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Mporpeccupytowmin HagbsaepHeli napanund (MHM) n kop-
Tkoba3ansHas fereHepaums (KBJ) siBnsioTcs cnopagmyec-
KM HelpoaereHepaTuBHbLIMU 3a060N1EeBaHNSMU, BbI3BAHHbI-
MU akkymynaumei runepdochopunmpoBaHHoro t-6enka B
HepoHax 1 ruanbHbIx knetkax [2, 10, 12]. MNpwn aToM T-6e10k
HaKanIMBaeTCs B BUAE MATONOMMYECKMX KINETOYHbBIX BKIIOYE-
HUI, Taknx Kak HempodubpunnsapHble KNyoku 1 Herlponune-
Bble HUTW. B HOpMe AaHHbIi 6enoK y4acTByeT B NonnMepunsa-
LM1 MOHOMEPHOro TyByNnnHa, cTabunmaaumum MUKPOTPYyOoUek
B MOSIMMEPU30BAHHOM COCTOSIHUW, PETYNSLMMA BHYTPUKIETON-
HOro TpaHcmopTa Mo MUKPOTPYOOUKam, NOAAepXaHnM pocTa
AKCOHOB ¥ APYIrX QYHKLMSAX, CBA3AHHbIX C HEMPOHABHBIM Lin-
TockeneTom [2].

MaTonorus T BbI3bIBAET Psif, HEpoaereHepaTyBHbIX 3a60-
neBaHuiA, 06bEAVHEHHDBIX B rpynny Taynatuii. Kpome MHM 1
KBA, k rpynne Taynatuii OTHOCAT IOOHO-BUCOYHYIO AEMEH-
umio, Komnaekc “napknHcoHnaMm-bAC-pemeHums”, nanango-
MOHTO-HUIPabHYIO AEreHepaumio 1 psag, Apyrux peakux akc-
TpanupamuaHbix 3abonesanuii [2, 12]. BHyTpu camoii rpynmnbl
TaynaTuii 04eHb HYacTo HabnaaeTcs “nepexkpbiBaHne” n coye-
TaHve PasnnyHbIX KIMHUYECKUX CUHOPOMOB 1 natoMopdono-
rMYECKMX MAaTTEPHOB. B CBA3M C 3TUM AN9 YyTOUHEHUS KpUTEPU-
€B HO30/0TMYECKNX eaMHNL, UX 00beaNHEeHNs Unu pasnene-
HMS co3aaHa cneupanbHas Pain3eHbyprekas rpynna no uay4ye-
HUIO TaynaTtui ¢ napkuHcoHnamom (Reisensburg Working
Group for Tauopathies With Parkinsonism). Tak, B cnyyae MNHI
n KB, nx knnHmyeckue, Mopdonormieckne n MosiekynsipHble
XapakTePUCTUKM ABNSIOTCS B 3HAYUTENIbHOW CTEMEHN CXOAHbI-
mu [3, 8, 9]. HeooHoKpaTHO B NTEPaType BbICKa3blBAINCh CO-
MHEHUNS B HO30M0rn4yeckom camoctostenbHoctn Kb/, 4to Ha-
LLUJIO OTPaXEHUE B MOSIBAEHNM TEPMMHA “CUHOPOM KOPTUKOba-
3anbHOM gereHepauun”. OOHaKo Knaccuyeckue OnmcaHus
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MHM v KB npegnonaratoT BnosaHe 060CoONEHHbIE APYr OT
Apyra Ho3010rmu.

MHIM, BnepBbie onucanHbii J.C. Steele, J.C. Richardson n
J. Olszewsky B 1964 r., KMMHNYECKM XapaKTEPU3YEeTCs CUMMeE-
TPWYHBIM aKUHETUKO-PUrMAHBIM CUHAPOMOM MapPKMHCOHM3MA,
HagbsOEPHbIM MapanMyoM B30pa (4aLle BCEro BHU3) 1 MCEB-
[06ynb6apHbIMY HapyLeHsaIMU. T10 AaHHBIM Pa3INYHbIX 3MK-
nemuonorunydeckmnx uccnegosanmin MNHIT BcTpeyaetcs, no
MeHbLeli Mepe, B 20 pa3 pexe, Yyem 6one3Hb lMapkmHcoHa
(BIT), HO HECKONLKO YalLe, YeM MYSILTUCUCTEMHAs atpodus; B
CpefHeM YacToTa BCTPEYAEMOCTH COCTABNSET OKONO S Cryya-
eB Ha 100000 [6, 10]. Kak npaBuno, 3adonesatoT MHM nuua
CpefHero 1 NoXunoro Bo3pacTa. B 0CHOBE KMHMYeCKoN Kap-
TUHBI NEXUT XapakTepHOe TONNYECKOe pacnpeneneHve gere-
HepaTUBHOrO MpoLecca, 3aTparvBaloLero, rMaBHbIM 06pa-
30M, YepHyto cyOcTaHUWo, BneaHbii wap, cybtanammyeckoe
S4PO0 1 JopcanbHble 0TAENbl cpeaHero mosra. B ces3u ¢ nopa-
XEHUEM HUFPOCTPUAPHOIO CErMEHTA PA3BMBAIOTCS XapakTep-
Hasa no cBoel “GopmMyne” MbllLeyHas pUrMaHOCTb U MPOrpec-
cupylowasa onnrobpaamknHesmns. MapknuHconmam npu MHI
CUMMETPUYEH, MaHNMECTUPYET paHo, 1 ero NposBneHns 6o-
Nlee BbIPAXEHbI B aKCMAbHON MYCKYNaType, HeXenu B pykax u
HOrax; TUMUYHO XapakTepHOE MOBbILLIEHNE TOHYCa B pa3rmba-
TeNsxX Wen u CiuHbl (“ropaenveas ocaHka”). Tpemop nokost
00bIYHO OTCYTCTBYET, U Hambonee 4acTo CMHAPOM MapPKUHCO-
HVM3Ma NPeACTaB/IeEH akKMHETUKO-PUrMAHON GOPMON, He noa-
JawoLencs Tepanum nesogonoi. Xoas6a npu MHIM MoxeT 3Ha-
YMTENBHO OTANYATLCS OT TakoBoW npw BIM 1 HoCUT ckopee xa-
pakTep “napkMHCOHWMYECKOW aTakcumu”: BOSIbHON He MOXeT
NPaBUIbHO CKOOPAMHMPOBATL ABWXEHNS TYNOBULLA U HOT MO
OTHOLLEHWMIO K LLEHTPY TSXKECTU, 4TO NPUBOAUT K NAAEHUSAM Ha-
3az 6e3 NonbITOK yaepXaTb paBHOBECUE.

BaxHenwem cungpomom [MHIM aBastoTCs HagbsSAepPHbIE
rna3ofBUraTeNibHblE HAPYLUEHWS, B NMATOreHe3e KOTOPbIX pe-
LIAIOLLYI0 PONib UrPaeT AereHepauust OOpCasbHbIX OTAENOB
cpenHero Moara. JBuxeHns rnas HapyLualTcs CHavana B Bep-
TUKaNbHOM NAOCKOCTK, @ B MOCNEAYIOLLEM NOCTENEHHO Pa3Bu-
BaeTCs NonHas obTanbMONIerns ¢ peTpakumen BEPXHMX BEK 1
NOSIBJIEHNEM XapaKTEPHOro “yAMBAEHHOr0” BbIPAXEHMS N1La.
CpaBHuTENbHO paHo y 6onbHbIx MHIM Takke passmBaloTcs Ta-
xenble ncesnobynbbapHble NPOSIBNEHUS — AU3apTpUs, OMC-
darus, pednekcbl 0panbHOro aBTOMaTN3Ma, HACUNbCTBEHHbIN
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Ta6nuua 1. KnmHnueckme kputepum MHM no NINDS-SPSP (Litvan et al., 1996)

OGnuraTHble NPU3HaKN

1. MNporpeccupyoLlee
TEYEHME.

2. Hayano nocne 40 nert.
3. MNapes BepTrKanbHOro
B30pa (BBEPX UNW BHU3).
4. Pa3Butune BblpaXXeHHON
NoCTypanbHOW
HEYCTONYMBOCTY

C YaCTbIMV NafEeHNSMU
Ha NepBOM rogy
3a00neBaHus.

an3HaKM, cBuaeTenbCTBYylOWME NPOTUB ANarHo3a

1. QHuedanuT B aHaMHese.

2. CYHAPOM “4yXOW” KOHEYHOCTU, HAPYLLEHNE CNOXHbIX B/~
[0B 4yBCTBUTENBHOCTU. PoKanbHas atpodus N0BHbIX Unn
TEMEHHO-BUCOYHBIX 0TAEN0B Ha MPT.

3. fannounHauum n 6pes, He CBS3aHHbIe ¢ JopammHepru-
4eckon Tepanuvei.

4. KopkoBasi AeMeHUys anbLreiMMepoBCcKoro Tina (C Bolpa-
XEHHOWN amHe3unen, adas3ner nan arHosmen).

5. BblpaxeHHbIe MO3XE4KOBbIE CMMNTOMbI, PAHO Pa3BUBALO-
Liasics HeoObACHMMAs BEreTaTMBHAs HeJOCTaTOYHOCTb (Op-
TOCTATNYECKAs MMMOTEH3WS, MMMOTEHUMS, PACCTPOMCTBO
MOYENCMYCKaHs).

6. BblpaxeHHasi acMMMeTpusi CUMNTOMOB NapKMHCOHM3MA
(ocobeHHO BpaauKnHesnn).

7. HelipoBu3yannsaumoHHbIe NPU3HaKM CTPYKTYPHbIX M3Me-
HEHWIA FONIOBHOMO MO3ra — Hanpumep MHGapKTbl 6a3anbHbIX
raHrnveB 1 cTBona, hokansHas (nobapHas) atpopus.

8. bonesHb Yunnna.

MopTBepXxaaoLwme Npu3Hakm

1. CMMMETPUYHbIE aKMHE3US WU PUTUA-
HOCTb, 60/ee BbIPaXEHHbIE B MPOKCUMaIb-
HOM OTAENE, YeM B ANCTANbHOM.

2. MNaTtonornyeckas ycTtaHOBKA LUeN (PETPO-
KONAuC).

3. OTCyTCTBYIOWAS, MUHUMANBHAS UAK Npe-
X0asLLaa peakums NapkKMHCOHNYECKUX CUMM-
TOMOB Ha npenaparbl IEBOAOMbI.

4. PaHee pa3suTtune gucdarum n gnu3apTpum.
5. PaHHee pasBuTMe HeNPONCUXONOrMYECKIX
HapyLLEeHWiA, B TOM Y1cne OByX 1 6onee 13
CleayloLyx NpU3HaKOoB (anatus, HapyLueHne
a0bCTPaKTHOTrO MbILUNEHNS, CHUXEHUE peye-
BOW aKTVBHOCTM, MOJIEBOE NMOBEAEHNE, 3XO-
npakcus), am NoOHbIX 3HAKOB.

Bo3moxHbiii anarHo3 MHIM TpebyeT napanuya BePTUKaIbHOro B3opa (BBEpX UM BHU3) MO0 3ameaieHnsi BepTrKasibHbIX Cakkag, B COYe-
TaHWUM C BbIPXEHHOW NOCTYPasIbHOM HEYCTOMYNBOCTHIO 1 YACTbIMV NALEHVSIMU, PA3BMBAIOLLMMUCS Ha MEPBOM roay 3ab0seBaHMS.

BeposTHbii anarHo3 MHIM TpebyeT coyeTaHys napanuya BEPTUKAIbLHOrO B30pa (BBEPX UM BHU3) U BbIPAKEHHON PaHO Pa3BMBAIOLLECS
NOCTYPasIbHOM HEYCTONYMBOCTMW.
JoctoBepHbivi anarHoa MHI TpebyeT HanMunsa KIMHUYECK BO3MOXHOIO M BeposTHOro MHIM 1 ructonornieckmx M3MeHeHuin, Tunmy-

HbIx ansa MHM.

CMex 1 nfiad. Y 3HaYMTEeNIbHOW 4aCcTy NaumMeEHTOB YXe Ha pas-
BEPHYTOWN cTaamm 3ab00neBaHus NPUCOeaMNHSIOTCA KOrHUTUB-
Hbl€ N 3MOLMOHANIbHO-IMYHOCTHbBIE PACCTPONCTBA, OTpaxato-
e oucdyHkumo NoGHbIX Jonei. Mpu nocTaHoBKe AMarHosa
[OmKHA OblTb Y4TEHA BCS KIMHMYECKAs KapTUHA B LIENOM, a
Takke 0COOEHHOCTU ee pa3BUTMSI BO BpeMeHu. B nocneaHee
Bpemsi LWKpoko npumeHsiioT kputepun NINDS-SPSP [11], 06-
fajaloLme BbICOKOW Cneun@UyYHOCTbIO U XOPOLLEN YyBCTBU-
TENbHOCTHLIO (Tabn. 1).

Haunbonee natoreHetnyeckn 6amskum Kk MHI 3abonesa-
Huem siBnsetcs KB, [5, 10, 12]. B 1967 r. J.J. Rebeiz et al.
BMEPBbIE ONMUCANN CAyyYan “KOPTUKOAEHTATOHUIPANbLHON Ae-
reHepauuy ¢ HeripoHanbHol axpomaauein”. C 1989 r. cnyyan,
nopo6HbIe 3TOMY, cTany 0003HaYaTbCa APYrMM TEPMUHOM —
KB/. BcTpeyaloTcsi OHM [oCTaTo4HO penko. 3aboneBaHue
00bI4HO Pa3BMBAETCS NMOCTENEHHO, HA LLECTOM-BOCbMOM [Je-
catuneTum xu3uun. Cpeam KoyeBbIX KMHUYECKMX MPU3HAKOB
BbIOENAT aCMMMETPUYHYIO MPOrPEeCCUPYIOLLYI0 PUTMAHOCTb
N anpakcuio B COYETAHUM C AOMOSHUTENBbHBIMU KOPKOBLIMMU
pacctpoincTeamu (beHOMEH “4yXXOin pykn”, KOPKOBbIE Hapy-
LUIEHNS YyBCTBUTENIbHOCTW, MUOKIOHWMW, AnHaMuyeckast ada-
31s, UMUTALMOHHbIE CUHKMHE3UW 1 p.) U aKCTpanupaMmui-
HbIMV HapyweHuamu (6pagnknHesns, AUCTOHUS, TPemop
n op.). KnvHnyeckas kaptuHa kpaHe noimmopdHa, HeEBPO-
NIOrMYECKME CUHAPOMbI YU CMMMATOMbI MOFYT Pa3BMBATHLCH B
nobon KoMOBUHaLMK 1 NOOIN NocNenoBaTeNlbHOCTH, YTO OT-
paxaeT Tonorpadunyeckyto Mo3anky AereHepaTMBHOMO Npo-
uecca. Ans noctaHoskun KB/, npeanoxeH psa onarHoctuyec-
Kux KpuTepures (Tabn. 2), HA OOMH U3 HUX He Obln OLEHEH Ha
[0CTaTOYHON BbIOOPKE BO0MbHLIX, 4TOOLI CYAWUTb O YYBCTBU-
TENbHOCTM 1 cneunduryHoCcT. OHM TakXe He YYUTLIBAIOT Cy-
LLLeCTBOBaHME Tak Ha3blBaeMbIX “atmnuyHbix” ¢opm KB/,

NPOSBASIOLLMXCS NPOrpeccupyoLLein adpasven nnm LeMeHLmn-
et nobHoro Tuna.

[ns npeofoneHns Takon reTeporeHHOCTU NPOSIBAEHWI
KB, npennoxeHsl kputepumn (tabn. 3) ons noctaHoBKW apa-
rHo3a “kopTrko6asasnbHbili CuHApPOM” [5].

Kak cnepyeT 13 npuBeAeHHbIX AaHHbIX, KIMHUYECKne pas-
anams MHM n KB, npy X TUAWMYHBIX NPOSIBAEHNAX AOCTATOYHO
04eBUaHbI. TO e crnpaBedsiIMBO W Ans KNaCcCUYECKMX MaToMop-
donornyeckmx onucaHui: B cnydae MHI TaynosnTuBHbIE
BKJIIOYEHNS NPENMYLLEECTBEHHO 0OHApyxXmBaloTcs B 6asanb-
HbIX raHrMsX 1 cTeone, Toraa kak npu KB/, natonornyeckuii
NMPOLECC CKOHLEHTPUPOBAH B NPEdPOHTaNbHON 1 NPEMOTOP-
HOI KOpe, XBOCTATOM fpe, C HE3HAYUTENbHLIM BOBJIEHEHNEM
ctBona [2, 3, 6, 10]. M'mctonatonorunyecku ans MHM xapaktep-
Hbl LUMNOBWAHbIE aCTPOLMThI 1 HEMPOohnOpUNapHble knyoku B
Ka4yeCTBe Tayno3unTMBHbIX BKIlo4eHW, ans KB, — 6annoHoo6-
pasHble HelpoHbl (kneTkn Mrka), acTpounTapHble GAALWKM 1
MeHee O0DOPMIIEHHBIE LIMTOMIa3MaTUYECKNE T-BKIIIOHEHNS.
OpHako ynbTpacTPyKTypHast XapakTepucTuka Tayno3UTUBHBIX
BKJIOYEHUI NpK ABYX 3ab0NieBaHMsX BeCcbMa cxofHa [15]. Tak-

Tabnuua 2. AduarHoctudeckue kputepum KB, (Oertel, Quinn,
1996)

Ansa noctaHoeku anarHo3a KBJ, Heo6xogumMo Hanuuue He
MeHee 3 u3 cnepyiowwux 6 Npu3HaKkoB:

1) aKMHETUKO-PUrMAHBIA CUHAPOM, HE pearvpyoLmin Ha IEBO-
nony;

2) GEHOMEH “H4yXO0I” KOHEYHOCTH;

3) anpakcums unm HapyLieHWe ClOXHbIX BUOOB ryOOKON YyBCT-
BUTENBHOCTY;

4) hokanbHas ANCTOHUS B KOHEYHOCTH;

5) cpeaHeyacToTHbIA (6-8 [) HEemoCTOsIHHbLIA MOCTypasb-
HbIi/KUHETUYECKUNIA TPEMOP);

6) MNOKJIOHUS.
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Tabnuua 3. [uarHoctuyeckue Kputepumn “kopTmkoHasansbHoro
cuHapoma” (Boeve, 2003)

OCHOBHbIE NPU3HaKW:

e HeszameTHOe Hayano 1 NPOrpeccupyloLLee Te4eHme.
o OTCYTCTBME APYrUX NPUYKH (HanpyMep, OMyxoan, nHapkTa
uap.).
[Mpn3Hakn KOPTUKANbHOM OUCOYHKUMM, MO KpakHENn Mepe
OZVH 13 HXECNEYIOLLNX:
- dokanbHas UM acMMMETPUYHas MOeOMOTOPHas anpak-
cus;
— beHOMEH “4yXO0i” KOHEYHOCTW;
— KOPKOBbIE HapyLUEHWS YyBCTBUTENBLHOCTY;
— BM3yanbHOE WM CEHCOPHOE WMrHOPVPOBAHWE MOMOBUHBI
MPOCTPaHCTBA;
— KOHCTPYKTMBHAs anpakcus;
— okanbHasa 1AM aCMMETPUYHAA MUOKIOHNS;
— peyeBas anpakcus/guHamuyeckas adasms.
Mpu3Haku akcTpanupaMuaHoOn AUCOYHKLMKM, NO KPaHen me-
pe 0AVIH N3 HUXECNEAYIOLVIX:
— dokanbHas UM aCUMMETPUYHAS PUTMAHOCTb KOHEYHOC-
TeN, He YyBCTBUTENIbHASA K JIEBOAONE;
— dokanbHas navM aCUMMETPUYHAS AUCTOHUS KOHEYHOCTENA.

MopTBepXApalowme NpU3HaKu:

PasnuyHas cteneHb $okanbHbIX UAK NPaso-/neBononyLIap-
HbIX KOFHUTWBHbIX HApYyLUEHWUA C OTHOCWUTENIbHO COXPAHHOM
CMOCOBHOCTBIO K 00YYEHUIO M NAMSTBIO MO HEVPOMNCUXONOMU-
4eckMM TecTam.

o (DokanbHas unu acummeTpuyHas atpodus no gaHHbIM KT nnm

MPT, MakcMmanbHO BblpaxeHHas B JOOHO-TEMEHHOW KOPE.

o (DokanbHas M acUMMETpUYHas runonepdyansa no AaHHbIM
ODOKT mnm runomeTabonnam no gaHHbiM MI3T, MakcuMansbHoO
BbIPAXEHHbIN B NIOOHO-TEMEHHOW KOpe u/unn B 6asanbHbiX
raHrmsx u/unum B Tanamyce.

xe 6bino nokazaHo cxoacTso MHM 1 KB/, Ha monekynsipHo-re-
HeTnyeckom yposHe [12]: npu ob6oux 3abonesaHusx t-6enok
NPeLCTaBNEH OAHOW 1 TON xe 4R-1n30$0opMOit; B 6OMbLLIMHCT-
BE CJly4ae BbISIBSETCS OAMH U TOT € YHUKASbHbIV FOMO3UrOT-
HbI rannoTvn No cepuv noaMMopdrn3mMoB B reHe t. Nocnes-
HVe nepeyncneHHble GakTbl yKa3blBalOT HA CXOACTBO maTore-
HETNYECKMX MEXAHN3MOB, NIeXallyx B OCHOBE Pa3BUTUS 060MX
3aboneBaHuii. Kpome TOro, B nntepaType Ctanv MosiBisiTbCA
OMUCaHNS KIMHWUYECKMX CIy4aeB, coveTatoLLyx B cebe nposis-
nenus kak MHM, tak n KB, [13, 14, 16]. NpryemM HekoTopble 13
HUX 0OBACHANNCH PACMPOCTPAHEHNEM XapaKTEPHbIX rMCTONa-
TONOrMYECKNX UBMEHEHWIA B MEHEE TUMMYHBIE TOMOrpaduyec-
kne 0bnacTu, Toraa Kak apyrue — CO4ETaHHOM rMcTonaTonoru-
4eCKOW KapTUHON 06erx HO30M0T WA,

B HacTosWwel cTtaTtbe NPUBOAMTCS NOAOOHBINA KIIMHUYEC-
Kuii cnydan coyetanms npuanakos MHIM n KBA.

bonbHoti 1., 70 net, noctynun B V HEBPONOrMYECKOE OTAE-
neHune HayyHoro ueHTpa Hesponorum PAMH B Hosibpe 2008 r.
C HaNpPaBWTENbHbIM AMArHo3oM “60onesHb MNapkuHcoHa”.

OCHOBHbIMY Xas06amy Ha MOMEHT rocnmTanu3auun sB-
nanuck: 0bLLas CKOBAHHOCTb, 3aMeNIEHHOCTb ABVXEHWUIA, He-
YCTOMYMBOCTb NPV X0Ab0E C pefkvMM NaleHN MU Ha3afl, UHO-
roa Bnepen, “noaBonakvBaHne” NeBOM HOrM, HENOBKOCTL B Jie-
BOV pyke, 60511 B IEBOM MNieye, XenaHue aepxartb PyKy COrHy-
TOW B NIOKTE € pasrnbaHnem 60Mbworo nanbla, 601e3HeHHOE
“BnuBaHmne” B nagoHb |-V nanbues, M3MEHEHME MOYepka, a
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Takoke HapyLleHre AMKLUM 1 U3MEHEHME rofioca, HOYHOE Cto-
HOTEYEHNE, MePOSMNYECKOE MONEPXMBAHNE NPU efe.

W3 aHamHe3a n3BeCTHO, 4TO OKOJO0 6 NeT Ha3af cam 6onb-
HOW 1 OKpYXatoLLme CTanu OTMedaTb 3aMeIeHHOCTb [ABUXe-
HWi1 1 06eaHeHVe MUMUKK. Toraa ke 6eCnoKOUIN NOCTOSIHHbIE
605 B neBoM nneve. NepBoHavanbHO Nosyyan nedyeHune no no-
BOLY “OCTEOXOHAPO03a MO3BOHOYHMKA”. MMPUOAN3NTENEHO Ye-
pe3 roa-aBa B CBA3M C OECMOKOSLLEA HENOBKOCTbLIO B JIEBOM
pyke 0bpaTuncsa B NOMMKIMHMKY MO MECTY XUTENbCTBA, e U
6bln nocTaBneH anarHo3 “6oneaHs MNapkuHcoHa”. [lBa roga Ha-
3aj CcTana 3aMeTHO HapacTaTb HEBPOOrMYeckas CUMNTOMa-
TUKA: NOSIBUNACh HENOBKOCTb B IEBOV HOMe, IeBast pyka BCE ya-
e 6blna corHyta n 06e3aBukeHa, U3MEHWUCS NOoYepk (cTan
MeHee Hepas3bopuuMBbIM), YXyALWMAACk AMKUMS. YyTb Mo3xe
NPUCOEANHUNACL HEMOBKOCTb B MPaBOM pyke. bbin Ha3HayveH
MuaaHTaH B 103e 100 Mr 3 pasa B ieHb, KOTOPLI NaLUEHT Npu-
HMMaET [0 HaCTOALLEro BpemeHn 6e3 CyLecTBeHHOro addek-
Ta; Ha NPOTSHKEHUW NOCAEAHNX 6 MEC AOMNONHUTENBHO NPUHU-
MaeT npoHopaH B Ao3e 50 Mr 2 pa3a B AeHb (Takke 6e3 addek-
Ta). 3a nocnenHuii ron 0TMeYaeT 3Ha4YMTeNIbHOe MPOrpPeccmpo-
BaHve 3ab0NeBaHNS B BUAE HEYCTOMYMBOCTU Mpu xoobbe u
nageHnin Hasag ¢ YacToTon Ao 1 pasa B Hedento, NosiBUAoChL
HOYHOE CMIIOHOTEYEHME, CTan MONEePXMBaTLCS NPU e4e Kak Xua-
KOW, TaK 1 TBEPAOW NULLEN, nHorga Heooxoamma noMoLLb ans
TOro, 4ToObl NOAHATLCS CO CTyna UK neys. Co CnoB cynpyru, y
60/bHOr0 B nociefHee Bpemsi HabMoAaloTCs “NMPUMNoAHATOe
HaCTPOEHWE”, CKIIOHHOCTb K rpyBbIM MIOCKMM LLYTKaM, YacTas
NNakCMBOCTb, 06eHeHne peyun. Mpu BeINOAHEHNM 0693aHHOC-
Tel No LOMY HEPELKO “NOMAET BELLUM M OEeNAET BCE He Tak”: Mbl-
Tancsa pasobpatb IECTHULY, 0ObACHSIS XenaHneM ee “paclum-
pYTL”, HECKOMBLKO Pa3 MbITaNCs NPUKPYTUTH LLEKONAY K ABEPU.

YeTKOoro cemerniHoro aHamMmHes3a He npocnexmsaeTcs (y oT-
ua kak 6yaTo 0TMEYanoch IErkoe N3MEHEHNe NOXOAKM No TU-
ny LapKaloLwen, HO 4OCTOBEPHbLIX CBEAEHNI HET).

O6Luee cocTosiHue Npy NOCTYM/IEHUW: YLOBNETBOPUTESb-
Hoe. YacToTa nynbca 72 B MUHYTY, PUTM 1 HAMofIHEHUE YL0B-
netsoputenbHble. AL 145/80 MM pT. CT. (NOBbILLEHNE apTEpPU-
aNlbHOr0 AABNEHNS OTMEYAETCS Ha NPOTSXKEHMM psaa NeT), op-
TocTaTnyeckas npoba otpuuatensHas. IpaHuusl cepaua He
pacLimpeHbl. TOHbI cepaLa 3BY4YHbIE, LUYyMbl HE BbICTYLUMBAIOT-
cs. Co CTOpOHbI Apyrmx opraHoB — 6e3 NaTonoruu.

HeBsponornyeckunii ctaryc. BonbHOM KOHTAKTEH, OPUEHTU-
POBaH, 3MOLMOHANLHO NabuneH, aliOPUYEH, CHUXEHA KPUTU-
Ka K CBOEMY COCTOSIHMIO. [Ma3Hble LWenu, 3payku paBHbIe; MU-
03, doTopeakumsi ocnabneHa. 3HauMTeNbHOE OrpaHuyeHune
B30pa BBEPX, B MEHbLUEN CTENEHW BHU3, OTCYTCTBME KOHBEP-
reHunn, CpeaHeaMnIMTyaHbI FOPU3OHTaSbHbIA HUCTArM Npu
KpalrHMX 0TBEAEHUAX B 06€ CTOPOHbI. CUMNTOM “peaKoro Mu-
raHus”, runoMMUMMS; NPU BbINONIHEHUM MUMUYECKMX NPOD OT-
cTaeT neeas NnonosuHa nuua. Ansaptpus, ymepeHHas gucdo-
HUS 1 ancdarns. 93bik B NOAOCTM PTa 1 NPW BbICOBLIBAHMM MO
cpenHen nuHun. O6bEM ABUXEHNI U CUNA B KOHEYHOCTSIX [10-
cTaTo4Hble. Tpemopa HeT. BoipaxkeHHas onmrobpaamknHesus,
3HAYUTENIbHOE CHWXEHME aMnauTydbl U CKOPOCTM BbIMOSIHE-
HUSI aKTUBHBIX ABUXEHWI, BoNnee BbipaXeHHOEe cnesa ([0 He-
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BO3MOXHOCTU BbINOHEHUS ). [PU BbINOMHEHWN ABUrATENbHbIX
3a4aHuii NpaBoii pykol y 60NbHOrO MHOTAA OTMEYAIOTCS UMK-
TaUNOHHbIE CMHKMHE3UWN B NIEBON pyKe. MbILWEYHbIN TOHYC B
JIEBOV pYyKEe 3HAYUTENbHO MOBLILLEH MO MAACTUYECKOMY TUMY,
3aTpyAHEHbl NACCUBHbIE ABMXEHWS; YMEPEHHOE MOBbILLEHNE
nnacTM4ecKoro TOHyca B NpaBowi pyke. B Horax Takxe oTMmeva-
€TCS BbIPAXEHHAs U CUMMETPUYHASA MbllLEYHas PUrMOHOCTb.
MapatoHnn. CyxoxwunbHble pednekchbl B pyKax XUBbIE, YyTb Bbl-
LLe CNieBa, B Horax CUMMETPUYHO OXUBNEHbI. BeidbiBaloTcs pe-
dnekcbl opanbHOro aBToMaTU3ma, AMCTAHTHBIN XBaTaTeIbHbIN
pedrekc. lNaTonornyeckmx CTonHbIX 3HakoB HeT. [anbLeHoCco-
BYO NPOOY BbLIMONHSAET YAOBNETBOPUTENBHO, MHOMAA C NIErKOW
omnsmeTpueli cnesa. B npobe Pombepra yctoinume. Mpu xonb-
6e NoNb3yeTcs ONOPOIA, MOABONAKMBAET JIEBYIO HOTY, MIOLLAAbL
OMopbl HECKOJILKO pacluMpeHa, 4vHa Lara yMeHblueHa, no-
xofka Lwapkawowas. MNMpu xoasbe CyTynocTu HET, Pe3ko Bbipa-
XXEH axenpoKMHe3 C ABYX CTOPOH, cneBa ¢ pa3rnbaHnem 60sb-
woro nanbua. C TpyaoM (M Hepeako Nunilb C NOCTOPOHHEN Mo-
MOLLbIO) BCTAET CO CTyna u cagutcs. Onpeaensercs ymepeH-
HO BbIPaXEHHas MoCTypasibHag HeyCTOMYMBOCTb, HEe BCerga
BOCCTaHaBNMBAET paBHOBECKE. HyBCTBMTESNIbHLIX HapyLUEHWI
HeT. PYHKLMM Ta30BbIX OPraHOB YMEPEHHO HAPYLLEHbI: YacToe
HO4YHOE MoyeucnyckaHue. OueHKa KOrHUTUBHBIX GYHKUMIA MO
wkane MMSE - 24 6anna (nerkue KOrHUTUBHbIE HAPYLLEHNS).
BbISBNAOTCS 31€MEHTbI AVMHAMUYECKON adasmu.

B o6Lyem aHanm3e KpoBu, MOYU, OBUOXUMNYECKOM aHam-
3€e KPOBY NaToNIOrM4eCckmx OTKIIOHEHNI N3yYaeMbIX nokasaTe-
Nlelt OT HOPMaJibHbIX 3HAYEHWI HE BbISIBIEHO.

OKT": pUTM CMHYCOBBIN, YaCcTOTa CepAeYHbIX COKpaLLEeHWiA
81 B MWHYTY, HOpPManbHOE MONOXEHVE 3NEKTPUYECKON OCU
cepaua.

MPT ronoBHOro mo3ara: BblpaXeHHOe PacLUMpPEHNE KOH-
BEKCUTaNbHbIX CybapaxHoMaanbHbIX NPOCTPAHCTB U CUMbBIUE-
BbIX LLENEN; Xenyaouky Mo3ra B npeaenax Hopmel. B pexvme
MP-aHrnorpadumn natonormmn He BbiBIEHO.

Mpw nposenenun KT ros0BHOro Mo3ra [ONOSNHUTENLHO K
BbllUeYyKa3aHHbIM ANPOY3HBIM aTPODUUECKUM U3MEHEHUSM
BbISIBNIEHO YaCTWMYHOE 0OLI3BECTBNIEHWNE MeAnalbHbIX OTAEN0B
NEHTUKYNSIPHBIX Saep 0601x nonyLwapuii 60/bLLOro Mo3ra.

TpaHcKpaHuaabHas axorpagpusi: 3X0reHHOCTb YePHOI cyb-
CTaHUMM B npejenax HOPMbI; PacLUMPEH TPETUI XenyLo4ek
(>10 MM), OTMeYaeTCca rMNEPIXOreHHOCTb NEHTUKYASPHbBIX
A4ep C OBYX CTOPOH.

O3r: ymepeHHble anddy3Hble U3MEHEHUSI HA CPEOHEM
aMMAUTYAHOM YPOBHE C MPU3HaKkaMv yMepPeHHOM ANCchyHKLMN
CTPYKTYP CPEeOMHHO-CTBONOBOMO YPOBHS. JIOKabHbIX M3MeEHe-
HUIM 1 3NUNENTUOOPMHBIX 3HAKOB HE BbIABNIEHO.

Mpwn nccnenoBaHUN KOrHUTUBHBIX BbI3BAHHbIX MOTEHLMA-
noB (P300) BbisiBNeHbl U3MEHEHWS!, KOTOPblE MOryT CBUIe-
TENbCTBOBATb O HAYANIbHbIX KOTHUTUBHbIX HAPYLLIEHUSIX.

AKycTu4deckme n COMaTtOCEHCOPHbIE BbI3BaHHbIE MOTEHLM-
asibl: noKasaTenu B npeaesiax HopMbl.

3aksnouenne ncyxonora: YMepeHHole nddy3Hole n3me-
HEHUS, XapaKTePU3YIOLLIMECS BbIPaXEHHbIM AePULMTOM Noa-
KOPKOBbIX (aKTVBALMOHHbIX) CTPYKTYP.

Bo BpeMsi HaxoxaeHUs B CTaLMOHape HayaTto JleueHne ma-
40napom ¢ cyTodHon o3on nesogonsl 4o 1000 mr, Ha ¢oHe
KOTOPOro HE3HAYUTENIbHO YMEHbLIMNACh 0NMrobpasnKuHe-
318, NAUMEHT CTan jlerdye BCTaBaTb M CaauTbCa Ha CTyn, Npu
xoAb0e MblTancs 0TkasaTbCs OT OMOPbl, 0AHAKO B LLESIOM CO-
XpaHsanoch “94p0” napkMHCOHMYeckoro cuHagpoma. Octasa-
NNCb Takxe 6e3 N3MEHEeHWIA rMa30ABUraTENbHLIE HAPYLLEHNS,
A13apTpusl, AMHamuyeckas adasus, yMepeHHble UHTENNEKTY-
aNlbHO-MHECTMYECKME paccTponcTBa. bosibHOM BbiINUCaH CO
cnegylowmmy pekomeHgaumammn: magonap 250 mr 4 pasa B
[J€Hb, MEMAHTUH 5 MIr OQHOKPATHO B AEHb, aHananpun 10 mr
2 pasa B [ieHb (pekoMeHzaLma TepanesTa no NoBoay apTepu-
aNbHON rMNEPTOHNN).

Mpwn nosTopHOM ambynatopHom ocmoTpe B mae 2009 r.
(4epe3 7 mec) cam 6ONbHOV OTMEYaeT He3HAYUTEsIbHOe yya-
weHne nageHuid. Cynpyra 3ameTuna nosiBNeHNe 3aXMypuBa-
HWS1 NEBOrO rnasa 1 6oee YacTble aNM30abl 006e34BMKMBAHNS
n “otcytcTems”. MNpy HEBPOIOMMHYECKOM OCMOTPE OTMEYaeTCs
YBENIMYEHNE TUMOKMHE3NW, PUrMAHOCTU, Ma300BUraTenbHbIX
HapyLLEeHWN.

Takum 06pa3om, y 60bHOr0 UMEET MECTO aCUMMETPUY-
HbIi NTaPKUHCOHU3M (aKMHETUKO-purugHasi popma), npaktm-
Yyecku He 4yBCTBUTENbHbIN K nesogone. OTMEYaeTcs 4eTkoe
npeobnagaHve NeBOCTOPOHHEN CUMMNTOMATUKK, XOTS ABWra-
TesbHble HapYyLIEeHWs1 Takxke NPUCYTCTBYIOT B MPaBoOl pyke 1
Hore. Cpeam BCex CUHAPOMOB MapPKMHCOHWU3Ma reMunapkuH-
COHM3M XapakTepeH B Gonblieli cteneHn ans 6onesnu Map-
KMHCOHA (B ee HavanbHon ctagmun), KB, MynbTMCUCTEMHOW
atpoduu, AemMeHuMM ¢ Tenblamu J1eBu, a Takke s HeKOTo-
pbix GopM BTOpMYHOro mapkuHcoHusma [3]. Ana MHIM, kak
BUAHO 13 Tabn. 1, pe3ko BbipaXkeHHas aCMMETPUS MPOsiBNEe-
HUI SBNSETCA KPUTEPUEM UCKIOYEHNS], Y NPABOMEPHOCTb MO-
cTaHoBkM amarHo3a MHIM B Takmx ciyyasix Bbl3bIBAET COMHe-
Hus [11]. Pe3anCTEHTHOCTL K 1IeBOA0NACOAEPXALLMM Npenapa-
TaM CBMAETENbCTBYET NPOTMB MEPBUYHOMO MAPKMHCOHM3MA
(6one3Hu MapknHCOHA) U XapakTepHa ans MobbIX MynbTUCUC-
TEMHbIX MAPKMHCOHUYECKMX CMHAPOMOB. Habnopatowascs y
naumeHTa yMepeHHas rnocTypasbHasl HEYCTOMYMBOCTb C OTHO-
CUTENbHO YaCTbIMU NAAEHUSMI HAa3a, NOSIBANACH INLLb Yepe3
4-5 net OT Hayana 3ab0NeBaHNs, 4TO COMMacHO KPUTEPUSIM
NINDS-SPSP (cm. Tabn. 1) npotuBopeunt guarHo3dy MHIM.

C npyroit CTOPOHbI, y 60/ILHOTO BLISIBNSIETCS YETKOE Hapy-
LLIeHVe BEPTUKAIbHOI0 B30pa, KOTOPOEe CHMTAETCS LLeHTpaslb-
HbIM 9/IEMEHTOM K/IMHMYeCcKon kapTuHbl MHM [1, 3]. Y nauu-
eHTa ObinM BbISIBNIEHBI Napanny B3opa BBEPX W Nerkuii napes
B30pa BHM3, HOCSHLLME HAOBAOEPHLIA xapakTep (nocnegHee
MOXHO MPOBEPUTL C MOMOLLbIO COXPAHHbIX M PACTOPMaXKBa-
€MbIX ABWXKEHWI rnasHbix 610K npu okynouedanmyeckom
pednekce). MNapes B3opa BHU3 ABASETCH NAaTOFHOMOHUYHbIM
npusHakom MMHI, B To Bpems kak napes B3opa BBEPX MEHeEE
cneunduyeH N MoXeT HabnoAaTbCs NpU APYrux aKCTpanu-
paMuaHbIX 3a00/1€BaHUSX, B TOM Yucne npu 6onesHu Map-
KMHCOHA 1 MyNbTUCUCTEMHON aTpoduun. Mo faHHbIM nuTepa-
Typbl Ha pa3BepHyTbix ctaguax KB Takkxe MoxeT Habnto-
JaTbCs cynpaHykneapHas obTanbMOnnerus ¢ HapyLueHnem
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OBVIXEHWUI rNa3 Kak B BEPTUKANbHOM, Tak U B rOPU30OHTasIbHOM
NAOCKOCTW.

Habniogaemble y 607bHOr0 NposiBNeHns ncesaobynbbap-
HOro cuHapoma (om3apTpus, amcdoHuns, aucoarus, pednek-
Cbl OPaNIbHOrO aBTOMaTM3Ma), 0COBEHHO C Y4ETOM WX PAHHEr0
nosiBAeHNs, TUNYHbl gns knmHukm MHM [3, 10]. Mpu KB, oHn
Takxe BCTPeYaloTCsl, HO MEHEE xapakTepHbl (0COBEHHO auc-
darus) n passmeatoTcs no3aHee. Cpeaun s106HkbIX 3HAKOB Che-
[YET OTMETUTb BblPaXEHHbIE NAPaTOHUM B pykax U HOrax, no-
SIBIEHME XBaTaTeNIbHOrO AMCTAHTHOrO pedrekca ¢ ABYX CTO-
poH. Ocobblli MHTEPEC BbI3bIBAIOT MMUTALMOHHBIE CUHKUHE-
3um (mirror movements) B NeBOW PyKe MpPW BbINOAHEHUN
OBWXEHWIN NPaBoW (T.e. MEHee NopaxeHHoM). MHTepnpeTaums
9TUX ABVMXXEHWUIA CNOXHA U HeogHo3HayHa [1, 10]. Mo MHeHuo
OOHVX UCCNeaoBaTeNen TeHAEHUMS K UMUTALLUN OENCTBUM Ha-
psgy C 3aBUCKMOCTbIO OT BHELUHUX HaKTOPOB 1 MOAEBbLIM MO-
BELIEHNEM BbipaxeHa B 6onbLiet ctenexun npu MHM, yem npu
KBZ, — BO3MOXHO, B cuay Toro, 4o npw MHI 311 pacctponicT-
Ba 3aBMCAT OT PACTOPMAXUBAHUS TEMEHHON KOPbI, KOTOpas
npu KB nopgepraetca aereHepauun. C Opyroi CTOPOHBI,
UMUTaLMOHHBIE CUHKMHE3UM MOTYT PACcCMaTpMBaTLCS KakK Co-
cTasnsowas peHomeHa “dyxow pykn”, xota npn KB, oHn va-
CTO HabnopatoTes 1 6e3 faHHOro GeHoMeHa.

Mpwn nocTynneHnn 60MbHOMO B OTAENEHUM OJHOW U3 OC-
HOBHbIX Xanod sBMoCb 60Ne3HeHHoe “BnvBaHMe” nanbLeB
NEBOW KMCTM B Na0Hb, KOTOPOE Hapsay C NPUBELEHMEM NEBO-
ro nneya, crubaHnMem B JIOKTEBOM CyCTaBe W pasrvbaHnem
60nbLIOro MasnbLa KUCTU HAaNMOMUHAET CBOEOOPa3Hy AUCTO-
HuYeckyro nosy pyku (“pyka HanoneoHa”); Takas nosa 4acto
BcTpeyaetcs npu Kb, n, BOSMOXHO, yKasblBaET HE TONbKO Ha
noBpexaeHne OasanbHbIX FaHIMEB, HO U Ha AereHepaumio
MOTOPHbIX 30H KOpbl [7]. Kpome aToro, B nocnegHmne Heckosb-
KO MecsiLeB XeHa 60IbHOro 0TMeYaeT YacToe 3aXMypUBaHMe
NeBOro rnasa, He HabnogaBlleecs paHee. Takoe Hemnpows-
BOJIbHOE 3aXMYpUBaHNE MOXET ObITb pacLEeHEHO kak brega-
pocnasm, BXOOALWNIA B KNMHUYECKY0 kapTuHy MHIM n KBA.

OcnabneHve NobyXaeHUs K peyun, ee 3aTpyaHEHHast NHU-
umaums, CHUXEHME PEeYEeBON akTMBHOCTWM MPU HOPMasbHOMN
onvHe ®pas 1 nNpaBuibHbIX FPAMMATUYECKMX KOHCTPYKLMSX,
OTCYTCTBMU napadasvii Unn HapyweHUd NMOHUMaHWUS peyn
CnyxaT XapakTepucTukaMun AMHaMn4eckor agpasmm, koTopas
Takke HabNoAAETCs B KIMHWYECKON KapTyHe Y NpeacTaBeH-
Horo 6onbHoro. CybcTpaTom ee pasBUTUS MPUHSATO CHMTATb
NOPaXeHNE HKHUX OTAENI0B TOOHOM KOPbI U LONONHUTENbHOW
MOTOpPHOW Kopbl. Mpn KB/l cpean onncaHHbix apasunii UMEHHO
OVHamuyeckas BcTpedaeTcs Hambonee yacto. [na MHIM oHa
HEe XapakTepHa, HO MOXET NOSIBAATLCS HA PA3BEPHYTbIX CTAAU-
ax 3abonesaHus [3, 10].

OtoenbHOro noapobHOro PaccMOTPEHUS 3aCiyXMBalOT
KOFHUTUBHBIE Y AMOLMOHANIbHO-JINYHOCTHBIE PACCTPOMNCTBA,
00bI4YHO BbICTYNAOLLMEe Ha NEPBbIA NIaH A1 POACTBEHHUKOB U1
6113knx 601bHOr0. Hannume yMepeHHbIX KOrHUTUBHBIX PACcCT-
POICTB Yy JIAHHOI O NAaLMEHTA, BbISIBASEMbIX PV OCMOTPE, NPO-
BEEHMM TECTa PUCOBAHNS YaCOB M UCCNELOBAHUN MO LLKane
MMSE, noarBepxaaeTcs 3akalo4eHNEM NCUX00ora nu MHCTPY-
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MEHTa/IbHEIMM MeToAaMW ANArHOCTUKM — KOTHUTUBHBLIMU Bbl-
3BaHHbIMW NoTeHUManamu. MNpy aTom MHecTuyeckme byHKLMK
OCTaloTCA OTHOCUTENIbHO COXpaHHbiMW. B nocnegHuin rofg, y
60NbLHOr0 0TMEYAETCS PA3BUTUE SMOLMOHABHON NABUNBHOC-
™, aidopum 1 MopronoLo6HON CUMNTOMATUKK, @ Takxe Ume-
€T MeCTO HapylleHve LenenonaraHvus u naaHMpoBaHWUs Bbl-
NOMHEHNs 3aaHniA. JJaHHbI KOMMIEKC KOTHUTUBHBIX U 3MO-
LMOHasbHbIX HapylweHui xapaktepeH anga MHM, asnasce pe-
3yNbTaTOM HEeOOCTAaTOYHOM akTMBaUMW KOPbl CO CTOPOHbI
NOPaXeHHbIX MOLKOPKOBBLIX CTPYKTYP W N0BHO-NMMOUYECKMX
HapyLLeHuit. B 1o xe Bpemsi B otnnune ot MHIM gns KB/, 6onee
XapakTepHbl Aenpeccus, anatuns, PasapaxmnTeNbHOCTb.

Jlerkmne Mo3xXe4koBble 1 MMpamMuaHble 3Haku He SBASTCS
obs3atenbHbiMu ans MNMHM v KB, HO 1 He ucknoYatoT AaH-
HbIX AnarHo30B. CTOUT OTMETUTB, 4TO Y 6obHbIX MHI Hepea-
KO BbISIBNIIETCH YMEPEHHOE CMMMETPUYHOE OXMBIIEHNE CYXO-
XUIbHbIX PedNekcoB, CBA3bIBAEMOE C ANCHYHKLMEN PETUKY-
NOCMNVHANbHBIX NYTEN.

Y 3HaumTenbHoM yacTn 60mbHbIX MHI pa3srBaeTcs yme-
PeHHas apTepuasibHasl rmnepTeH3us 3a HECKObKO NeT [0 Mno-
ABEHNS NepBbiX cMMNTOMOB THIT. 1o HEKOTOPbLIM AAHHBLIM,
MOBbILLEHHOE apTepunanbHOE AABNEHNE MOXET CHUTATLCS Of-
HVMM 13 XapakTepHbIX paHHuX npusHakos [MHI1, koTopbin cBs-
3aH C fereHepaumert HopaapeHeprnieckmx CTBONIOBLIX CTPYK-
TYp, perynvpyloLmx aptepransHoe aasnexune [10].

PyTuHHbIE HEIPOBM3Yyann3aLMOHHbIE METOAbI HE UrPAIOT B
[MarHoCTVKe AaHHbIX 3a60N1EBAHMI CYLLEECTBEHHYIO POJib, U B
OCHOBHOM OHM MCMOMb3YIOTCS ANS UCKIOYEHNS APYTrUX Npu-
YMH BbISIBASIEMOrO CUHOPOMOKOMMIEKCA (OMyx0/b, rmapoue-
danus, cocyamncToe nopaxeHve n 1.4.). OgHako npu HEMPOBK-
3yanusauym MoryT ObiTb BbISIBIEHLI HEKOTOPLIE creumduyec-
kne npudHaku. Hanpumep, y 6onbHbix MHI Hepeako Ha
KT/MPT MoxeT ObiTb OTMEYEHa KapTuHa aTpodumn cpeaHero
MO3ra C paclUMPEHNEM MEXHOXKOBOM 1 YETBEPOXOSIMHOM Lin-
ctepH. Mpu KBJ, kak npasuio, pa3BnBaeTcs aCUMMETPUYHAsSA
KopkoBasi atpodust, NPEVMyLLECTBEHHO BbIPaXeHHas B 3aj-
Hel YacTn NOGHOW 10N U B TEMEHHOI A0NM HA CTOPOHE, KOH-
TpanaTtepasbHoi Hanbonee NopaxeHHOW KOHEYHOCTU. FBHas
aCMMMETPUS BLISIBNSIETCS JWLLb Y NMONOBUHBI BOMbHBIX, Y OC-
Ta/bHbIX OHA ObIBAET eBa 3aMETHO, HO ee MHOrAA YAAETCS
onpenenvTb Npu HabnogeHun B auHamunke. B npeacTaBnew-
HoM cnyyae KT n MPT BbISSIBUAM YMEPEHHO BbIPaXEHHYIO KOH-
BEKCUTasbHYIO aTpoduio 63 CyLLEeCTBEHHOW aCUMMETPUN.

B HacTosALWMIA MOMEHT LUMPOKO 00CYXAaeTCs NPUMEHEHNE
TpaHcKpaHnanbHoM axorpadun ons amddepeHLmansHon am-
arHocTukn 60nesHn MapknuHcoHa ¥ CYHAPOMOB aTUMUYHOTO
napkmHcoHnama [4, 18]. Mo paHHbIM pspa paboT BbISBEHbI
naTTepHbl YNbTPA3BYKOBLIX MAPKEPOB, XapakTEPHLIE UMEHHO
ons NMHM v KB4, [4, 17, 18]. Tak, ana MHIM He xapakTepHa ru-
NepaxoreHHOCTb YepHOW cyOCcTaHLMK (B OTanYme oT 60ne3Hn
MapkunHcona n KBA), Takxe cnydaum MHI otnmvyaiotea runep-
9XOreHHOCTbLIO NEHTUKYNSPHBIX 14EP Y PaCLUMPEHNEM TPETbE-
ro xenyznoyka. B He60nbLWOM Yncne onmcaHHbIX HabmoaeHwiA
KB/, BbISBNSIETCS MOBbLILLIEHHAS ABYCTOPOHHAS TMNEP3XOreH-
HOCTb YepHOI cybcTaHUMK (B OTAMYME OT HEPEAKO OAHOCTO-
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POHHEI TMNepaxoreHHoCTH nNpu 6onesHn MapkuHcoHa). Mpwu
NpoBeAEHNN TPAHCKpPaHManbHOW axorpadumn y npeacTaBneH-
HOro nawueHTa Oblin BbISIBIIEHbI YNIbTPA3BYKOBBIE XapakTeEPUC-
TUKM MO3ra, CBOMCTBEHHbIE MMEHHO cnydaam MHIT, Ho He 60-
nesHn MNapknHcona unu KB, (x0Ts 9TOT NPU3HaK 1 He SBNsSeT-
€Sl AMarHocTnyeckn abCcosioTHbIM).

HecmoTps Ha Takue getanbHble Y MHOrONEeTHYE Mccneno-
BaHWs1, HANPaBNEHHbIE HA BbIAENEHNE CNELMPUYECKNX KITUHU-
KO-WMHCTPYMEHTA/IbHbIX AMArHOCTUYECKMX MATTepPHOB, AOCTO-
BepHas gunarHoctuka MHM n KB, kak, Bnpoyem, 1 Lenoro ps-
[a APYrux MynbTUCUCTEMHBIX HeipoaereHepaTnBHbIX 3abone-
BaHWI, BO3MOXHA IULLb MPY ayTOMCUN.

MpencTaBneHHbIN KNMHUYECKNIA CRyYain MHTEPECEH cove-
TaHWEM aTUMMYHOrO NAPKMHCOHM3MA C SNEMEHTAMM, Xapak-
TEPHbIMK 4S9 KAMHUYEeCKOM KapTuHbl Kak [MHI, Tak n KB/,
B naHHOM cnyyae 4eTko pasrpaHuynTb STU ABE HO30510rUn
KIMHNYECKN Ype3BblYaliHO CNoxHo. OOHaKo C y4eToM AaH-
HbIX, MONYYEHHbBIX C MOMOLLbIO AONOAHUTENBHOIO MHCTPYMEH-
TanbHOr0 METOAA UCCNeA0BaHUS — TPAHCKPAHUANBHON 3X0-
rpadum (BCE wwMpe BXOAALWEN B MpakTUKy obcnegoBaHus
6ONbHbIX C 3KCTPaNMpamMuaHeIMU CMHAPOMamMu), 6onbLue oc-
HoBaHWin auarHoctmposatb [MHM, a He KBM. ®dopmanbHo
NPeaCTaBAEHHbIN CUHAPOMOKOMMIEKC MOAXOAWT MnoA, Aua-
rHocTuyeckune kputepun “BosmoxHoro” MHM n kopTrnkoba-

3anbHOro crHapoma. Takum 06pa3oM, Hanbonee afekBaTHON
B [aHHOM Clyyae MpeactaBnsercs cnepyowas bopmynu-
poBka amarHosa: “lporpeccupyowmii HaabIAEePHbIN napa-
Ny ¢ KOpTMKoOasanbHbLIM CUHAPOMOM U apTepuanbHON ru-

nepToHnen .
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YnbTpasBykoBasi anarHoCTuka B HEOHaTOJIOrun
MoHorpadusa / NMop pepn. ABopsakosckoro U.B., Aubik I'.B.

BASL B MoHorpadun npeacraBaeHbl BOBMOXHOCTY METOAA Y/bTPa3BYKOBOM ANArHOC-
TUKWN 015 OLEHKM COCTOSHUS FOJIOBHOMO MO3ra, OPraHoB SHAOKPUHHOM, MULLEBAPU-
TENIbHOW, MOYEBbIOENNTENIBHOW, ONOPHO-ABUraTeNIbHOW CUCTEM U CEPALA B HEOHA-
Toniormn. OnucaHa HopmasnbHasa ynbTpa3BykOBass aHAaTOMUSA Pa3fINYHbIX OPraHoB U
CUCTEM, BapUaHTbl Pa3BUTUS U OCHOBHbIE MPU3HAKN MNATONIOMMYECKUX COCTOSHUNA,
XapaKTePHbIX 4719 HOBOPOXAEHHbIX U AeTer NepBoro roga xusHu. OTaensHas rnasa
MOCBSILLEHA MPUMEHEHUIO 3Xorpadun Npu OCTPON XMPYPru4eckor NaTtonorum y Ho-
BOPOXAEHHbIX. Bnarogaps BbICOKOMY YPOBHIO Y/IbTPA3BYKOBbIX TEXHOOMUA B
HacTosLLEee BPeEMS YbTPa3BYyKOBas AMAarHOCTMKA CTana OCHOBHbIM METOL0M BU3ya-
Nn3auum B HEOHATOJOM MK, NO3BOJIAIOLLMM CBOEBPEMEHHO BbISB/ISATL PA3J/IMYHbIE Na-

TOJNIOTNYECKIME COCTOAHMSA 1 OKa3biBaTb HEOOXOAMMYIO MOMOLLE pebeHky. 168 c., ui.

Jlns crneunanncToB yibTPa3ByKOBOV ANAarHOCTUKM, Bpadesi-neamarpoB, HeOHaTo10roB.

Bcio AONOSIHUTENIbHYIO MHPOPMALUIO MOXXHO NMONYHNTE HA CAUTE ")\ A= 1 {13 (e X1 o] o [=1{=X1e] W (]

www.atmosphere-ph.ru

43



