMHO-
rpaduu) ¥ aHaIM3y BO3MOXHBIX MOJIEKYJISIPHBIX MapKepoB
HeitponereHepatuBHoro mpoiecca (JIHK-mapkepsl, ypoBeHb
OJINTOMEPHBIX (DOPM Ci-CUHYKJIEMHA B CIIMHHOMO3TOBOM KU1~
KocTH u 1p.) [15, 16, 28, 31, 34]. Bce a1t MeTOABI B OOJIBIIEH
WJIY MEHbILIEH CTeIIEH! MOTYT pacCMaTPUBAaThCsl KaK BCIIOMO-
rateJibHble M MaJOAOCTYITHbIC MO MPUYMHE HEI0CTATOYHOIM
YyBCTBUTEIbHOCTH U crielinuaHocTu. [ToaToMy Bee Oosbliiee
BHUMaHUeE MpUBJIEKaeT K cebe yapTpa3BykoBoe (Y 3) uccieno-
BaHUE CTPYKTYP IOJOBHOIO MO3Ta — TpaHCKpaHHUalbHasl CO-
Horpacdus (TKC).

IlepBoe onucanue npumeneHust TKC y mauuenrtos ¢ BI1
obL10 ommyoaukoBaHo B 1995 1. G. Becker u coaBr. [4]. B aroii
pabote ObUT BbIsIBIEH xapakTepHbiii misg BIT ¢eHomMeH —
eunepaxoeennocms ueproii cyocmanyuu (I'1C). B mocrnenyro-
1IIeM Ha OCHOBE IIIMPOKOI0 MCIOJIb30BaHUsI HOBBIX, 00Jiee CO-
BEPILEHHBIX YIbTPa3ByKOBBIX IPUOOPOB U JATYMKOB ITOATBEP-
IUJIOCh, YTO naHHbI 6unomapkep (I'YC) BrIsiBAsIeTCS B TToa-
BJIsTIONIEM OobIIMHCTBe citydaeB BIT — 6osee 90%, Torma kak
B Pa3HBIX KOHTPOJIbHBIX IPYIIIAX — JOCTATOYHO PEIKO: OKOJIO
10% [9, 38]. Cumraetcs, yto ['UC oTpaxkaeT MOBBILIEHHOE CO-
nepxKaHUe XKeJjie3a, YTO MOATBEPKIACTCS SKCIIEPUMEHTAIbHbI-
MM paboTaMy Ha XKMUBOTHBIX, TOCMEPTHBIMU MCCJICIOBAHUSIMU
y UeJIoBeKa, a TakXKe JaHHBIMU crielaabHoro pexuma MPT,
CocoOHOro BhIIBUTHL Xkeje3o [10, 14, 28]. Kpome koinue-
CTBEHHBIX U3MEHEHUII MOHOB 3KeJie3a B YepHOI CyOCTaHLIMM,
npu BIT HaGmomaoTCest U Ka4eCTBEHHbIE CIBUTH — YBEIUYM-
BaeTcs cooTHoteHue Fe?"/Fe’, yTo npuBoanT K yBEJIUYEHHUIO
MPOAYKIIMY CBOOOIHBIX paarKalloB Yepe3 peakinio PeHToHa,
a CJIe0BaTe/IbHO, K OKCUJIMTEIbHOMY CTPECCY U HapyILEHHUIO
HOPMAaJIbHOTO (DYHKIIMOHUPOBAHMSI HUTPAIbHBIX HEMPOHOB
[11]. B peanuzaunu penomena 'YC npu BIT umeroT 3Haue-
HUE TakKKe MOBbIIeHUe KOHLIeHTpauuu H- u L-cdbepputnHa u
CHIDXKEHUE coaepxkaHust HelipoMenanuHa [5]. [Tpu BIT B yep-
HOI CYOCTAaHLMM IIOBBIIIAETCS YHUCIO (heppUTHH-UMMYHO-
pEeaKTUBHBIX MUKDPOIJIMAIBHBIX KJIETOK; MPEANOIaraeTcs, YTo
aKTHBAlMsI MUKPOIJIMKM B OTBET Ha JereHepaluio HeMpOHOB
MOXET CIIOCOOCTBOBATDH MEPEXOIY KeJie3a, CBSI3aHHOIO B CO-
craBe (heppUTUHA, B CBOOOIHYIO IIUTO30IbHYIO TOKCUUECKYIO
dopmy [24]. HecMoTpst Ha KaXyIIyIOCsS OYEBUIHOCTb U TIPO-
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cTOTy 00BsicHeHUs maTtoreHe3a BII ¢ moMolbio «cumepo3a»
YepHON CyOCTaHIIMU, IO CETOHSIIHEro IHsS HeT aoKa3a-
TEJILCTB TOTO, YTO MMEHHO HapyllleHHe MeTaboIM3Ma Xeje3a
SIBJISIETCS TIEPBOINPUYMHOM HelipoaereHepauuu |7, 11, 13].

B psine pa6or [9, 10, 14, 31, 38] 66110 mokazaHo, uto [HC
SIBJIIETCS] CTAaTMYHBIM M Heu3MeHstommmcs mapkepom BIT:
T'YC He KoOppeaupyeT C COCTOSIHUEM MPEeCHMHANTUYECKUX
OKOHYaHMIi B ctpraryme 1o naHHbM [19T u OPDKT, He 3a-
BUCHUT OT JJIUTEIHHOCTH 3a00JIeBaHUSI U TSKECTH KIMHUYE-
CKOI KapTUHBI, a TAKXKE HE OTpakaeT MPOrpecCupoBaHUs 3a-
bosieBaHuss. MoXHO 3akiounTh, uto ['YC npeacrabisieT co-
00I1 HE CTOJILKO OTpaxkKeHUE TeKYIIEero HeiipoaereHepaTuBHO-
ro npouecca npu BIT, cKoJbKO SIBJIIETCS MapKepoM OIlpeie-
JIEHHOTO <«HUTPaJbHOIO HEeOJaromnojydyus» — 0C0o00ro
(bMBUKO-XMMUYECKOTO COCTOSTHUS YUEPHOI CYOCTaHIIUM Cpel-
HEro Mo3ra, XapaKTepHM3YHIerocsl MOBBIIICHHOW CKIOHHO-
CTBIO K OKMCIIUTEILHOMY MOBPEXIECHUIO T0(GaMUHITPOTYLIN-
pylomux HeipoHoB. Takasi cTadWIbLHOCTHL Y3 Mapkepa, C
OIIHOI CTOPOHBI, TO3BOJIIET TOBOPUTH O MEPCHEKTUBE HC-
nonb3oBaHust TKC B 1uarHocTuke MpekKJIMHUYECKUX CTaauii
BIl, a ¢ npyroit — He oTpaxaeT rudesu KJIETOK 1, ClieJoBa-
TeJbHO, HE TTO3BOJISIET OTCJIEKMBATh MPOrPeCCUpOBaHuE 3200~
JIEBaHUSI U OCYILECTBISTh MOHUTOPUHT HEMPOIIPOTEKTOPHOI
tepanuu |8, 10].

Pactymmit unrepec kK TKC nipu BIT u apyrux nBurateib-
HBIX PacCTPOMCTBAX CBSI3aH TaKXKe C BO3MOXHOCTSIMU 3TOTO
MeTona B nuddepeHInaTbHOM TMarHOCTUKE UAMOTaTUYeCKO-
ro MapKMHCOHMU3MA ¢ (PEHOTUITMYECKU CXOTHBIMU HO30JIOTH -
yeckuMu popmamu. Tak, yactora BeissBiaeHust ['YC npu ac-
CEHIIMAJIbHOM TPEMOPE ¥ CUHAPOMaX aTUITUYHOTO MapKUHCO-
HU3Ma MPaKTUIECKU HE OTJIMYAETCSI OT TAKOBOI B KOHTPOJIE,
YTO MO3BOJISIET TTOCTABUTH MPABUJILHBIN AMArHO3 00Jjiee YeM B
90% cnygaes [18, 20, 33, 37, 40, 41, 43]. OnucaH TakXe OIBIT
npuMmeHeHuss TKC npu BTOpMYHOM NTapKUHCOHU3ME, TUCTO-
HuM, 0oje3Hn Buibcona—KoHoBanoBa, cnimHouepeoeisip-
HBIX aTaKCUSIX, 00Jie3HU ['€eHTUHITOHA, CUHIPOME OECITOKOM-
HBIX HOT, Aenpeccuu [27, 36, 39, 42].

HaxkoruieHHBII K HacTosIIIeMy BPEMEHM OMBIT M PacTy-
wmii nuddepeHLmaabHO-AMarHocTuayeckuii moreHunan TKC
SIBJITFOTCSI HECOMHEHHBIMM TIPENITOChUIKAMU JIJIsT OoJiee IIu-
POKOTO TIpUMEHEHHUs JaHHOTO MeTofa Ha TpakTuke. [Toaky-
MaeT psizi ero MPEUMYIIECTB IO CPAaBHEHUIO C APYTUMU HEUPO-
BU3YAJIM3alIMOHHBIMU TEXHOJIOTUSIMU: OTHOCUTEIBHO HEBbI-
COKasl CTOMMOCTb MPUOOPOB U CAMOTO MCCIIeOBaHUSI, HEMH-
Ba3MBHOCTh, KOPOTKOE BpeMsI UCCICIOBAHMS U BO3MOXHOCTh
MHOTOKPATHO TIPOBOJAUTH OOC/IeI0BaHKE Oe3 pUcKa JJis 310-
poBbs maneHTa. Cpeny HeTOCTaTKOB METOIA CIeIyeT OTMe-
TUTb OJUH — OTCYTCTBUE «BHCOYHOI'O aKyCTUYECKOIO OKHa»'
y 10% o6cnenyembix [9, 10, 38]. Ha cerogHsimHuMii n1eHb It
yrouHeHust mecta TKC B uzyuenuu BIT u paccTpoiicTB nBu-
JKEHUI TpeOyIoTCs IMPOKOMACIITaOHbIe CPAaBHUTEIbHbBIC UC-
CJeIOBaHUS B Pa3IMYHBIX MOMYJISINSIX MUPA U Pa3HBIX LIEH-
Tpax.

Llenplo HacTosIIel MyOIMKALIMKM SIBJISIETCS O0OOIIEHUE
HaIero coocTBeHHOro neporo B Poccuu ornbiTa nmpuMeHe-
Hus TKC nipu BIT.

'BHCOYHOE aKYCTUYECKOE OKHO («aKyCTUYECKOE BHCOYHOE OKHO»,
V3-0KHO) — 9TO 06JaCTh C MaJIOi TONIINHOMN KOCTH, Yepe3 KOTOpoe
YIBTPA3BYKOBOI JIyd MOXET MPOHUKHYTh ¢ MUHUMAIBHON TIOTepeit
9HEPTUH, YTO ITO3BOJISIET MTOYUUTh O0Jiee YeTKOe N300paKeHHE.
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Hamu Obi1n o6¢nenoBaHbl 224 manyeHTa, COCTaBUBILIMX
5 rpynir: 1-51 BKiItoyasaa 60JbHbBIX ¢ uauonatudeckoii bIT; 2-10
coctaBuiu 6onbHble BI1 ¢ napeHTUGUIMPOBAHHBIMU MyTaLIU-
sIMU B IeHax IMapKUHCOHM3Ma — «reHetudeckas BIl»; B 3-10
BOILIM TMALIMEHTHl C aTUIUYHBIM MaPKUHCOHU3MOM; B 4-ii
ObUIM OOJIbHBIE C 3CCEHIUATBHBIM TPEMOPOM; S-51 TpymIia Obl-
Jia KOHTPOJIbHOM.

I'pynmna nauueHToB ¢ nanonatuyeckoi bI1 Obla oCHOB-
Hoii. B Hee Bonutu 99 yenoBek; AMArHO3 CTaBUJICSI COTJIACHO
kputepusiMm «Parkinson’s Disease Society Brain Bank» [23].
CoOOTHOIIIEHUE MYKYMH 1 KEHIIUH cocTaBuio 42/57; Bo3pact
Ha MOMEHT uccaenoBanusa — 56,1+12,3 roga; JUTMTETBHOCTD
3aboneBanus — 6,9+4,6 roma; Bo3pacT Hayaua 3a00JIeBaHUS
— 49,3+12,3 roga. Ha ocHoBaHMM BO3pacTa Hayajia 6oJie3HI
rpynma BIT Obina pasneneHa Ha ABe MOATPYIINBI: PAHHETO U
MO3IHETo MapKuHCcoHU3Ma. [loarpymnmy paHHero MmapKuHCO-
HM3Ma COCTAaBUJIM 34 MalMeHTa, Y KOTOPBIX TIepBbIe CUMIITO-
MBI 3a0oneBaHus MaHUGbeCTUpoBaIU 10 45 JIeT; MOATPYIITY
MO3IHETO MAapKUHCOHM3MA — 65 GOJBLHBIX C BO3PACTOM Hayva-
na BIT >45 ner. Temn mporpeccupoBaHusi B OONBIINHCTBE
cJIyJaeB ObLT yMEPEHHBIM (55 OOJbHBIX, Y KOTOPBIX CMEHa CTa-
Iuii Tipoucxonuia Oojiee yeMm 3a 2 roga, HO MEHee YeM 3a
5 j1eT); pexxe — MeIEHHBIM (Y 26 MalMeHTOB) UM OBICTPBIM
(y 18). ®opma BII Obuta cmemmaHHOM y 73, aKMHETUKO-
puruaHoi y 18 u mpoxarenbHo y 8 maineHToB. TspkecThb co-
CTOSTHUSI, OLIEHUBAaeMasl 110 CTAaHAAPTHON YHU(DUIIMPOBAHHOM
petitunroBoii 1mkanre UPDRS B «offs-mepuon, cocraBmia
41,7£18,1 Gamna. CeMeliHblii aHAMHE3 ObLT OTMEYEH y '/,
(32 mammeHTa).

2-10 TPYIMITy COCTaBUIN 14 GOJIBHBIX C TTOATBEPKICHHBIM
HocuteabcTBOM MyTannii B reHax PRKN 1 LRRK2: 11 60b-
HBIX C TET€PO- Y TOMO3UTOTHBIMU CTPYKTYPHBIMU MTE€PECTPOL-
kamMu B PRKN 1 3 — ¢ reTepo3uroTHoii TOYKOBOI MyTalueit
G2019S B rene LRRK2. B nmocratounHo pasHopomHyio 3-1o
TPYIITYy aTUMMYHOTO MapKUHCOHU3MA (17 GONBbHBIX) BOLLIA
10 GOJBHBIX ¢ MYJIBTUCUCTEMHOM aTpodueii, 4 — c rmporpec-
CUPYIOIIVM HaIbSAEPHBIM TapajuioM, 2 — ¢ KOPTUKOOa-
3aJIbHOM AereHepauueii 1 1 — ¢ JIOOHO-BUCOYHOM JeMeHLue
C MAPKUHCOHU3MOM. [pyrima aTuMUIHOTO MApKUHCOHU3MA 1
4-5 TpyIINa 3CCEHIINAIbHOTO TpemMopa (38 6OJIBHBIX) OBLIN CO-
MOCTaBUMBI ¢ OCHOBHOI rpymnmoit BI1 mo momy u Bo3pacry.

KoHTposibHYIO TPYIIITY COCTaBWJIM 56 YeloBeK, HEe CTpa-
JAIONINX 9KCTPpAMpaMUIHBIMK 3200JIeBAHUSIMU U 6€3 OTSITO-
IIEHHOTO CeMEeWHOro aHaMHe3a MO0 JaHHOU MaToJIOTuH. DTa
rpyIma Takxke ObLIa COTMOCTaBMMa IO MOy U BO3PACTy C
OCHOBHOMU TPYIIIOW.

MonekyaspHo-eenemuyeckuil ananuz: ISl UCCIEIOBAHUS
9K30HHBIX TEPeCTpoeK (meleuuii v AyIIMKaluil) B TeHe
PRKN npoBoawuics KOJIMYECTBEHHbBI aHAIM3 HAa OCHOBE T0-
JINMEPa3HON LIETTHOW peaklM B pealbHOM BPeMEHH IO pa3-
paboranHoMy Hamu mipotokony [30]. MccrenoBanue Maxop-
noit mytaruu G2019S B rene LRRK?2 mpoBoannocs Ha ocHOBe
CTaHIAPTHOTO aHaju3a MoauMopdu3Ma IMHBI PEeCTPUKIIN-
OHHBIX (hparMeHTOB.

Tpanckpanuanvhas conoepagus: metonuky TKC Beimomn-
HSUITU Ha yIbTpa3BykKoBoMm ckaHepe Logiq 9 dupmbr «GE»
(CLIA) c ncrionb3oBanueM (ha3upoBaHHOTO CEKTOPHOTO AaT-
yuKa ¢ yactotoii 2,5 MI 1. CTpyKTypsl CpeHero Mo3ra Busya-
JIU3UPOBAIM Yepe3 BUCOYHOE YIbTPA3BYKOBOE OKHO B TPO-
TOJIbHOM CKaHUMPYIOIIEH TIOCKOCTH MO OpOUTOMeaTalbHON
JIUHUKA. YcTaHaBnmuBaau rayouny 140—160 MM, 30HY dokyca
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Ha T1youMHe 7—8 cM, AMHAMMYECKUIi JAMana3oH B Mpeaeiax
45—50 dB. SdpKocTb U KOHTPACTHOCTb BBICTABJISIIN MHIVBU-
IyaJTbHO TIPY KaxkIoM rccienoBaHum. Hoxkku cpenHero mosra
BU3YAJIU3UPOBAIMCH B BUIE TUIIO3XOTCHHOU CTPYKTYpPHI, MO
¢dopme HarmoMuHamwIleil 6ab0uKy, OKPYKEHHYIO THIIEPIXO-
TeHHBIMM Oa3albHbIMU LIUCTepHamu. [lociie «3amopakuBa-
HUS» U300pakKeHue yBeanunBaiu B 2—3 pa3a. B ciyyae oO6Ha-
PYXEHUS TUTIEPAIXOTeHHOCTU YePHOI CyOCTaHIIMU 3Ty 001aCTh
00BOIUIN KYPCOPOM BPYYHYIO C TTOCJICAYIOIIMM aBTOMaTHYe-
ckuM pacuetoM riomanu. Mamepenune miomany 'Y C nposo-
TN C UTICWJIaTEPaJIbHOM CTOPOHBI O OTHOIICHUIO K TaTYM -
Kky. M3 nByx 3Hauenuii romanun 'YC (B mpaBoii u JieBou
HOXKE MO3Ta) BBIOMpaIM MaKCUMAaJIbHOE ISl TTOCIEaYIOIei
CTaTUCTUYECKOI 00pabOTKM.

st oueHky mwpuHbl 111 Xxenymouka nepexoaniy B rIo-
CKOCTb TaJIJaMyCOB, YTO JIOCTUTAJIOCh HAKJIOHOM JaTUMKa BBEPX
Ha 10—15° oT mIockoCcTH UcCaeAoBaHus cpelaHero mosra. B
9TOM Xe TUIOCKOCTU MCCIEAOBATA 00JACTh JEHTUKYISIPHBIX
syep, KOHTpajdaTepalbHYI0 K 1aTYMKY, Ha TIpeIMET TUTIePIXO0-
TeHHOCTH, 0e3 KOJMYEeCTBEHHOW OlleHKU. JIasa m3aMepeHus
IIUPUHBI OOKOBBIX XKETYTOYKOB MAaTYMK OTKJIOHSIIU BBEPX
NPUOIN3UTEIBLHO Ha 25° OT yPOBHS CPEIHEr0 MO3Ta, IIPU 3TOM
OLICHUBAJIM 1IEHTPAJIbHYIO YaCTh KOHTpaJIaTepaIbHOIO KEy-
nouka. M3 nByx 3HaueHUI IIMPUHBI OOKOBBIX XKETYIOYKOB
(IIMpUHA MPaBOTo U JIEBOTO) JIJIsI CTATUCTUYECKOI 00paboTKU
BuIOMpain MakcumaibHoe |7, 10, 38].

Cmamucmuueckas o6pabomka: oO6pabOTKY JaHHBIX MPO-
Bomwiau B makete Statistica 6.0 ¢ TOMOIIBIO CTATUCTUYECKUX
kputrepueB CrbiogeHta, Kpackena—Yomnuca, MaHHa—
YurtHu (¢ nonpaskoit bordeppouu), ¥ (¢ nonpaskoii Mer-
ca), CnupmeHa, JIummedopca, a Takke B makere MedCalc ¢
nomonibio ROC-aHanu3a 1 JIOrTMCTUYECKOTO PErPeCCUMOHHOTO
aHaiM3a. 3a YpPOBEHb 3HAUMMOCTU TMPUHUMAIN 3HAYCHUE
p<0,05. B cinyyae HEeHOpPMaIBHOTO pacrpeneeHus TaHHbIe
MPEACTABISUIMCH B BUIIE MEAMaHbl U KBAapTUJIEi, HOPMaJIbHOTO
— CpEeIHero U CTaHAAPTHOTO OTKJIOHEHMSI.

Pe3yAbTathbl

B ocHoBHoii rpynme BITy 12 (12,1%) 6oabHBIX 13 99 He
0Ka3aJI0Ch «aKyCTUYECKOrO BUCOYHOIO OKHA» , HEOOXOIMMOIO
IUTS BU3YaJTM3allui MHTPAaKpaHUAIbHbBIX CTPYKTYp. Takum 06-
pa3oM, pe3yabTaThl YJIbTPa3BYKoOBOW coHorpadpuu (Y3-
JlAaHHBIC) ObUTM TTOy4YeHbI 11 87 60abHBIX (Tada. 1). [pynna
BI1 1 KOHTpOJIbHAS TPYIIIa CTATUCTUYECKU 3HAYMMO OT/IMYa-
Jiich TobKo 1o rowmaau ' C u He oTiMyanach HY MO LIMPU -
He 111 1 GOKOBBIX XeJIyTOYKOB, HU 110 9XOT€HHOCTH JICHTUKY -
JSIpHbIX saep. M3 manHbix rpynnbel BIT 1 KOHTpoJist ¢ momo-
b0 ROC-aHanu3a ObL10 BEIYMCIEHO ONTUMAIbHOE «pa3rpa-
HuuMBamwllee» 3HaueHue mionianu 'YC, KoTopoe oKazanoch
paBHbIM 20 MM? (T.e. Tipu Iwiomanu >20 MM? TUIIEPIXOreH-
HOCTb CUMTAIACh MATOJOTMYECKHU MOBbIIEeHHOI). Ha ocHoBa-
HUM 3TOTO pasrpaHUYeHus] ObUIa BBEIEHA IOIOJHUTEIbHASI
ouHapHas xapaktepuctuka 'YC — Hanuuue Ui OTCYTCTBUE
¢denomena I C. Hanuuue 'Y C nmo3BoJisieT 1MarHoCcTUpPOBaTh
BIT ¢ 91% uyBcTBUTENBHOCTBIO ¥ 88 % crielIM(PUUHOCTDIO.

W3 maHHBIX KOHTPOJIBHOM IPYIIIbI ObLIM MOJYYEHBI MO-
poroBbie 3HaYeHUs it IMPUHBI 111 1 00KOBOTO XKeTy104KOB.
Hna 111 xeaynouka oHO cOCTaBUIIO 8 MM, JJIsi OOKOBOIO —
20 MM (CKeJTyIOYKU CUUTATMCh PACIIMPEHHBIMU MTPY 3HAYCHU -
SIX, PAaBHBIX MJIM MPEBBIIIAIONINX YKa3aHHbIE BETMYUHBI).

C LIeJIbIO CONMOCTABICHUST KIMHUYECKUX U YIBTPa3BYKO-
BBIX TJaHHBIX OCHOBHas rpynmna bIl Obuia moaeneHa Ha 1oa-
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Tabamua 1. YAbTpa3ByKoBasi XapakTepuCTUKa G0AbHBIX Pa3HbIX rpynn

Wnuonarnyeckas «['eHeTnyeckas» ATUTTYHBII DcceHIMaNbHbBIM I'pynna
V3-xapakTepucTrka BIT BI1 MapKUHCOHU3M TpeMop KOHTPOJIST
(n=87) (n=12) (n=14) (n=38) (n=56)
[Mromans FYC, Mm? 31 (26—39) 26 (19,5—34,5) 0 (0—19)* 0 (0—0)* 0(0—16)*
Yacrora I'4C, % 93,1 75% 17,6* 13,2% 14,3*
[npuHa GOKOBOTO XeTynou- 16,9£1,9 17,9+1,8 21,1x3,4* 17,2125 16,6+1,6
Ka MO3ra, MM
Iupuna 111 xenynouka, MM 4,9+1,5 5,2+1,7 7,4+1,9* 4,8t1,9 4,4t1,4
YacToTa rurnepaXoreHHOCTH 11,9 0 11,8 11,1 5,4

JIEHTUKYJISIDHBIX siziep, %

Ipumeuanue. B ckobkax 31ech 1 B TabJ1. 2 — KoleOaHUs. ¥ — CTaTUCTUYECKHM 3HAYMMOE pas3inyue MeXI1y OTMEeYeHHo rpynnoi u rpynmnoi ¢ BIT (p<0,05).

Tabamua 2. KAMHM4eCKue u yAbTPa3ByKOBbl€ XapaKTePUCTUKM B MOATPYNNax C PAHHMM U NO3AHMM NMAPKMHCOHM3MOM u rpynne bl ¢ naen-

TU(HUUMPOBAHHBIMM MYTaLMSIMU B reHaX NapKMHCOHM3Ma

PanHMiT napKUHCOHU3M

[Mo3aHuit MapKMHCOHU3M «['enernyeckas» bBI1

Xapaktepuctuka (1=34) (n=53) (n=12)
Bospacr Hauasa 3a60JieBaHUS, TOIbI 36,6£8,0 56,08, 1* 33,1£19,4*%*
BoszpacT Ha MOMEHT MCCJIeIOBaHMS, TOIbI 44,0+9,17 62,5+8,4* 48,6+17,7%%*
JnuTebHOCTb 00IE3HU, TOIBI 7,4+4,7% 6,7+4,6 16,619,2% **
UPDRS, Gaibt 38,4+16,6* 43,5+18,7 50,6+16,3*
[Mnowans MYC, mm? 28 (24—34) 34 (29—41)* 26 (19,5—34,5)
Yactora ['UC, % 82,4 100 75

Tpumeuanue. UPDRS — yHubunmpoBaHHasi peiTUHIoBast 1Kaia 6osie3Hu [TapkuHCcoHa. * — cTaTUCTUUECKM 3HAaUMMOe Pa3inyue MeX1y OTMEUEHHOI rpyrroii u
IPYIIOii ¢ pAHHUM MTAPKMHCOHU3MOM; ** — CTaTUCTHYECKHU 3HAYMMOE Pa3Iniue MeXIy «reHeThueckoii» BIT 1 Mo3aTHUM MapKWHCOHU3MOM; * — TpsiMasi KoppeJisi-
LMOHHas cBsi3b romanu ['YC ¢ otMeyeHHOI XxapakTeprcThKoii B rpymme (p<0,05).

TPYIITBI — PAaHHETO U MO3AHEero rnapkuHcoHusma. [1poBoan-
JIOCh CpaBHEHUE TIOATPYIII APYT C APYTOM, a B KQXKIOU U3 HUX
uccienoBanach Takxke cBsI3b [UC ¢ KIMHUYECKUMU XapaKTe-
puctukamu (taba. 2). [loarpynmel HE OTAMYAINCH IPYT OT
Ipyra Mo HaJIM4YuIo CeMeHOro aHaMmHesa, dhopme 3aboseBa-
HWSI, TEMITY TPOTPECCUPOBAHMS, IUIUTEIBHOCTH U TSIKECTH 3a-
6omneBanus1. [1pu 9TOM BblIeIeHHBIE TOATPYIIIBI OXKUAAEMO
pazauyanrMch MeXIy co00¥ 1Mo BO3pacTy Havasia 3a00JieBaHUS
1 BO3pacTy Ha MOMEHT uccienoBaHusi. Kak okaszanocs, 3Have-
Hust omanu [YC B maHHBIX MOATPYNIAX CTaTUCTUYECKU
3HAUYMMO PA3NIUYAINChH: B TIOATPYIITNE PAHHETO MAPKUHCOHU3-
Ma IUTOLIaab ObljIa MEHbILIE, YeM IIPU IMOo3aHeM — 28 u 34 Mm?
CcOOTBeTCTBEHHO. [Ipm corocTaBneHUN YIbTPa3BYKOBBIX U
KIMHUYECKUX XapaKTePUCTUK B OOEUX IMOATPYIINax He ObLIO
o6HapyxeHo cBsizu iomanu [YC ¢ HaauumeM ceMeitHOTro
aHaMmHe3a, (OpMoOi 3a00JIeBaHUsI, TEMIIOM MPOTPECCUPOBA-
Hug. Takke B o0enx MOArpyniax He ObUIO BBISIBIEHO CBSI3U
CTOPOHHOCTU KJIMHUYECKUX MPOSIBACHUI (MPaBO- WU JIEBO-
CTOPOHHSISI CUMIITOMATHKA) C TIPeodIafaHreM TUTIEPIXOTeH-
HOCTH KOHTpajaTepaibHO. B rpymnre no3nHero mapkuHCOHU3-
Ma momans [YC He Obuia cBsI3aHa ¢ TMHAMUYECKUMU K-
HUYECKUMU XapaKTepucTukamu. B rpymnme panHero mapkuH-
COHM3Ma ObLIa MOKa3aHa TMOJIOXUTENbHAST KOPPETSIIUOHHAS
cBs13b Mexky rutomnanpio ['YC 1 Bo3pacToM Ha MOMEHT UCCIe-
nmoBanus (r=0,46; p=0,01), a TakKe UIMTEIBHOCTBIO 3a00JIe-
Banus (r=0,42; p=0,01) u TsKecThiO cocTossHus (r=0,55,
2<0,01); B 1O ke BpeMs 1oians ['YC He ObLTa CBSA3aHa C BO3-
pacToMm Hayvasia 3aboseBaHusl. Takum oGpa3om, BCce TpU KOp-
PENSIIMOHHBIX CBS3U B IPYIITE pAHHETO MApKUHCOHM3MA YKa-
3bIBAIOT Ha yBeandyeHue 1iomanu 'Y C B mpoiecce 3aboneBa-
HUSL.

B rpynne BII ¢ myTauusimu B reHax NMapKMHCOHMU3MA U3
14 6onpHBIX Y 2 HocuTeneir mytauuii B PRKN He okaszanoch
Y3-okoH. [lo Y3-xapakrepucTukam, T.e. IO TLIOIIAAN U Ya-
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crote Bctpeyaemoctu ['YC, naHHas rpyrna «reHeTH4ecKoro»
MapKMHCOHU3Ma OblJIa CXOXKa ¢ OXapaKTepHU30BaHHOM BBIIIE
MOATPYIINON PaHHET0 MapKUHCOHU3MA, HO CTaTUCTUYECKU
3HAYMMO OTJINYaJach OT ITOATPYITITHI TO3IHET0 MapKUHCOHM3-
Ma (cM. Ta6J1. 2). [Tpu nmpoBeaeHUU KIMHUKO-YJIBTPa3ByKOBBIX
corocTaBieHnii BHYTpu Tpymibl BI1 ¢ BBISIBICHHBIMU MyTa-
LIMSIMU ObL1a BBISIBJICHA TIPsiMast KOPPEJISILIMOHHAsT CBSI3b MEXK-
ny ttomianbio M'YC 1 Bo3pacToM Ha MOMEHT MCCIIeIOBaHUS
(r=0,59; p=0,04), omHaKo OTCYTCTBOBaJA CBSI3b C IJTUTEIbHO-
CThIO 3a00JIEBaHMS U TSKECThIO cocTostHus. [1pu paccMoTpe-
HUU OTIAEJIbHBIX ITOATPYIIIT ¢ HOCUTEIHCTBOM MYTAIIi B TeHAX
PRKN u LRRK2 6bu1a BoIsiBIIeHa clieayonias TeHISHLIMS: Y
Hocuresei myranuii B reHe PRKN ¢penomen ' C BoisiBIIsIcs:
pexe (66,7%) M XapakTepH30BaJCsl MEHBIICH IUIOIIAIbIO
(24 mm?) o cpaBHenmIo ¢ 3 LRRK2-mo3uTHBHBIMY MalMeH-
Tamu, y Kotopbix riomanb ['YC 6bl1a cooTBeTCTBEHHO 24, 28
u 37 Mmm?).

I'pynna acceHLManibHOTO TpeMopa He oTianvanach oT bIT
no mupuHe 111, 60KOBBIX KeTyI0UKOB 1 YaCTOTE BCTPEUaeMo-
CTH TMIIEPIXOTeHHOCTH JICHTUKY/ISIPHBIX siep. B To e BpeMst
IIoIaabh 1 yactora BcrpedaeMoctd [UC mpu acceHIMa b-
HOM TpeMope ObUIM CTaTUCTUYECKM 3HAYMMO HIKE IT0 CpaB-
HeHuto ¢ BIT (cm. ta6:a. 1). OrcyrerBue ' C no3Bossiet nug-
(bepeHLIMpOBaTh 3cCEeHIIMATBHBIN Tpemop oT BII ¢ 4yBcTBU-
TeJIBHOCTBIO 87 % 1 crielbuaHOCThIO 93%.

B rpyrmime aTMnmuyHOro MapKMHCOHU3MA y 2 GOJBHBIX C
MYJbTUCUCTEMHOM aTpodueit ny 1 ¢ KOpTUKoGa3aIbHOM 1e-
reHepainueit He okasanoch Y3-okoH mist nmpoBeaeHust TKC.
OcraBliasicsl reTeporeHHasi rpymnmna u3 14 60J1bHbIX CTaTUCTU-
YeCKM 3HAYMMO OT/IMYanach ot rpymimbl BIT MeHbIei mutornia-
nbio U yactotoii BcrpeyaeMoctu ['YC, pacmmperHHsim 111 u
GOKOBBIMU KEJTyIOYKAMH; YKa3aHHbIe TPYIIIbI He pas3inya-
JIMCh TI0 YacCTOTE BCTPEYAECMOCTU TUIIEPIXOTEHHOCTH JICHTH-
KyJSIpHBIX siaep (cM. Tadj. 1). [Tpu paccMOTpeHUU OTACTbHBIX
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HO30JIOTMYECKMX (DOPM OKa3ajaoCh, YTO MYJIbTHCHCTEMHAast
atpodus ormyanach ot BIT orcyretBuem 'YC u pacmmpe-
HKMEeM OOKOBBIX XKeJTYI0YKOB (4yBCTBUTEIbHOCTD 75%, crienu-
uanocts 89%). I1porpeccupyloliuii HaXbsiIePHBIM MapaaIny
otimyancs ot BIT pacimpeHreM GOKOBBIX KeJIyT0UYKOB (UyB-
CTBUTEIBLHOCTD 75% 1 ciettudHOCTh 98%). Y maumeHTKy ¢
KOPTUKOOA3aJIbHOM JereHepalueii OTCYTCTBOBaIM (DEHOMEH
I'4C u runepaXoreHHOCTh JICHTUKYJISIPHBIX siIep, a TaKxKe He
HaO0JII0IAIOCh PACIIMPEHUST XKeIyI0YKOBOI crcTeMbl. B city-
yae JJOOHO-BUCOYHOM neMeHunu oTcyTcTBoBayiv ['UC u runep-
9XOT€HHOCTh JICHTUKYJISIPHBIX SIIEp, OMHAKO IIMPUHA JKEIy-
JIOYKOB 3HAYMTEJILHO MPEBhIIIaja HOPMaabHbIe 3HAYCHUSI.

OO0cyxaeHune

ITonyyeHHble gaHHbIe Moka3biBaloT, uto 'YC saBasiercs
MPaKTUYECKU O0JIMTaTHOM COHOTpaduueCcKoii XapaKTepucTh-
koii BIT. [TomuMo 3TOr0 B 1TaHHO# paboTe ObUIO MTOATBEPKIE-
HO OOIIETNIPUHITOE «Pa3rpaHUYUTEIbHOS» 3HAYCHME IIOIIAIN
I'4C, paBHoe 20 MM?, TIpEBBILIIEHNE KOTOPOT'O C BEICOKOM YyB-
CTBUTEJBHOCTBIO U CHEUM(PUYHOCTHIO MO3BOJISIET BBISIBISTD
cayvau BIT [9, 10, 38].

Hamu He OBUIO BBISIBIEHO KaKUX-JIM0O KIMHUKO-
YABTPA3BYKOBBIX KOPPEJSILIUI B TPYIINE MO3IHETO MapKUHCO-
HU3Ma, YTO MOATBEPKAAET «CTaTUYHOCTh» (peHoMmeHa [UC u
ero «MHAUM@EPeHTHOCTb» MO OTHOIIEHUIO K KJIMHUYECKUM
0COOEHHOCTSIM 3a00seBaHus. OYEeBUIHO, YTO MPU TUITUIYHOM
MEepPBUYHOM MapKUHCOHU3Me To3nHero Bo3pacta ['YC He oT-
paxaeT MpOrpecCUpylollyto THOEIb KJIETOK, a SIBJISIeTCS CKO-
pee MHPOPMATUBHBIM MapKEPOM «He0IaronpusaTHOro (hoHa»,
Ha KOTOPOM TTPU OIpeNeeHHBIX OOCTOSITEIbCTBAX MOXKET «3a-
MycKaTbCsI» OBICTPO PACIIPOCTPAHSIOIIMIICS Mpoliece IereHe-
pauuy HEHPOHOB C MOSBJIEHUEM COOTBETCTBYIOIIEH KIMHUYE-
CKOIl cuMnToMaTuku. JlaHHBIN MapKep, BEpOSTHO, TOJIKEH
CYIIIECTBOBATh WJIM TMOSIBISITHCS €1l1e Ha TOKJIMHUYECKOM cTa-
vy BIT [8]. B cBs3M ¢ 9T1M ObUT TPOBEACH Psifi UCCIICIOBAHUI
y KJIIMHUYECKU 3M0pOBbIX Jull ¢ BbisiBiaeHHoi [YC. Kak u3-
BecTtHO, 'Y C HabmogaeTcs mpuban3nTeabHo y 10% 310pOBBIX
WHIMBUAYYMOB BO BCEX BO3PACTHBIX IpyInax, ot 16 10 83 ser.
[TokaszaHo, 4TO y 3TUX JIOEH 3HAYUTEIBHO Yallle BbISIBISIOT-
csl OMpenesieHHbIe CTUTMbI, CBUAETEJIbCTBYIOIIME O Mpeapac-
MOJ0XEHHOCTH K pa3Butuio bIT (pyHKIIMOHaNIbHAS HECOCTO-
SITEJIbHOCTh HUTPOCTPUAPHOM CUCTeMBbI 10 JaHHbIM [19T u
ODDOKT, npusHaky 3aMeIJIeHHOCTH MOTOPUKH, YCUIUBAIO-
1Mecsi ¢ BO3pacToM, 0ojiee BHICOKMI PUCK TOSIBICHUST 9KC-
TpanupaMMUIHBIX HapyLICHUM MpU MpueMe HEeHpoJeNTUKOB,
rurnocmus, aenpeccus u ap.) [10, 12, 14, 42]. bonee Toro, 1o
JIAaHHBIM TTATOMOP(OJOrMYECKUX MCCASNOBAHUII TaKOM ke
nporeHT (10) jui crapiie 60 1eT foCTUraeT MPeCUMITOMATH-
yeckoit craguu BIT ¢ Hanmuuuem tenen JleBu u nmpu3Hakamu
JereHepanuu yepHoi cyocranuuu [19]. JlormuHo mpenrmnosno-
KHUTb, YTO UMEHHO KJIMHUYECKU 3[10POBBIC JiMIIa ¢ (heHOMe-
HoMm T'YC dopMUpYIOT TPYIIY 3HAYMTEIBHO TMOBBIIIEHHOTO
pucka BIT, a TKC MoxeT UCIojb30BaThCs MIsl AMarHOCTUKU
paHHUX U Jaxe HoKJIuHudeckux craauii bIT. OgHako s Ta-
KOTO YTBEpKIECHUS HEOOXOMUMbI JJIUTEIbHbIC MPOCIEKTHUB-
HbIE MCCJIEIOBaHMUS, KOTOPbIE Ha CETOMHSIIIHUN TeHb TOJIbKO
Ha4YMHAIOT TPOBOAUTHLCS [8].

B nureparype [14, 38] uMeroTcst 10CTaTOYHO MPOTUBOPE-
YUBbIE JAaHHBIE OTHOCUTEIbHO CBS3U BO3pacTa OOJIbHBIX K Me-
puoay Hayajia 3a00JieBaHMSI ¢ Y 3-XapaKTepuCTUKaMU MO3ra.
B HacTosieit paboTe ObLIO MOKa3aHO, YTO IPyIIia paHHEro
MapKMHCOHU3MA OTJIMYaAIaCh OT IPYMIIbI TO3AHEr0 MapKUHCO-
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HuU3Ma MeHbluel miomanbio 'YC. BrnepBbie Ha 10CTaTOYHO
0OJIBIION BBIOOPKE OOJILHBIX C paHHUM MNapKUHCOHU3MOM
OBLIIO BBISIBJICHO AMHaMu4eckoe yBeaunueHnue rmiomnanu ['YC B
npoiecce 3aboneBaHuss. TakuM oOpa3oM, yBeJIWYeHUE ILI0-
mwaau 'YC npu paHHeM NapKUHCOHM3ME U 3TOTO TTOKa3aTeIs
CTaOWJILHOCTU TMPY MO3AHEeN MaHuecTalun 00JIe3HU, a TaK-
Ke Oosiee Hu3Kas pacrnpocrpaHeHHocTh [YC mipu paHHeM
MapKUHCOHU3ME T10 CPAaBHEHUIO ¢ MMO3IHUM TOBOPSIT O CYIIe-
CTBEHHOM MaTOTCeHETUYECKOM Pa3IMUYMU yKa3aHHBIX BO3PACT-
HBIX TPYIIM, YTO ellle pa3 MOATBEpKAaeT reTeporeHHocTh bI1
KaK HO30JIOTUYECKOU (POPMBI.

B nurepatype [21, 29] uMeroTCsl eTMHUYHBIE paOOTHI, MO-
cBsleHHBIe BbIsiBIeHUIO ['YC B reHeTMUECKUX Clydasx Imap-
KMHCOHHM3MA: Y TaKMX IMallMEHTOB TaKxke OOHapyXuBasach
I'4C, HO HecKOIBKO YCTYIaIas Mo TIOMAIN 3HAYCHUSIM,
00b1yHBIM 17151 BIT. [TomoGHbIe pe3ynbTaThl ObLIN MTOJYYEHBI U
B HallleM MCCIIEIOBAaHUM: TPYIIa TeHETUYECKUX BapUaHTOB
MapKUHCOHM3Ma ObLj1a OJIM3Ka K MOATPYIINe paHHETO MapKUH-
coHn3Ma MeHbleit miomansio 'YC u 6osee MOMIOABIM BO3-
pactoM. [ToayyeHHOE CXOICTBO MOXHO ObIJIO Obl OOBSICHUTH
MX TeHETUYeCKOM OJn30cThio. OIHAKO MpPU pacCMOTPEHUU
YKa3aHHBIX pe3yJIbTaTOB HEOOXOAMMO MTOMHUTD O YUCIEHHOM
npeobsafaHUM B TPYMNIle MOHOTEHHOTO MapKMHCOHM3Ma
PRKN-HocuTeneit ¢ MeHbIIEH IUIOLIAAbIO M YaCTOTOM BCTpe-
yaemocTu 'Y C 1o cpaBHEHUIO C HOCUTEIIMU MyTalllil B TeHE
LRRK2. HecMoTpsi Ha MaJOYMCIEHHOCTb 3THUX ABYX IOJ-
TPYMIl, MOXHO OTMETUTb, YTO OHU OTJIUYAIOTCS APYT OT Ipyra
o Y3-xapakTepUCTUKaAM TakK e, KaK paHHUM TapKUHCOHU3M
OT TIO3[HEro. DTO JOTUYHO YKJIAIbIBAeTCsl B MpeICTaBICHUE
00 LRRK2-napkuHcoHn3Me Kak o 6ojiee TUTTMYHOM BapuaH-
Te BI1 1 0o PRKN-mapkuHcoHu3Me Kak 0 (DEHOTUITUYECKU
00ocobsieHHoI (hopMe. CunTaeTcs, UTO clydau ¢ MyTalldsIMU
B reHe LRRK2 00bIvHO TIpeacTaBiieHbl MapKUHCOHU3MOM C
MO3IHUM HavyaJloM, XOPOIIIMM OTBETOM Ha JIEBOAOMaTepaIimio,
a TaKKe TMarHOCTMYECKM 3HAYMMBIM BhIsIBIeHUEM Teselr Jle-
BU B HEMpPOHAX YEPHOU CyOCTaHLIMU MPU MaTOMOP(POJIOrnye-
CKOM HuccienoBanuu [25]. B To ke BpeMs y HocuTeneit myTa-
1uii B reHe PRKN, HanpotuBs, 3a001eBaHe OOBIYHO HAUMHA-
€TCS TOCTATOYHO PaHO U UMEET CBOM OCOOCHHOCTHU TEYCHUS, a
Ha CEeKILIMU B JaHHBIX CIyJasix HEPEeIKO He OOHAPYKUBAIOTCS
XapaKTepHBIC IS CUHYKJICUHOIATUIi HeMpOHAIbHbBIE BKITIO-
yeHus [1]. Takum obGpa3oMm, pa3inyus MeXX1y MOHOT€HHbIMU
¢dopMamMu HaXOAST CBOE OTpakeHue U B Y 3-XapaKTepuCcTUKax,
MOATBEPKAAsk TeTEPOreHHOCTh TMEPBUYHOTO MAPKMHCOHU3MA.
CrenyeT OTMETUTD, YTO HU3Kas yacTtoTa BctpeyaeMoctn [UC
y mui ¢ mytauusimd B reHe PRKN 00beKTUBHO OCIOXHSET
BBISIBJICHE aCUMITOMHBIX HOCUTEEH MyTallMil ¢ TIOMOIIbIO
TKC. Kpome TOro, 1mogo0Hbie ciiydyau, XapaKTepUu3yroluecs
Huskoi yacrtoroit 'YC, Hapsiny ¢ IMarHOCTUYECKUMU OLLIMO-
Kamu otyactu o0bsicHsoT He 100%-Hyto Betpeyaemocts [HC
npu BIT.

B neckonbkux uccnaenoanusix TKC nmokasana cBoo 3Ha-
4yUMOCTb B quddepeHunanbHoi nuarnoctuke bIT ¢ peHoTn-
MUYECKU CXOIHBIMU Ho3oyiornyeckumu popmamu. Tak, [HC
JMIOCTaTOYHO PEIKO HAOIIOIACTCS TTPU 9CCEHIIMATBHOM TPEMO-
pe — 3abojeBaHuu, nuddepeHIanbHas JMarHoCTUKA ¢ KO-
TOPBIM HanboJiee 3aTpyIHEHA Ha HaYaJIbHbIX CTaaUsIX IpOXKa-
TenbHOM ¢opmbl BIT [18, 33]. B Hamueii paboTe Oblia Takxke
MoITBepKaeHa HU3Kas yactoTa Becrpeyaemocty ['YC npu ac-
CEHIIMaJTbHOM TpEeMOope.

CylIIecTBYET JOCTaTOYHO OO0JIBIIIOE KOJTUYECTBO 3apy0exK-
HBIX MyOJIMKALIM, TTOCBsIIIeHHbIX MpuMeHeHnto TKC B nua-
THOCTUKE CMHIPOMOB aTUIIMYHOTO MapKUHCOHM3Ma, TaK KakK
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MMEHHO ¢ HUMU HauboJiee 4acTo MpuxoauTcs auddepeHn-
poBatb BIT [20]. Psn pabot yka3bIBaeT Ha TO, YTO IIPU cOYETAa-
HUM HOPMaJIbHOM 9XOT€HHOCTU YEPHOI CyOCTaHLIMU C TUTIEP-
5XOI€HHOCTBIO JIEHTUKYISIPHBIX simep B 90% ciiydaeB BO3MOX-
HO TOBOPUTH O MYJIbTUCUCTEMHOI aTpoduu, a TpU cOYeTaHU
¢ pacumpenueM 111 xxenynouka (6osee 10 MM) ¢ TUTIEPIXOTEH-
HOCTBIO JICHTUKYJISIPHBIX SIIEP — O MPOTrPECCUPYIONIEM Halb-
aaepHoM mapanuue [6, 40, 41, 43]. Ha eqxMHUYHBIX CiTydasx
KOPTUKO0A3aJbHOM AereHepaluy ObLIO MOKa3aHO, YTO IS
9TOro 3abojieBaHUsI Haubosiee XapaKTepHbI JBYCTOPOHHUIA
denomen 'YC u HepacuIMpeHHas XeJyoouyKoBasi CHUCTeMa
[41]. deiticTBUTENBHO, 11O JTaHHBIM Hallleil pabOThI, B COOPHOI
rpymnIe aTUMUYHOTO MapKUHCOHM3Ma OTCYTCTBOBAI (DEHOMEH
'Y C u 6bu1a paciIpeHa KeayI04KoBasi CUCTEMa, YTO C BBICO-
KOIf BEpOSITHOCTBIO OT/IM4YaeT Ty rpyniy oT BI1. Paciupenue
JKEJTYIOYKOBOW CUCTEMBI MPU CUHAPOMAX aTUITMYHOTO Tap-
KMHCOHM3Ma 3aKOHOMEPHO OTpaXkaeT 0oJiee OOIIMPHOE MYJTb-
TUCTPYKTYPHOE MOpaXeHue MO CPAaBHEHUIO € TOCTATOYHO JIO-
KaJIbHBIM MaToJIOrnyeckum rnporeccoM npu BI, a Hopmaib-
Hasl 9XOTeHHOCTh YePHOIl CyOCTaHIIMM YKa3biBaeT Ha OTIWY-
Hele oT BIl maroreHeTMyeckne MeXaHU3MbI Pa3BUTHUSI TUX
3a0osieBaHmii. OIHAKO HAIIM JaHHbIE HECKOJIBKO PACXOISTCS
C JaHHBIMM JINTEPATYPhI [0 TAKOMY TTapaMeTpy, KaK BCTpevae-
MOCTb TMIIEPIXOT€HHOCTH JICHTUKYJSIPHBIX siaep. B mpose-
NIEHHBIX 3apYOCKHBIMM aBTOPAMM MCCIIEIOBAHMSIX B CIydasix
«TTapKMHCOHU3MA-TIJIIOC» 4Yallle BBISIBISICTCS TMIIEPIXOTeH-
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HOCTb JICHTUKYJISIPHBIX siaep (72—82%) o cpaBHeHuto ¢ BI1
(10—25%) [10]. B nHaiireii ke paboTe 4acTOTa BCTPEYAEMOCTH
TUTIEPIXOTEHHOCTHU JICHTUKYJSPHBIX saep Oblla COMOCTaBU-
MO M CYILIIECTBEHHO HE pa3inyanaach MEXIy aTUITUIHBIM T1ap-
kuHcoHu3MoM U BIT. [ToiaydyeHHBIE pacXoXIeHUS ¢ TaHHBIMU
JIUTEPATYpbl MOXXHO OOBSICHUTH MaJIOUMCICHHOCTBIO 00CIIe-
JIOBAaHHBIX HO30JIOTMYECKMX MOATPYIII, UTO CBSI3aHO C PEAKO-
CTBIO 3TUX 3aboyieBaHuii. TeM He MeHee, COIJIaCHO HAILUM
MpeaBapuTeIbHBIM JaHHBIM, UMEHHO KOMOMHAIIMSI HOpMaJib-
HOM 5XOT€HHOCTU YEPHOI CyOCTAaHIIMM C PaCIIUPEHHON Xe-
JIyIOYKOBO#M CHCTEMOI TMO3BOJISIET Hanbojee TOYHO audde-
PEHLMPOBATH CJIydau aTUITUYHOIO MapKuHcoHU3Ma oT BIT.

Takum obpazom, TKC sBisieTcss BHICOKOMH(MOPMATUB-
HBIM MHCTPYMEHTAJIbHBIM METOIOM MccienoBaHus mipu BIT,
KOTOPBII MOXKET MMETh OOJIbIIIOE 3HAUECHUE JJIsI paHHE! nua-
THOCTUKU JIMIL U3 TPYMIbI pucKa, nuddepeHIaIbHoN aua-
rHoctuku BIT ¢ ¢heHOTUIMMYECKN CXOOHBIMUA CUHIPOMaMU U
IJI1 YTOYHEHUs TMaTOreHETUYEeCKUX MEXaHU3MOB OO0Je3HM.
DTO IaeT OCHOBaHME paccyuThiBaTh, 4To TKC MOXeT cTaTh
OIIHUM M3 BEAYIIMX PYTMHHBIX METOIOB MCCENOBaHUS TIPU
BI1 B Hateit ctpaHe (yke UMEIOTCsI eBpOTIeliCKIe peKOMEeHI1a-
iy no ucrnonb3oBanuio TKC mpu akcTpanMpaMUIHBIX pac-
cTpoiicTBax [9, 38]).
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XPOHHKA

QuepeaHasi MKOJIA MOJIOAbIX ICHXHATPOB, O0LIAS TEMA KOTOPOi «AKTYaJIbHbI€ BOMPOCHI MCHXONATOIOTHH U KIIMHUKH NICHXHYECKUX 3200 1eBAaHMI»
npomia B Kocrpome 27 centsiops — 1 okrsaops 2010 r. Beioop KocTpombl B KauecTBe MecTa MPOBEAEHMsI IKOJIbI ObLT O0YCIOBICH TEM, YTO C
3TUM TOPOJIOM CBSI3aHO MMSI BbIIAIOILIErOCsl OTEUECTBEHHOTO Ncuxuatpa AHapest Biagumuposuya CHEXXHEBCKOTO, KOTOPBII POAMIICS B 3TOM
ropojie ¥ MHOTO JIET BO3IJIAB/ISLT O0JACTHYIO IICUXUATPUIECKYIO OOJbHUILY.

IIkona 6buta opraHuzoBaHa HayyHbIM 1IeHTpoOM ncuxuyeckoro 310poBbsi PAMH u PoccuiickumM 0011ecTBOM ncuxuaTpoB. B paboTe mIkosbl
npuHsun yyactue akaneMuk PAMH A.C. Turanos, npodeccopa B.B. Kpachos, I1.B. Mopo3os, D.b. Jlyonuiikasi, B.B. Kaaunux u npyrue
MU3BECTHBIE OTEUECTBEHHbIE CIELMATUCTBI. BosbIION BKJIaa B OpraHM3alMIO IIKOJIbl BHECIU TJIaBHBIM Bpauy KOCTPOMCKOM MCUXUATPUUYECKOM
60bHMIIBI — 3acil. Bpad PO A.A. TpudoHOB, KOJUTEKTUB GOJBHUIILI M amMUHUCTpanus KocTpoMcKoit ob1acTu.

[ToMMMO TPaTUIIMOHHBIX TSI TIIKOJT MOJIOBIX TICUXUATPOB JICKIINI B €€ paMKax ObITM OPraHW30BaHbI 5 CUMIIO3UYMOB. bombIoit nHTepec ciry-
maTesiell BBI3BAIM TaKKe TPOCMOTp 1 obcyxnenue (umbma . beprmana «CKBO3b TOHKOE CTEKIIO» M TUCKYCCUST Ha TeMy «[ eHUaIbHOCTD U
TIOMETIATETbCTBO» .

Marepuarbl ILIKOJIbI HAIIUIA OTPaXeHUE B COOPHUKE «AKTyalbHbBIE BOIIPOCHI TICUXOIMATOJIOTUU M KIMHUKU TICUXUYECKUX 3a00eBaHmii». Mo-
ckBa — Koctpoma 2010; 149.
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