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CTpyKTypHble U3MEHEeHUs Ceporo BeLLecTBa Shocktor
Npy BapuMaHTax nepBUYHOM nporpeccupyiolleid adasum

[.P. Axmapynnuna, P.H. KonoBanos, 10.A. LnuniokoBa, E.1H0. ®epoTosa

HayuHblii LieHTp HeBponoruu, Mocksa, Poccuitckas ®epepauus

AHHOTALIMA

06o0cHoBaHue. lepBuyHas nporpeccupytolan adasus — pefKoe HelipofereHepaTMBHOE 3aboneBaHune, reTeporeHHOCTb KO-
TOPOr0 3HAUMTENBHO YCNOXHSAET ero AUarHocTuKy. Bokcenb-opueHTMpoBaHHas MopdoMeTpus No3BoNisfeT 06BEKTMBHO OLle-
HWUTb MOPAXXEHWE CEpOro BeLLecTBa rofIOBHOTO MO3ra W onpefenuTb NaTTepHbl aTpodum, XapaKTepHbIe L1 KaXA0ro U3 Ba-
PWaHTOB 3abosieBaHus, YTO MOXKET YAYHLLMTbL €ro AMarHoCTUKY, a TaKXKe UCMOJb30BaTbCA B M3yHeHUW NaToreHesa.

Lienb — BbISBUTb NaTTEpHbI aTPOGMM NPY KaX0M U3 BapUaHTOB NEPBUYHOM NpOrpeccupyloLLei adasuv B CPaBHEHUM C KOH-
TPOSIbHOM FPYNMON.

Matepuansl u Metogbl. B ocHoBHYH rpynny 6binv BKNKYEHbI NAUMEHTBI C AUArHO30M OJHOMO M3 BapUaHTOB MEPBUYHOM
nporpeccupytoLLeit adhasum, ycTaHOBMEHHBIX B COOTBETCTBUM C AENACTBYIOLLMMM JUArHOCTUHECKUMU KPUTEPUAMM. [ pynny KOH-
Tpons cocTaBuiM 340poBble A06poBONbLbI 663 HEBPONOrUYECKWUX NPOSBNEHUIA U CTPYKTYPHBIX U3MEHEHUI FOJIOBHOMO MO3ra.
BceM yyacTHMKaM npoBoaMnach MarHWTHO-pe30HaHCHas ToMorpadus rosioBHOTO Mo3ra C nocneaytolen noctobpaboTkomn
n306pakeHuii U NpoBeeHNEM BOKCESb-0pUEHTUPOBAHHON MOphOMETpUN €O cpaBHeHUEM 06bEMa Ceporo BeLLecTBa Mexay
KaM[bIM 13 BapuaHTOB 3aboneBaHWs U KOHTPOMbHOI rpynnoi. MccnegoBaHue npoBoAMioCh C NOMPaBKOW Ha NoJ, Bo3pacT
1 WHTPaKPaHManbHbIi 06bEM YHaCTHUKOB.

Pe3ynbrathl. B uccnenoBaHue bbinu BKKOYEHB! 25 NALMEHTOB € arpaMMatyeckuM, 11 — ¢ ceMaHTueckum n 9 — c noro-
MEeHMYEeCKMM BapuaHTamMu NepBUYHOIA NporpeccupyloLleid adasum, a Takke 20 3n0poBbix f06poBonbLEB. Bokcenb-opueHTu-
poBaHHast MOphOMEeTpUSA NOKa3ana, YTo [JIA KaXLO0ro BapuMaHTa xapaKTepeH CBOW NaTTepH aTpodum C NpeuMyLLeCTBEHHBIM
BOBJIeYeHWeM NI0BHOM 1 OCTPOBKOBOW J0Mei NMpy arpaMMaTUyeCKOM, BUCOYHO 40/ W rMnnoKaMna — Npyu CeMaHTUYeCcKoM
u 6onee anddy3HbIM N0BHO-BUCOYHBIM NATTEPHOM — MPU JIOrOMNEHNYECKOM BapuaHTaXx.

3aksnioueHune. B xope uccnepoBaHns Bbinv BbISBMEHB! NATTEPHBI aTPOdUW TONOBHOTO MO3ra, XapaKTepHble 1A KaXAO0ro
13 BapMaHTOB NepBUYHON Nporpeccupylolien adasmu. B ocHOBHOM, NonyyeHHbIe pe3ynbTaTbl COOTBETCTBYHOT KIIMHUYECKUM
nposiBneHnsM 3aboneBanus. lpu 3ToM oTAeNbHbIe HaxoaKu (0TCYTCTBME aTpoduM 3a[iHeN NEpUCUNbBUEBOI 00NacTH, a TaKxe
MopaKeHe MOTOPHOI KOpbI NP NOroNeHUYECKOM BapuaHTe; nopaxeHue opouTodpoHTaNbHON KOpbl M MO3XKEYKa Npu arpaM-
MaTU4ecKOM BapuaHTe; nopaxKeHue NpeMOTOPHOW KOpbI, MPELEHTPaNbHOM U HUMKHEN I06HON U3BUMHBI MPU CEMAHTUYECKOM
BapuaHTe) He COOTHOCATCA C NPUBbIYHBIM NMPELCTAB/IEHUEM O MaTOreHe3e NepBUYHON Mporpeccupylolien adasum u TpebyioT
LanbHEMLLIEero N3yyeHus.

KntoueBble cnoBa: nepsuyHas nporpeccupyiollas ahasus; BOKCEb-0pUEHTUPOBaHHasA MopdoMeTpus; NoBHO-BUCOYHaS
AeMeHums; bonesHb AnbureiMepa.
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Structural gray matter changes in primary
progressive aphasia variants

Diliara R. Akhmadullina, Rodion N. Konovalov, Yulia A. Shpilyukova,
Ekaterina Yu. Fedotova

Research Center of Neurology, Moscow, Russian Federation

ABSTRACT

BACKGROUND: Primary progressive aphasia is a rare neurodegenerative disease with high clinical, genetic, and
pathomorphological heterogeneity that greatly complicates its diagnosis. Voxel-based morphometry can be used to objectively
assess structural gray matter changes and determine atrophy patterns in variants of primary progressive aphasia, which can
improve the diagnosis and our understanding of its pathogenesis.

AIMS: This study aimed to evaluate the patterns of atrophy in each of the primary progressive aphasia variants in comparison
with the control group.

MATERIALS AND METHODS: Patients diagnosed with one of the primary progressive aphasia variants, established in accordance
with the current diagnostic criteria, were included in the main group. The control group consisted of healthy volunteers without
any neurological symptoms or structural brain changes. All participants underwent brain magnetic resonance imaging. The
obtained images were processed and used for voxel-based morphometry, which was performed by comparing the gray matter
volume between each of the primary progressive aphasia variants and the control group. The study was adjusted for the sex,
age, and intracranial volume of the participants.

RESULTS: The study enrolled 25 patients with nonfluent, 11 with semantic, and 9 with logopenic variants of primary progressive
aphasia, as well as 20 healthy volunteers. Voxel-based morphometry showed a specific atrophy pattern in each of the variants
of primary progressive aphasia, with predominant involvement of the frontal and insular lobes in nonfluent, temporal lobe and
hippocampus in semantic, and a more diffuse frontotemporal pattern in logopenic variants.

CONCLUSIONS: The study revealed gray matter atrophy patterns specific to each variant of primary progressive aphasia. The
obtained results mainly correspond to the clinical presentations of the disease. Moreover, some findings (e.g., absence of the
posterior perisylvian atrophy and reduced motor cortex volume in the logopenic variant, atrophy of the orbitofrontal cortex and
cerebellum in the nonfluent variant, and premotor cortex, precentral, and inferior frontal gyrus degeneration in the semantic
variant) do not correlate with the usual understanding of primary progressive aphasia pathogenesis and require further study.

Keywords: primary progressive aphasia; voxel-based morphometry; frontotemporal dementia; Alzheimer's disease.
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Cnucok coKpalleHun

MNI — Montreal Neurological Institute

aBl1lA — arpaMMaTn4ecKuit BapuaHT NepBuUYHON
nporpeccupytoLLen adasum

BBW — BepxHss BUCOYHAs M3BUNIMHA

BOM — BoKcesib-0pUeHTUPOBaHHas MophoMeTpus
MO — pononHuTensHas MoTopHas obnactb

JIB[l — nobHo-BUCOYHasA AeMeHLuSA

nelMA — noroneHNYecKWin BapuaHT nepBUYHON
nporpeccupyloLleit adasum

MIN®K — MepamnanbHas npedpoHTanbHas Kopa

OB0CHOBAHUE

MepsuyHas nporpeccupyowan adasmsa (MMA) asnsetcs
HelipoJereHepaTMBHbLIM 3aboeBaHWEM, XapaKTepU3YyIoLLMUM-
CSl PaHHUMM U HEYKIIOHHO MPOrpPeccUpYOLLIMMU HapyLLEHMS-
MW Peym Npu OTCYTCTBUU UM MUHUMAITBHOW BbIPaXEHHOCTH
WHBIX KOTHUTMUBHBIX, OBMraTefibHbIX U/MAW MoBeLEeHYECKUX
HapyLueHwid. MTMA oTHocKTCA K rpynnaM AeMeHLWN ¢ paHHUM
HayanoM (4o 65 net) U, HECMOTPS Ha OTHOCUTENBHO HU3KYI
3aboneBaeMoCTb, NPefCTaBNAET BaHYK COLMANbHO-3KOHO-
Muyeckyto npobnemy. B 3aBucuMocTu oT ocobeHHocTel pas-
BMBalOLLLENCA a(a3uy BbILENAIOT TPU KIMHUYECKUX BapuaHTa
3aboneBaHus: arpaMMaTU4eCKUi BapuaHT NepBUYHON Npo-
rpeccupytoweit adasum (aBllMA); ceMaHTUYeCKUIA BapuaHT
(cBlMA); noroneHnyeckuin BapuanT (nBIMA).

[lBa u3 atux BapuaHtoB — asllMA u cBlllNA — vauwe
ABNAOTCA NposiBNeHneM obHo-BUcodHoN aemeHumn (JIBL),
a Tpetmn — nBlMA — atunuyHoin 6onesun AnbureiiMe-
pa. OoHako AaHHOe pasgeneHue [OBOMbHO YCIOBHO, TaK
KaKk npu KaxgoM u3 BapuaHToB [MA MoryT Habnwopatbcs
pa3nuyHble NaToMophOIorMYecKue U reHeTUYECKIUE BapuaH-
Tbl, YUTO NPUBOLAUT K Pa3HO0OPa3nio KIMHUYECKUX NposiBe-
HWI 3a00N1EBaHMS U YCIIOXKHSIET €70 ANArHOCTMKY.

MoMMMO HEBPONOTrUYECKOro 0CMOTPa EANHCTBEHHBIM YT-
BEPKAEHHBIM METOAOM AnddepeHUManbHON AMarHOCTUKM
BapuaHToB [1MA sBnseTca HelpoBuayanu3auus. lpoBeaeH-
Hble paHHee WCCef0BaHWA MOMOIM BbISIBUTb Crieundu-
yeckue 06/1aCTV NOpaXKeHWs AN KaAoro U3 BapUaHToB,
YTO HaLLNO CBOE OTpaXKeHWe B 0BHOBNEHHBIX AWarHocTUYe-
ckux Kputepusax ot 2011 roga [1]:

« ana asllNA Hanbonee xapaKkTepHa NPeUMyLLECTBEHHO
NeBOCTOPOHHA aTpodus 3aaHMX NobHbIX obnacten —
HWXHSIA N0BHas u3sunmuHa (HJ1M), npeMoTopHas Kopa,
[ONoNHMTeNbHas MoTopHas obnacte (AMO) — wu
OCTPOBKa;

« ana celllNA xapaKkTepHa aTpodusi nepenHe-HUKHNX
0TZ,eN0B NeBOW BUCOYHOW L0NM;

 ansa nellA — nopaxeHue 3agHUX NEpPUCUNILBUEBBIX
OTAENOB W/WNN TEMEHHOW [0MM NIEBOTO NOMYLLAPKS.

DAl https://doiorg/1017816/DD56/7783

MPT — MarHuTHo-pe3oHaHcHas ToMorpagus
HBW — HuHAA BUCOYHAA U3BUAMHA

HJTN — HuxHAs nobHas u3BKUAMHA

O0®K — opbuTo-dpoHTanbHas Kopa

[MA — nepBuyHas nporpeccupyioLLas adasus
CB — cepoe BeLecTBo

CBW — cpenHsas BUCOYHasA U3BMIMHA

cBINMA — ceMaHTM4eCKMii BapuaHT NepBUYHON
nporpeccupytoLleit adasum

lpoBefEHHbIN NO3AHEE MeTaaHanMU3 NOATBEpPAWI Hanu-
yme cneumM@uyHbIX NaTTepHOB HEWpOLEereHepaLmnm ANs Kax-
noro u3 BapuanToB [NMA, ogHako BbisiBun 6onee oblumpHoe
nopaxeHue, BKJIOYas, HanpuMep: MefuanbHble 0TAENbI BU-
coyHoit gonn — npu cBlllA; npeueHTpanbHyl0 U3BUIMHY,
BEPXHIOW U CPeAHIO BUCOYHble M3BMAUHLI (BBU u CBUN) —
npu aBlMA; 3agHtoto nosicHyto kopy — npu elMA [2]. OgHum
13 OrpaHWYEeHMI 0CTAETCS Manoe KonyecTso paborT, usyyato-
LmMx nopakeHue ceporo Bewectsa (CB) npu MNMA. Hanpumep,
B YNOMSHYTbIN BbILe MeTaaHanu3 ObiNo BKIIOYEHO TOJbKO
20 paboT, Kyaa CyMMapHO BOLUNK AaHHble Bcero 0 317 naum-
eHTax (169 — c cslMNA, 90 — c asllMA n 58 — c nBlMA).
Kpome Toro, MHorme U3 BKIIIOUYEHHBIX UCCNEAO0BaHUIA Obinu
NpOBefeHbl C MCMONb30BAHWEM CTapbIX AWMArHOCTUYECKMX
KpUTEpMEB, U3-3a Yero BO3HWKAeT BOMPOC 06 aKTyasbHOCTH
pe3ynbratos, ocobeHHo B crydasx asllMA v nelllA. bonee
KpynHble UCCef0BaHus, NPOBEAEHHbIE B MOCNELHNE FOfbI,
rOBOPSAT 0 TOM, 4T nopaxenue CB npw MMA, BeposiTHO, HOCUT
Bonee pacnpocTpaHEHHbIN, YeM CHMTANOCh paHee, XapaKTep,
O[IHAKO BbISBNEHHbIE NATTEpHbl aTpodumu YacTo He coBna-
JawT Mexay coboii [3, 4]. Kpome Toro, KNMHMYeckue npo-
aBneHus BapuaHToB MA MoryT BapbupoBaThb B pasHbix Mo-
NyNAUMAX BCNeACTBME Pa3/IMuHbIX A3bIKOBbIX 0COBEHHOCTEN,
4YTO B CBOK) 04EPEefib MOXET COMPOBOKAATLCS U Pa3fMunaMm
B Noanexaiieit pereHepaumm CB [5]. Mexapy TeM, efmH-
CTBeHHas paboTa, NOCBALLEHHASA OLIEHKE CTPYKTYPHBIX M3Me-
HeHW ronoHoro mMo3ra npu MMA B poccuiAcKon nonynsumm,
BKJ/IlO4ana TonbKo mauumenToB ¢ asllfA, Torga Kak uccne-
nosaHui no calllA u nellMA Ha MOMeHT HanMcaHus CTaTbu
ony6nuKoBaHo He 6bino [6].

TeM BpeMeHeM MeTOAbI HelipoBM3yanu3auuu noayyaioT
BCE bonee LWMPOKOe NPUMEHEHWE B AMArHOCTUKE, U3y4eHUM
U AMHaMuYeckoM HabniopeHun nauuenTos c MMA. Tak, Me-
TOAbl MalUMHHOTO 0BYYeHUs! HAa OCHOBE AAHHbIX CTPYKTYp-
HOW MarHUTHO-pe30HaHcHoM ToMorpadumn (MPT) MoryT uc-
nonb30BaThCA Kak Ans auddepeHUManbHol AMarHoCTUKM
BapuaHToB [MA vnn JIBLl, TaK 1 B paMKax bonee LIMPOKOIA
anddepeHuManbHOW ANArHOCTUKW HeWpoLereHepaTMBHbIX
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AeMeHumMin. Kpome Toro, HeipoBW3yanu3auust MOXeT UC-
nonb30BaTbCA AN OTCNEXWUBAHUS TepaneBTUYecKoro -
(ekTa paspabartbiBaeMbix MeTogoB feveust [3, 7, 8]. Bcé
370 A0NOSTHUTENBHO NOAYEPKMBAET aKTYaNlbHOCTb MOAOOHbIX
UccnefoBaHUN Ha CEroAHALHMUIA AeHb.

LIESIb

Llenbto HaLLeii paboThl BbI0 0XapaKTepu3oBaTh NaTTepHbI
atpodum npym Kaxaom u3 BapuanTos [MMA B poccuickoii no-
NYNALMM WU CPABHUTb NONYYEHHbIE [aHHbIE C NPOBEAEHHBIMM
paHHee uccneoBaHUAMM.

METOZbI

JlusaiH uccnenoBaHus

WccnepoBaHne HOCMMO 3KCMEPUMEHTANbHBIN, OfHOLIEH-
TPOBOA, NOMEPEYHbIN XapaKTep.

KpMTepMM cooTBeTCTBUA

BrloueHMe y4aCTHMKOB B MUCCNefOBaHUE MPOXOLUIIO
B COOTBETCTBUM C KPUTEPUAMM BKITIOUEHUA U HEBHKJTOUEHNS.

Kputepumn BknioueHus B OCHOBHylo rpynny (rpynny
MNA): BospacT cTapiwe 18 neT; HanuuMe AMarHo3a oJHOMO
13 BapuaHToB [1M1A, ycTaHOB/IEHHOrO B COOTBETCTBUM C AEii-
CTBYIOLLMMM AMArHOCTUHECKUMM KpuTepuamu [1].

Kputepumn BrloueHUs B rpynmy KOHTpons: Bo3pacT
cTapwe 18 net; oTcyTCTBME HEBPONOTMYECKUX CUMMTOMOB.

Kputepumu HeBkJIloYeHUs B UccnepoBaHUe: Hanuuue
MPOTMBOMNOKa3aHW1 K npoBefeHnto MPT; Hannume cTpykTyp-
HbIX 04aroBbIX M3MEHEHWI FOSI0BHOMO MO3ra.

Ycnosus nposepeHuA

WccnepnoBanve npoBoaumnock Ha 6ase ®epepanbHoro ro-
CyAapcTBeHHOro 61043KeTHOro HayyHoro yupexaeHus «Ha-
YUHbI LIeHTp HeBponorumy (r. Mockea).

MpogomxuTenbHOCTb UCCIeA0BaHMA

Habop yyacTHMKOB MUccneaoBaHWS NPOBOAUNICS B Nepuos,
¢ 2022 no 2023 rop,

OnucaHue MeaMLMHCKOro BMeLLaTeNbCcTBa

B rpynne MIMA ans OLeHKM KOrHUTUBHBIX HapYLLEHWIA UC-
nonb3oBanacb MoauduuMpoBaHHas ALAeHbpyKCKas LKana
OLLEHKM KOTHUTMBHBIX QYHKLWW; NI OLEHKM 3MOLMOHaNb-
HO-TOBEAEHYECKUX HApYLUEHUIA — HEMpONCUXMATPUYECKUN
OMPOCHUK; TAXECTb 3ab0neBaHNs OLEHMBaNach € NOMOLLbI
LUKasbl oueHKn Taxectu JIB].

BceM yyacTHukam uccnegosanus nposoanny MPT ronos-
Horo Mo3ra B pexuMe 3D-T1 MPR Ha ToMorpadax Magnetom
Verio nnu Magnetom Prisma ¢ BEJIMYMHOI MarHUTHON MHAYK-
umm 3 Tecna.

lMonyyeHHble npu npoBefeHun MPT un3obpaxenus wuc-
Mnosb30Banu [ BOKCE/b-OPUEHTMPOBAHHON MophOMETpUH
(BOM).
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lMocTobpaboTka M CTaTMCTMUECKMIA aHanM3 ocyLecT-
BASSIMCb MPY MOMOLLM NaKeTa nporpamMM SPM12 (Institute
of Neurology, Benukobputanus) Ha 6ase Matlab R2019b
(Mathworks; CLUA). MocTobpaboTka Brtoyana:

* HOpManu3aumio N300paeHuil K 0AHOMY CTEpeOTaKCH-
yeckoMmy MNI npoctpaHcTBy (3D-cucTeMa KoopauHat
YesloBEYECKOro Mo3ra MoHpeanbcKoro HeBposioruye-
CKOr0 MHCTUTYTA);

- cermeHTaumio Ha CB, 6enoe BeLLecTBO U IMKBOP C UC-
nonb3oBaHueM anroput™a DARTEL;

* [anbHewLLee CriaxuBaHue NoyyeHHbIX M306paxeHni
C M30TPOMHBIM FaycCcOBbIM SAPOM C MOJTHOM LUMPUHOV
Ha nonyBbicoTe 8 MM.

OueHka pesynbTatoB BOM Bruito4ana rpynnoBoii aHanus
Kaxxporo u3 BapuaHToB [1MA B cpaBHEHUM C KOHTPOSIbHOM
rpynnoi; Mcnonb3oBancs ABYXBbIOOPOYHbIA t-TeCT ¢ mo-
BOKCeJIbHbIM cpaBHeHWeM obbeéma CB Mexay usydaeMbl-
MW rpynnamun. AHanus ucknouutensHo CB obecneunBancs
MYTEM MCMO/b30BaHNA CO3[AHHON OTAENBHO A1 KaXaou
u3 rpynn Macku CB. B KauecTBe KoBapuaT UCMonb30Banuch
BO3pacT W MO Y4acTHUKOB uccnepoBaHus. Wccneposanue
MPOBOAMIOCH C NMOMPABKOM Ha MHTPaKpaHWasbHbIA 06BHEM,
M3MepeHHbI Kak cyMma obbéma CB, benoro Bewectsa
U nuKBopa. B aHanu3 Bbinu BKIOYEHbI KNACTEpbl C MUHU-
ManbHbIM 06BbEMOM =100 BoKcenei. [opor ans BKIKYEHUS
0TAeMbHbIX BOKCEIeN B KilacTepbl bbi yCTaHOBMEH Ha YpoB-
He p <0,05 c KoppeKuMel Ha 0XMAAEMYI0 LOJIH0 NOXKHBIX
OTKJIOHEHU.

Busyanusauuio pesynbtatos BOM, BbiBog AaHHbIX CTaTh-
CTUYECKOr0 aHann3a U JIOKanM3aLmi KOOpAMHaT ocyLlecT-
BASIM C NOMOLLbI0 NporpamMmbl bspmview [9].

JTnyeckKasn JKCnepTu3a

WccnepoBanune opobpeHo atnyeckuM KomutetoM Defe-
PpaNbHOr0 rOCYAAPCTBEHHOMO BIOAMETHOMO HAY4HOr0 YUpex-
AeHnst «HayyHbI LeHTp HeBposorun» (npoTtokon N 11-7/22
ot 21 neKabpsa 2022 r.).

CraTUCTUUYECKUN aHanu3

CratnyecKylo 06paboTKy AaHHbIX NPOBOAWAM C MCMOSb-
30BaHMeM nporpammHoro naketa IBM SPSS Statistics 26.0
(IBM; CLUA). AHanus pasnuumin HOMUHaMEHBIX U NOPAAKOBbIX
MepeMeHHbIX OCYLLECTBNIS/ICA Ha OCHOBaHWW TOYHOrO Kpu-
Tepus QOuwepa, And aHanM3a pas’fiMyMii KONMYECTBEHHBIX
nepeMeHHbIX npuMeHsncs Kputepui Kpackena—Yonnuca
C nonpaBKoii boHdeppoHy.

PE3YJIbTATbI

06beKTbl (y4aCTHMKK) UCCNe0BaHMA

B wuccnepoBaue ObiM  BKIOYEHbl 45 NauMeHTOB
c BapuanTamm [MA u 30 y4acTHMKOB KOHTPOMBHOW rpynMbl.
M3 45 naumenToB y 25 Habnwopganca aslMA, y 11 — calllA
ny 9 — nellMA. OcHOBHble XapaKTEPUCTUKM MCCreLyeMbIX
rpynn yKasaHbl B Tabn. 1. MeauaHa Bo3pacTta coctaBuna 64,
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67 v 65 net npm aslMA, calMA v nelMA cooTBeTCTBEHHO.
B rpynnax aslMA u cslllA otMeyanoch npeobnagaque naum-
€HTOB eHCKoro nona, B rpynne nelMA — myxckoro. [am-
TeNbHOCTb 3aboneBaHNs BapbupoBana ot 6 no 108 Mecsues,
npy 3TOM BOMbLUIASA NPOACIKUTENIBHOCTL 0TMEYaNach B rpyn-
ne aslMA. TaxecTb 3aboneBaHus BapbupoBana OT O4YeHb
NErKOW [0 TAKENOW, C npeobnafaHMeM cnyyaeB C NErKOM
M YMEPEHHOW BbIPAXKEHHOCTbIO CMMMNTOMaTUKW. HecMoTps
Ha MeHblLUYI0 ANMUTENbHOCTL 3aboneBaHus, Hanbonee TAXE-
Jlble KOTHUTUBHbIE, @ TaKXKe 3MOLMOHa/IbHO-M0BeEHYECKUe
HapyLueHus bbinn BbisneHbl B rpynne calllA.

HecMoTpsa Ha yKasaHHble pa3nuums, CTaTMYeCKU 3Ha-
UMMOIA pasHMUbI MO MOMYy, BO3pacTy U ANMTENIbHOCTH 3a-
boneBaHus, a TaKKe BbIPAXKEHHOCTU KOTHWUTWBHBIX Hapy-
LEHUA Mexnay OTAenbHbiMM BapuaHTamu (A BbisiBneHo
He bblino0.

Tabnuua 1. KnuHnyeckas xapaKTepucTKa uccieyeMbix rpynn

T.4,Ne 4, 2023
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CpaBHeHMWe C rpynnoii KOHTPONS He BbISBUNIO pasfinymii
B pacrpejeneHny Y4acTHUKOB N0 NNy, NPy 3TOM KOHTPOSb-
Hasl rpynna bbina CTaTUCTMYECKW 3HAYMMO MOJIOXE, YeM Na-
umneHTbl B rpynnax asllMA v calllA.

OcHoBHble pe3ynbTatbl UCCniea0BaHUA

BOM BhbisiBUna Hanuume y4acTKoB aTpoduu B CPaBHEHUM
C KOHTPONbLHOW TPYnnoi npu KamaoMm u3 Bapuantos (1A
(puc. 1). Bo Bcex cnyyasx aTtpoduyeckuii npouecc Hocun
acUMMETPUYHBIN XapaKTep ¢ npeobnagaHueM B IEBOM NoJTy-
Lapum.

Mpynna aBIMA: «agpo» atpodumyecKoro npouecca Jio-
Kanu3osanocb B neBblx HJIA u npeueHTpansHon u3sunuHe
(tabn. 2). KpoMe TOro, 3HauMMble M3MeHeHUsA Habnoaanuch
B8 MO, npemoTopHOi Kope, opbuTO-(ppOHTaNbHOM Kope
(O®K) 1 ocTpoBke 0bomx nonywapuit. MopaxeHne BUCOYHOVA

MokazaTens aslnA cslNA nefNA KoHTponbHas rpynna
(n=25) (n=11) (n=9) (n=30)
Mon, M/x (%) 9/16 (36%; 64%) 5/6 (45%; 55%) 6/3 (67%; 33%) 10/20 (33%; 67%)
Bospacr, ner 64 [57; 671 67 [63,5; 68,5]t 65 [56; 67] 56 [51; 591t
[lnutenbHocTh 3aboneBaHus, Mec 48 [36; 60] 36 [16; 48] 36 [23; 48] -
ACE-R, obuwuit 6ann/100 68 [36; 80] 38 [26; 50] 53 [37; 75] -
HeliponcmxmaTpuyeckuii ONPoCHMK, 8 [1. 14]* 18 [11.5: 20,51* 15 4: 335] B

bann/144

[pumeyarue: panHble ykasaHbl B GopMate Me [Q1; Q3]; M — MyxcKoii non; ) — xeHckuii non; ACE-R — ApneHbpyKcKas LKana OLeHKU KOrHUTUB-
HbIX QYHKLMIA, MOAMGULMPOBaHHas; *,T — Hanmume CTaTMCTUYECKM 3HaumMoii (p <0,05) pasHuLbl Mexay rpynnamu.

Tabnuua 2. 06nactv yMeHbLUEHUS 06bEMaA ceporo BeLLecTsa B rpynne ¢ arpaMMaTMYecKUM BapuaHTOM MepBUYHOM NPOrpeccupyloLLeit

adasun B CpaBHEHWUM C KOHTPOSIbHOM rpynmnoi

06béM, MNI koopauHaTbl nuKa
06nacTb rosIoBHOro Mo3ra
BOKCENu XYz
MpeuexTpancHas ussunmuHa, HITW, MO, ocTpoBoK, BEpxHASA U cpeaHsas NobHble -40, 4, 34
u3BunmnHbl, OOK, nosicHas Kopa, HUXKHAA TeMeHHas 40JbKa, YroBas U HaKpaeBas 37644 -42, -2, 42
M3BWIMHbI, NaTepaibHble 0TAEMbl BUCOYHOM AO0SW, CKOpAYNa, XBocTaToe Aapo, S 57 -4 4
39,18, 26
OnepkynapHas u TpeyroneHas yactv HJA, D 2264 38, 6, 27
36, 4, 40
-16, -16, 22
XBocTaroe aapo, Tanamyc, S 1065 -14,-12,10
-10, 10, 16
00K, D 180 24, 38, -9
Crus | Mo3xeuka, D 101 18, -72, -36
MNpepknuHbe, S 105 -10, -57, 27
33, -34, 38
MocTueHTpanbHas u3BKUnKHa, D 314
36, -26, 39
OctpoBok, D 191 34, 20, 10
52, -6, 45
lpeueHTpanbHas u3suanHa, D 257
57, -6, 33

[pumeyaHue: S — cnesa, D — cnpasa.
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Puc. 1. Jlokanuzaums obnactein yMeHblUeHUs 06bEMa ceporo BelLecTBa NPpY BapuaHTax NepBUYHON Nporpeccupylolleid adbasun B cpas-
HEHWUM C KOHTPOMLHOM rpynnoit. LiseToBas LwKana otobpaxaeTt 3HayeHue T.
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L0/ 0TMEYanoch TOSIbKO B JIEBOM MOJTYLUAPUW U OrPaHUYM-
Baiocb €€ fatepanbHbIMKU 061acTAMYU, NpeUMyLLECTBEHHO
CBWU n HuxHen BucoyHom ussunmHon (HBU), ¢ nepexomom
Ha 06nacTb BUCOYHO-TEMEHHOTO MEPEXOMA W HIKHIOKW Te-
MeHHyl0 fonbKy. Kpome Toro, 6bio BhISBNEHO BOBMEYEHME
B aTpoUyeckuit NpoLecc NoJKOPKOBbLIX CTPYKTYp: NEBbIX
XBOCTATOro AApa, Tanamyca 1 CKOpAYMbl, @ TAKKE MO3KeUKa.

Fpynna cBlMNA: atpodus nokanusosanacb npeumy-
LLeCTBEHHO B JIEBOI BUCOYHOW [0fe, BKIKOYas eé Mmoo,
HUXHe-naTepanbHble U MeduanbHble obnactv, a Tak-
)Ke B IeBOM TunnoKamne u ocTtpoBke (Tabn. 3). Otnens-
Hble Y4acTKM MOPaXKeHUs BCTpeyanucb B 1eBOW N06HOI
pone, Britovas 00K, MenuanbHylo npedpoHTanbHylo Kopy
(MN®K) 1 npemMoTopHYI0 KOpy, a Takxe MpeLeHTpanbHyto
ussmnuny u HJIIW. B uenom, usmenenus boinn bonee no-
KanbHbIMK, YeM npu asllllA, n He BbIxoaunu 3a npenens
No6HO-BMCOYHO-0CTPOBKOBLIX 06/1acTel, 38 UCKIHYEHM-
eM yyacTka atpoduu B n1eBoM xBoctaToM sgpe. [oxoxue,
HO MeHee 0bLWMpHbIE 0bnacT aTpodum bbIM TakKe Bbl-
SIBNEHbI B MPaBOM MNOJTyLIApHMK.

I'pynna nelMNA: Hanbonee 06LWMpHOE yMeHbLUEHWE 00b-
éMa CB TakKe nokanusosanocb B NeBOW BUCOYHOW Aone,
0[JHaKO NpenMyLLIECTBEHHO BOBJIEKaNo 3afHue otaensl CBU
u HBW u, B MeHblueit cTeneHu, BUCOYHBIA nontoc. KpoMe
TOr0, OHO PacnpoOCTPaHANOCh Ha MaparMnMnoKaMnasnbHyl u3-
BWIMHY, TMNNOKaMN U MUHLanMHY (Tabn. 4). Cpeam otnenos
neBon NIobHOM fonu Haubonbluas aTpodus Habntoganack
B MPeLeHTpanbHo U3BUAMHE, NepeaHen nosicHoi Kope, 0OK
n MIMNOK. MoMuMo NobHO-BMCOYHBIX 0bnacTelt Npu AaHHOM
BapuaHTe [IMA aTpoduyeckuii npouecc pacnpocTpaHsancs

T.4,Ne 4, 2023
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Ha OCTPOBKOBblE€ [0/14, NIEBYI0 TEMEHHYK0 W 3aTbl/IOYHYI0
00J110, MO3XKEYOK W1 nneBoe XBOCTaToe A4po0.

ObCYXOEHWUE

Pe3toMe ocHOBHOro pe3ynbTata uccnepnoBaHuA

B xope uccnenoBaHus obinu BbisBNeHsbl 0bnactu CB, no-
pa)KeHne KOTOPbIX XapaKTepHO ANS KaXAoro U3 BapuaHTOB
MMA. BbisBneHHble naTTepHbl aTpodum BO MHOrOM coBrnafa-
JN C AaHHBbIMW NIUTEPaTYpbl, BMECTE C TeM Obinu HalnaeHbl
1 HEKOTOpbIE 0COBEHHOCTU.

OGCY)KAEHVIG 0CHOBHOro0 pe3ynbTrarta UccsiepoBaHusa

Mpu asllMA nopaxenne CB oxupaeMo oxBatbiBano
HJIM, npeueHTpanbHyo M3BUNIKMHY, NPeMOTOPHYI0 Kopy, MO
U nepeaHuiAi 0cTPoBOK — obnactu, atpodmsa KoTopbIx bbina
HeoAHOKpaTHO onucaHa npu aslfA u TecHo Koppenupyet
co cneundnUyecKuMKU AN AaHHOTO BapuaHTa HapyLLeHWAMHU
peun [10]. Tak, yMeHblueHue obbéMa CB HJIN paHee 6bino
cBaaHo npu aBlMA c obLen TaxecTblo aa3um 1 arpaMMa-
TM3MOB, JIEBOT0 OCTPOBKA — C BbIPaXKEHHOCTHIO HapyLUEHMI
bernoctn peun, atpoduio [IMO 1 npeMoTOpPHOM KOpbI CBA3bI-
Ba/IX C anpaKcueil peyn, CKOpOCTbH apTUKYNALMK U HeBep-
banbHoM MoTopHoW anpakcuen [11-14]. NereHepaumsa npe-
LieHTPaNbHOM W3BW/IMHBI, KPOME TOro, MOXKET ObiTb CBA3aHa
c conytcTaytoLeit aBlMA 6one3Hb0 ABUraTeNLHOIO HEMPOHa,
KoTopas B Halleli Bbibopke BcTpeyanach y 16% naumeHTos
c aslNA.

MoMuMo NOGHBLIX Aoneit aTpodus Takke pacnpocTpa-
HANacb Ha natepanbHble OTAENbI JIEBOW BUCOYHOW [OMM.

Ta6nuua 3. 06nacT yMeHbLUEHNA 06bEMa Ceporo BeLLecTBa B rpymnne ¢ CeMaHTUYECKUM BapuaHTOM NepBUYHON NporpeccupytolLei ada-

311 B CPaBHEHWUM C KOHTPOJILHOM rpynnoii

06béM, MNI koopauHaTbl nuKa
06nacTtb rosioBHOro Mo3sra
BOKCEJIN XY Z
=24, -30, -4
Mnnokamn, natepanbHble U MeaWanbHble OTAESbI BUCOYHOW A0/, BUCOYHbIN
36682 -52, -46, -15
Mnositoc, OCTPOBOK, NepeaHss nosicHas kopa, 0QK, xsoctatoe sapo, S, u 00K, D
-56, -39, -16
24, -6, -21
l'mnnokamn, nonioc BucoyHoi ponu, HBU, OOK, D 6563 39,10, -33
24,9, -21
CpegHue otnensl BBU, S 344 -57, -6, 4
-28, 10, 54
lMpeMoTopHasn Kopa, cpefH1e OTAENbl NPeLEeHTPabHON U3BUAMHBI, ONEPKYNspHas 1809 40 3 32
yactb HIIU, S T
-24, 6, 38
-51, -68, 16
3apHue otpensl CBU, S 253
-44, -57, 15
MMNOK, S 125 -9,22, 48
56, -62, 9
3aanue otpensl CBU n HBU, D 104
58, -54, -3

lpumeyaHue: S — cneBa, D — cnpasa.
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Tabnuua 4. 06nacTi yMeHbLLeHWs 06bEMa Ceporo BELLLECTBa B rpymne C IOroneHMYeckMM BapuaHTOM NepBUYHON NporpeccupylolLeii ada-

311 B CPaBHEHWUM C KOHTPOJILHOM rpynnoi

06nacTtb ronoBHoro Mo3ra 06béM, MNI koopAHaTbI uka
BOKCEJIn XY, Z
-40, 6, 34
MpeueHTpanbHas U3BKUAMHA, S 1304 -42,0, 45
-36, 3, 52
-26, -30, -3
I'vnnokamn, MuHganuua, HBU, CBU, ODK, S 8136 -36, -16, -15
-21, -24, -9
MNepenHss nosicHas Kopa, S 501 -12, 26, 27
-10, 44, -14
MNepepHsas nosicHas kopa, S; MINOK, Su D 1130 14, 45, -2
-9, 38, -6
Crus Il Mo3euKa, S 325 32,70, -39
-38, -60, -42
CpeqHss 3aTbloyHas U3BMIMHA, S 328 -40, 82, 14
XBocraroe aapo, S 325 -14, -10, 20
OctpoBok u HIW, S 537 -14,16,8
-38, 4,15
[Montoc BUCoYHol pomu, S 218 -45, -15, -36
3apxue otpensl CBU, D 166 46, -48, 15
-30, 51, 21
PocTponatepanbHas npedpoHTanbHas Kopa, S 389 -21, 56, 10
-33, 42, 24
00K, D 110 20, 52, -14
Crus | Mo3euka, D 145 32, -66, -39
XBoctaroe aapo, S 201 -14, 6, 18
Mpenknuube, S 170 -8, -b4, 18
OcTposok, D 211 33,18, 12
34,9, 14

[lpumeyanue: S — cnesa, D — cnpasa.

HecMoTps Ha TO, 4To €€ nopa)keHue CYMTAeTCA MeHee
«Knaccuyeckum» nipu asllMA, oHo BCTpeyaeTcs B BOMbLUMH-
CTBE MCCNEAO0BaHWM, M3Y4aloLLMX CTPYKTYPHblE U3MEHEHUS
npu AaHHOM BapuaHTe. Bo3moxHo, 0HO oTpaaet nporpec-
CMPOBaHMe CO BPEMEHEM HelpofiereHepaTUBHOrO MpoLiecca,
a TaKXKe MOSAB/IEHME Y NALMEHTOB HapyLUEHUS| MOHUMAHMS
OT/Je/bHbIX C/TOB U Ha3biBaHuA [2, 15, 16].

Ocoboe BHMMaHWe NpuUBNEKAET BbISBNIEHWE ABYCTOPOH-
Hel atpopum ODK, KoTopas KpaiiHe pefKo BCTpedvaeTcs
npu aslllNA 1 vawe accounupoBaHa C pasBUTUEM 3IMOLU-
OHaNbHO-MOBEAEHYECKNX HapylleHuid. B Hawen Bbibopke
noBefeHYeCKWNe HapYLUeHUs NErKOW WAW YMepeHHOW Bbl-
PaXXeHHOCTM Habnpanucb y nofaenstoLLero 6obLIMHCTBA
MaLMEHTOB, YTO MOXET 00bACHUTL NofobHylo Haxoaky. Kpo-
Me Toro, atpodma ODK paHee Obina onucaHa y nalMeHToB

DOl https://doiorg/10.17816/DD567783

c MNMA, accoummpoaHHoii ¢ MyTaumamu B reHe GRN, ofHako
TOJIBKO B CNyyasx HeknaccuduumpyeMsix MMA, KiMHUYecKas
KapTuHa KOTOpbIX He NOAXOANT M0J, ONpefeneHne HU OHOro
13 Bap1aHToB 3aboneBaHnus [17]. B HaLwei BoIDOpKe MyTaumm
B reHe GRN 6binn noateepxaeHbl y 2 naumeHtoB ¢ asllllA,
0[JHAKO MX KIIMHUYeCKas KapTuHa 3aboneBaHus bbina Knac-
CUYECKOI Ans AaHHOTO BapuaHTa, YTo He NO3BONSET CBA3aTh
HaWLeHHYI0 aTpodMni0 C reHeTUHeCKUMM 0COBEHHOCTAMU
rpynnbl. B uenoM, aaHHas Haxopka TpebyeT manbHeulero
U3yyeHns Ha bonee KpymHbIX BbIbOpKax B HALLEM pervoHe.
Cpeayn nopkopkoBbix obnacten npu aslMA oTMedanach
atpodus NeBbIX TasaMyca, CKOp/YMbl U XBOCTAToro AApa.
B nocnegHue ropobl BCE Bonblue uccnefoBaHUMA OTMeYa-
eT Hanmume atpodum Tanamyca npu BapuaHTax JIB[, oco-
BeHHo B cnydae reHeTUdeckux QopM 3aboneBaHus, 0LHAKO
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nofobHble U3MeHeHUst Honiee XapaKTepHbl 418 NoBeAeHYe-
ckoro BapuaHTa JIBLL, Hexxenm ans asllMA, roe atpodmsa Ta-
namyca bonee foKanbHas 1 BCTPEYAETCS He BO BCEX Cyyasx
[2, 16—-19]. ATpodus CKOp/ynbl M XBOCTAaTOro AApa TaKke
Bbina paHee onucaHa B eAMHUYHBIX paboTax, HO OTCYTCTBO-
Bana B bonee KpynHbIx nccnefoBanusx [4, 10, 13]. B uenom,
HECMOTpS Ha NOSBNAKLLMECS J0Ka3aTeNbCTBa y4acTus Tana-
Myca W 6asanbHbIX Aaep B obecneyeHUn apTUKYNALMOHHO-
oHonornyeckmx QyHKUMIA peymn 3a CHET UX CBA3ei ¢ nob-
HO-TEMEHHbIMM OTAENaMu, A0 CUX MOP HeT OJHO3HAYHOro
0TBETA, HACKONIbKO MOPaXeHne JaHHbIX CTPYKTYP y4acTByeT
B pa3BuTUK peyeBbix Hapywenuid npw [MA [20].

He coeceM TtunuuHo ana aslllA Takke HaigeHHoe
yMeHbLUeHue Mo3xeuka. l1pu JIBLl atpodusa aaHHoM obnactu
BriepBble Oblfa ONMUCaHa NpU rEHETUYECKOM BapuaHTe C My-
Tauuen B reHe C9orf72, ofHaKo Ans Hero bosee XxapaKTepHa
[BYCTOPOHHASA OTHOCUTENTbHO CUMMETPUYHaN aTpodus, Ko-
TOpas MOMUMO MO3XeYKa 0BbIYHO pacnpoCTPaHAEeTCA TaKKe
Ha TeMeHHO-3aTbl0YHble 06/1aCTK, Yero He BbIN0 BLISBNIEHO
B HalleM uccnefoBaHuW. [pyruM Bo3MOXHbIM 00BACHEHU-
€M MOXeT ObiTb pofib MO3}KEYKa B 0becreyeHnn peyeBbiX
GYyHKUMIA. HanpuMep, paHee Bbino MoKasaHo, YTO ceabMast
LO0NbKA MOfyLLapuin MO3XeUKa, aTpodus KOTopoii BbisB/IEHA
B Hallei pabote, yyacTByeT B obecneyeHun obpaTHon CBA3M
MPW YCTHOI peyM, 3Ha4eHWe KOTOPOM BO3PacTaeT B YC/IOBUAX
nocTeneHHO Ae30praHn3aumu peyesbix 0b1acTeil rosoBHOro
Mo3ra [20].

MatTepH atpodum, BbisBNeHHbIA B rpynne cBlMA, B ue-
oM, COBMaAaeT € aHHbIMKM inTepatypbl. Hanbonee 3Haum-
Moe yMeHbLUeHWe obbéMa CB Habnoganock B BUCOUHbIX NO-
nocax oboux nonywapuin ¢ npeobnagaHuem cnesa. JleBbii
BMCOYHbIN NOMIOC ABNAETCA CEMaHTUYECKUM XaboM, rae xpa-
HWTCA, 0bpabaTbiBaeTcA M OTKYAA U3BNeKaeTcs BepbanbHas
ceMaHTMuecKas nHdopmaums. Ero atpodms sensetca Ktode-
BbIM Npu3HakoM cBIMA 1 uMeHHO c Hel CBA3LIBAIOT pa3Bu-
TWe Npy AaHHOM BapyaHTe aHOMUU U HapYLUEHMS MOHUMaHWS
CMbICNa oTAeNbHbIX ¢noB [21]. AcuMMeTpuyHas aTpodus run-
MOKaMOB, MeAMaNbHBIX U HUXHUX OTAENOB BUCOYHBIX [10-
nei, BbISIBIEHHasA B HalleM UCCe0BaHUM, TaKKe SBNIAETCA
OZIHWM M3 0CHOBHbIX Npu3HaKoB cBIIA v bbina HeogHOKpaTHO
onucaHa npy AaHHOM BapuaHTe. VHTepecHo, 4To B 0Tn4mMe
oT bone3uu Anburenmepa ans celllA xapaktepHa atpogus
nepegHMX OTAENO0B MMMOKAMMOB, KOTOpas TaKe Koppenu-
PYeT C BbIPaXEHHOCTbI0O CEMaHTUYecKoro aeduumra nauu-
eHToB [22]. MNopaxeHne HWKHUX OTLESI0B BUCOYHBIX LONEW,
ocobeHHo hy3udopMHoii M3BUIKHBI, KoppenupyeT npu calllA
C 3MOLMOHANbHO-NOBEAEHYECKUMU HapYLLEHUAMM, a TaKKe
npo3onarHo3uen, Toraa Kak BOB/EYeHWe faTepanbHbIX 0TAe-
nos BBW v CBU cBs3aHo ¢ TAXECTbI0 aHOMUM, HapYLLEHUAMU
MOHMMaHUS OTAENbHbIX CIOB W BbIPAXKEHHOCTBI0 AUCIIEKCUN
[21, 23]. YMeHblieHne 0b6BbEMa MepefHelt MOACHOM Kopbl,
MMNOK, OQK, ocTpoBKa, a TaKKe XBOCTATOro AApa XapaK-
TepHo ans bonee no3gHux ctaguin celllA u cea3aHo ¢ no-
CTENeHHbIM pacnpoCcTpaHeHWeM NaTosIOrMYECcKOro npotecca
OT JIEBOTO BWCOYHOrO MOJIIOCA HA TECHO CBA3aHHbIE C HUM

T.4,Ne 4, 2023
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obnactu [24, 25]. MNopaeHue faHHbIX PErMOHOB CBA3LIBAIOT
C HapyLUEHMEM COLMATbHOWM aKTMBHOCTU NaLMEHTOB, OLHAKO
Ha HaCTOALLMIA MOMEHT KOJIM4ecTBO paboT B AaHHOI 0bnacTuh
HeBesMKo [26]. MeHee TunnyHoi npw cBIMA aBnseTcs Bbl-
ABNeHHas Hamu atpodus nesbix HJIA, npeMoTOpHOI Kopbl
W NPeLieHTPanbHOi U3BUAMHBI. [laHHble W3MeHeHWs MoryT
ObITb CBA3aHbI C MOCTEMEHHBIM Pa3BUTMEM KIIMHUYECKOIA
KapTuHbl 3ab6051eBaHMA U NOABMIEHNEM HApYLUEHWUA MOTOPHOTO
KOMrOHeHTa peum [16].

Mpwn nelMA BbisBNeHHOe yMeHblueHMe 06bEMa CB Ho-
cuno Haubonee AMdQY3HbIA XapaKTep CO MHOXKECTBOM OT-
HocuTenbHO HebonbluMx oyaroB gereHepauuu. Haubonee
3HauYMMbIMU B HalLleli BbIDOpKe Bbiv 30HbI aTpoduK B NeBbIX
BUCOYHOM U NToBHOM aone. YMeHbleHne obbeéma CBA n HBU
yacto onucbiBaetcs npu nBIMIMA 1 cBA3aHo Npy Hel co cneuu-
(MYECKUMM HapyLLEHUAMM peun (aHOMMS U HapyLLEHUs no-
BTOPEHUS A/MHHBIX Ppa3 1 NPeLNoXKEeHUN), 4TO NPOUCXOAUT
BCNeACTBME HapyLUeHUs (YHKLUMOHUPOBaHNS KPaTKOBPEMEH-
HOW GoHoNorMyYecKomn namaTyh [27]. AcuMMeTpuyHas aTpodus
TMNNoKaMna U MUHAANMHBI Takxe xapaktepHa ans nellMA
W pa3BuBaeTCs, BEpPOATHEE BCEro, B paMKax MojJiexalleit
anbLreiiMepoBCKoiA AereHepauun. TeM e BepoATHO 0bbsic-
HAIETCA W pacnpocTpaHeHWe aTpodmm Ha bonee 3agHue oOT-
[enbl C BOB/IEYEHWEM TEMEHHOW, 3aTbIIOYHON JONei U MO3-
KeyKa.

YMeHbLeHe 0B6bEMa N1EBOTO BMCOYHOrO MOJHOCA, TaK
e Kak HJIW, ocTpoBKoBbIX [ofiel M naTtepanbHOW npe-
(pOHTaNLHOM Kopbl, TOXe Obiio paHee onucaHo npu nellMA,
KaK npaeuno npu bonee no3gHux crapusx. lo-uaumomy,
OHO OTPaKaeT pacnpocTpaHeHWe NaToIorMYecKoro npoLec-
ca Ha Jpyrue peyeBble 30Hbl U KOPPENMPYET C NOSABIEHUEM
B K/IMHUYECKOW KapTUHe CMMNTOMOB Dofee XapaKTepHbIX
ans apyrux sapuanTos [NMA, Kak HanpuMep HapyLueHue no-
HUMaHUs OTAENbHbIX cNoB [16].

MeHee xapaKTepHbIMU Aaxe AN No3aHUX ctagui nelMNA
ABNAKOTCA aTpodua NpeLieHTpanbHoi n3snuHbl, ODK 1 Me-
[vanbHbIX 0TAenoB nobHoi fonu. Kak ynomuHanock, nopa-
eHne OOK BeposTHO CBA3aHO C 3IMOLMOHANbHO-MOBEEH-
YECKMMM HapyLIeHUsIMU. YMeHblLeHWe 06bEMa nepefHen
MOSICHOW KOpbl B CBOK 04epefb ObIIo HEOAHOKPATHO OMMUCaHO
npu 6onesHn AnbureiiMepa 1 MoXeT oTobpaartb passutie
Yy NaLMeHTOB HepeyeBbIX KOTHUTUBHBIX HapyLueHuid. Hanbosb-
LKA MHTEpEC NPeCTaBNIAET BblpaXKeHHas fereHepauus npe-
LieHTPanbHOM WU3BWIMHBI, TaK KaK, XOTA NoA0bHble N3MeHe-
HWA BbINM ONUCaHbI paHee, 00bIYHO OHU He ABNSAIOTCSA OAHOV
13 Hanbonee 3HauMMbIX obnacTeit atpodun 1 NoABIAKTCA
TOJbKO Npu aNnTenbHoM Habnogenun [3]. Cpeaym naumeHToB
B rpynne nellMA Ha MOMEHT ocMoTpa He BbINo KIMHUYECKUX
NPOSBNEHN NOPAXKEHNS MOTOPHOM KOPbI, U, BEPOATHEE BCE-
ro, aTpousa [aHHOM 06/1aCTM HOCMT BTOPUYHBIA XapaKTep,
He urpas 6onbLUylo posib B naToreHe3e 3abonesaHus.

Bonpeku oxuaanuamM, B rpynne nellMA He 6bino BbisB-
NeHO JereHepaLmn HUKHel TeMEHHOW [OMbKW, HaJIKpaeBoi
W YrNOBOIA M3BWUAMH U 3afHUX oTAenoB BBU, KoTopble cunta-
toTcs Hanbosiee NaTorHOMOHUYHBIMU ANSt AAHHOMO BapuaHTa
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1 BXOOAT B AMarHOCTMYECKUE KpuTepuu. 3T0T BaKT, a Takxe
bonee auddy3Ho-04aroBbIA xapaKkTep aTpoduu, BbISBIEH-
Hblii HamMu npu NBMMA, MoXKeT 0BbACHATLCA OTHOCUTENIBHO
Manoi BbIOOPKOIA M e€ NaToMopdoIOr4ecKon reTeporeHHo-
cTblo. HecMoTps Ha To, uTo yawe npu nBlMA 3HauuTenbHo
npeobnagaeT anbLreliMepoBCKas AereHepauus, CocTaBnss
85-100% ot Bcex e€ cnyyaes [28, 29], B Halweli BbibopKe
nocnegHas bbina NoATBEPKAEHA TONBKO Y TPETU NALMEHTOB.
PaHee bbino nokasaHo, uto natTepHbl atpodmm npu MMA
MOryT BapbMpOBaTb B 3aBUCMMOCTU OT MOAJIEXALLEro na-
ToMop(ONOrMyecKoro npowecca, YTo, No BCei BUAMMOCTH,
MOr/I0 MOBAMATb M HA pe3yNbTaThbl HALLEro MCCNeAO0BaHMS
[30]. Mpwn 3TOM Mony4eHHble HamMu pe3ynbTaThl MOKa3blBa-
10T, YTO Hanuume aTpodmM 3afiHWUX NMEpPUCUIIBbBUEBLIX OTLE-
noB He 00513aTeNbHO ANS PasBUTUA KIIMHUYECKONA KapTUHbI
nBMMA, 1 KOCBEHHO MOLYEPKUBAIOT BOMbLUYIO 3HAYMMOCTb
B natoreHe3e 3abonesanus CBU.

OrpaHVI‘-IEHMFI uccnenosaHua

CnepyeT y4ecTb, 4To B Hawen paboTe BbINO HECKOMBKO
orpaHuyeHuii. Kak ynoMuHanocb paHee, 04HUM M3 HUX bbin
Hebonblwon 06bEM Boibopku B rpynnax nsllMA wn csllNA.
OTHOCMTENBHBIM OFpPaHUYEHMEM CTaNa TaKKe reHeTUYecKas
U natoMopdonornyeckas reTeporeHHoCTb UcciefyeMbiX
rpynn. C ofHOM CTOPOHbI, 3T0 NO3BOASET Jlyylle 0TOBpasuTh
nonynsumio naumneHTos ¢ MMA, Ho ¢ apyrol — MOXKeT BAMATH
Ha pe3ynbTaTbl BOM, TaK Kak [N KaX[oro reHeTM4eckKoro
1 natoMophonorMyeckoro BapuaHTa natrepH atpodum Mo-
JET UMeTb cBom ocobeHHocT. KpoMe Toro, B Halueil pabote
He NPOBOAMNOCH KOPPENIALMOHHOMO aHanK3a C cornocTaene-
HWEM BbISBNEHHON aTPOdPUN C KIIMHUYECKUMU NPOSIBNEHMS-
MW 3aboneBaHus, 4TO He MO3BOSISET CAENaTb OAHO3HAYHBbIN
BbIBOA O K/IMHUYECKOI 3HAYUMOCTM BbISIBIEHHBIX M3MEHEHMIA
11 0 PO BHOBb BbISIBNEHHBIX 0611acTelt aTpodum B natoreHese
MMA. [laHHble orpaHMyeHns HeobXxoaMMO YYUTLIBATL MPK Na-
HWUPOBaHUM JaNbHEMLLMX UCCNel0BaHWIA B aHHOM obnacTu.
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