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ATUNWYHBIN NAPKWUHCOHU3M

NEKUKA

B nekuun oceewatotca Bonpocbl audpepeHLManbHOi AUAarHOCTUKKU 6onesHu MapKuHCcoHa M cuHApoMa nap-
KWHCOHM3MA NpU ApYrux HeipoaereHepaTUBHbIX 3a6oneBaHMAX. OnucaHbl KpUTEPUU AUATHOCTUKU U OCHOB-
Hble KIMHMYECKMe YepTbl pa3MyHbIX POPM aTUNMYHOIO NAPKMHCOHM3MA, NpeacTaBieH 0630p COBPEMEHHbIX
MeTOA0B JIeKapCTBEHHOM U HeNEeKapCTBEHHOW Tepanuu.

Kntoyeenie cnoea:
60s1e3Hb [lapKuHCcoHa
amunuyHsIl NAPKUHCOHU3M

OBPeMeHHble NpeacTaBNeHns 06 «aTUMMYHOM nap-

KMHCOHM3ME» UMEIOT CBOK UCTOPUIO pa3BuTUA. B 3Ton

MCTOPUM MOXKHO BbIAEMUTb HECKOJIbKO 3TanoB, M Kax-
[bIA 3Tan COLEPXMUT CBOM apXeTumbl aTUMMYHOTO NapKUHCO-
Hu3Mma. LLlapko 6bin NepBbIM, KTO Hayan OTAENSTb TUMUYHbIE
nposBnenHns 6onesxn MNapkuMHCOHa (TpeMop nokos, 6bpaau-
KMHE3MS, PUTMAHOCTb W NMOCTYpasbHble HApYLIEHUS) OT NOXO-
XUX CMMMNTOMOB APYrnx 3ab0neBaHuii, U BBEN Takhe TepMu-
Hbl, Kak cmepmeie gopmel (formses frustes) u amunu4Has
6onesHs [NapkuHcoHa (atypical Parkinson’s disease). TepMuH
«MAapKUHCOHM3M» pPOAMACA TOpa3fo Mo3xe, nMocine Mnosce-
MECTHOr0 PacnpoCcTpaHeHUs 3NUAEMWUM INULAEMUYECKOTO
3HuedannTa, U CTano MOHATHO, YTO MAPKMHCOHM3M MOXeT
ObITb HE TONBLKO MAMONATMYECKMM (Bone3Hb [apknHCOHa), HO
N BTOPUYHBIM. B paHHMX KoHUenuusax XIX B. rOBOpUTCS TONb-
KO O TUMWYHOW M aTUNUYHOM BonesHu MapKMHCOHA U yNoMuU-
HaKTCA TakMe BapMaHTbl aTMNUYHbIX HOPM, KakK «HonesHb
MapkuHCcOHa 6e3 pUrMaHOCTU», «Ciydyam 6e3 TUMUYHOro
TPeMopa, «C aTUMUYHBIMM NO3aMu» (IKCTEH3MS BMECTO driek-
CUK), «C CUHOAPOMOM, MOXOXMM Ha remunnernio» (hemiplegic
Parkinson’s disease).

[epBbli BapuaHT (MApPKMHCOHU3M 6€e3 puUrMaHoCcTM) B
COBPEMEHHOW AnTepaType He 0BCYXAAETCH, ero CyLlecTBo-
BaHWe OCTAETCS AMCKYCCMOHHbIM. [MpobnemMa B TOM, YTO Ha
PaHHWX CTaauax 6onesHu He BCerna yoaeTcs fOKa3aTenbHO
OT/IMYUTb MOSHOE OTCYTCTBME TFUMEepTOHYCa OT ero MWHU-
ManbHOro MnoBbiweHus. Mo-BuanMomy, Takme Gopmbl nap-
KMHCOHM3Ma BbIMNAAAT «aTUMUYHBIMUY TOMBKO Ha PaHHMX
CTagusx TpyAHOAMarHocTMpyemoi 6onesHu [MapKuHCOHA.
YT0 Xe KacaeTcs Apyrux BbllenepeyncneHHbix GopM «aTu-
NWUYHOM 6onesHu MapKMHCOHa», TO B COBPEMEHHbIX TPAKTOB-
Kax BCe OHM TPaHCHOPMMPOBANUCHL U3 ATUMUYHOM BoNe3HM
[MapKMHCOHa B CMHAPOM MAapKMHCOHU3MaA Npu APYrUX, paHee
He M3BeCTHbIX 3a601eBaHNSIX, TAKUX KaK MPOrpeccupyoLLmii
CynpaHykneapHbli (Hagba4epHbI) napanuy, Koptukoba-
3anbHas AereHepaums, MyasTUCUCTEMHAs aTpodus, bonesHb
onddysHbix Tenew JleBn u ap. MMeHHO 3T1 GopMbl Helpoae-
reHepaTMBHbIX 3ab0oNeBaHMM NPUHATO OTHOCUTb CErofHs K
BapuvaHTaM aTUMUYHOIO MAPKMHCOHM3MA, U O HUX MOMAET
peuyb B 3TOM CTaTbe.
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MapannenbHO ONUCaHWUI0 3TUX HOBbIX 3a601EBaHNIA YTOY-
HAMMCb W COBEPLIEHCTBOBANNCL KPUTEPUM [AMATHOCTUKM
TUNKUYHOM BonesHm MapKMHCOHA, KOTOpble MOCTEMEHHO MNpU-
HANKM Ty GOpPMY, KOTOpas peKOMEH0BaHa CeroaHs K BCceob-
LeMy MCMOoMb30BaHMIO. ITU KPUTEPUM MO3BONSIOT CErOLHS
He TOMbKO AMAarHocTMpoBaTb Gonee MAM MeHee HafexXHOo
6one3Hb apKMHCOHA, HO M COMHEBATbCS B HEW, U Jaxe
WCKNKOYaTb €€ MOJIHOCTb, MOHYXAas TeM CaMbiM Bpaua
noao3peBaTth Apyrue AereHepaTuBHble 3ab0seBaHUS U OCy-
LLEeCTBAATb AaNbHENLINA AMATHOCTUYECKMIM MOUCK.

Kakue xe KnnMHMYeckme NpnsHakm MoryT 3aCTaBUTb Cpasy
COMHeBaTbCs B AmMarHose 6onesHu MNapkmHcoHa? CornacHo
pekoMeHaaumMaM AMepUKAHCKOM aKafeMWW HEBPONOrMM K
TaKMM CMMMTOMaM OTHOCATCA:

B PaHHuMe nageHus.

B [1noxas OTKNIMKAeMOCTb Ha 1€BOAOMY.

B CMMMeTpUYHbIE MOTOPHbIE NPOSIBNEHUS.

B OrtcytcTBME TPEMOPA.

B PaHHMe npusHaku nepudepuyeckorn BereTaTMBHOM Heao-
CTATOYHOCTK.

B boicTpoe nporpeccupoBaHme.

TepMuH «napKuHCOHU3M» poousICca nocie
nogceMecmHo20 pacnpocmpaHeHus 3nudemMuu
anudemuYecKoz0 3Hyedanuma, u cmano
NOHAMHO, YMO NAPKUHCOHU3M MOXem Bbimb
He mMobKo uduonamuyeckum

(60n1e3Hb [lapKuHCOHA), HO U 8MOPUYHBIM

[anbHenwyo getanusaumio (maba. 1) 3TUX CUMNTOMOB
npusoauT Mipex Jlutean (I. Litvan, 2005).

[ing apekBaTHOro pacno3HaBaHWUS aTUMWUYHOIO MapKUH-
COHM3Ma BaXKHO He TO/IbKO MOMHMUTb MO3UTUBHbIE W HEraT1B-
Hble KpUTEPUM AMArHOCTUKM BonesHu apKMHCOHA, YTOObI
CyMeTb CBOEBPEMEHHO PacMno3HaTb WAKW, HA0BOPOT, UCKIIO-
unTb ee. He MeHee BaXHO 3HATb OCHOBHbIE KAMHMYECKME
4epTbl, U3 KOTOPbIX CKIAAbIBAETCS MOPTPET KOHKPETHbIX
$OpPM aTUMUYHOIO NAapPKUHCOHM3MA.

Mpoepeccupyrowuli HadwvsidepHsIli napanuy. 3t1a 6one3Hb
(cuHOpom PuyapdcoHa) 0bblYHO HauMHaeTCs Ha 5-6-1 aeka-
[le KM3HW, UMeeT TWUMWYHOE Mporpeccupytollee TeyeHue
M Nnoxo noapaetcs Tepanuu. KnuHuueckue nposiBneHus
XapakTepu3ylTcs B OCHOBHOM TpWMALOM CMMMTOMOB:
1) cynpaHykneapHbIMKU HapyLleHMsSMK B30pa, 2) NceBLobYb-
6apHbIM CMHAPOMOM (rnaBHbIM 00pa3oM  Au3apTpuen),
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3) PUrMAHOCTBID aKCMaNbHbIX MbIWL M AUCTOHMEN MbILUL-
pasrubaTenei (B OCHOBHOM MblLULL LEW).

Hauyano 6one3Hn 06bIYHO NPOABASETCS HapyLIEHWEM
H6anaHca Tena, HeyCTOMYMBOCTbIO M NAAEHUIMU (0BbIYHO Ha
CMWHY) B CBA3M C GOPMUPOBAHMEM aKCUANBHOTO (TYNOBMLL-
HOr0) aKUHETUKO-PUTMAHOI0 CUHAPOMA, KOTOPbIN HE OTKW-
KaeTcs uau NAoxo pearnpyet Ha nesogony. Iuncbasmg oby-
CNOBNEHA HECKONbKUMMK haKTOpaMu: NOCTypanbHbIMU Hapy-
LWEeHNIMU, aKCManbHON ANCTOHUEN U HApYLUEHUSIMU BEPTU-
KanbHOro, a 3ateM W ropuM3oHTanbHOro B3opa. lMoHavany
(bYHKLMU KOHEeYHOCTel, 0CODEHHO B LMCTaNbHbIX OTAEnax,
OCTaloTC OTHOCMTENbHO COXPaHHbIMU. [psamas, «ropaenu-
Bas» 0CaHKa, MHOTAA — PETPOKONUC, CO CreundrUieckumm
HapyLIeHUAMU [OBWXEHMI [Nna3, obnerdyaer KAMHUYECKMIA
nvarHo3. bonee Bcero cTpapalT OBMXKEHUS [1a3 BHUS.
OTctoaa — Ha3BaHWe «CMMMTOM rpA3HOro ranctyka» Pegkoe
MuraHue (6onee penkoe, yem npu 6onesHn NapKMHCOHA,
MHOTAQ — MeHee 3 B MWHYTY) NPOM3BOAMT BnevatneHue
HEeOObIYHOrO BblpaXXeHMs nuua («AMLO  anauratopas).
Bo3smoxeH 6GnedapocnasM M anpakcus OTKPbIBAHWS BeK.
TpeMop He xapakTepeH Aas 3Toro 3aboneBaHus UM Bbipa-
XeH MUHUMaNbHO.

MN3BeCTHbl BapmaHTbl 60ONe3HM C XOpOLIeKn, HO Hemnpo-
LOMKUTENBbHOM peakuMen Ha NeBofomny, a TakkKe Takas
dopMa, KOTopas B HaliM AHWM MOAYYMNa HA3BaHUE UYMCTOW
aKMHe3mn. Bo3aMOXHO, MeHHO nocniefHas dopMa nporpec-
CUpYHOLLErO HaLbsAepHOro napanuya B Havane XX B. onu-
CblBasacb Kak aTtunuyHas «bonesHb [lapkuHcoHa 6es
pUrngHocTn». BapnabenbHble KOTHUTUBHbIE M MOBELAEHYe-
CKMe HapyLleHUs 06bIYHO COMPOBOXAAOT BbILLIEOMUCAHHYH
KapTUHY.

Tabnuua 1. CumnTombl, N03BOASIOLME NPEANONaraTb

ATUNNYHBINA NapPKUHCOHU3M

MoTopHble

* bbicTpoe nporpeccuposaHue

* PaHHue napexus

« OTCyTCTBME, NNOXAA MW HECTOMKARA peakLms Ha neBogomny

* MuoknoHyc

o [upamuaHble 3Haku

* Mo3)eyKoBble 3HaKM

o PaHHs9 gu3apTpus u/unu aucdarus

o PaHHA BUCTOHMS/KOHTPAKTYPbI (HE CBS3aHHbIE C IeYeHMEM)

BeretaTtuBHbie

* MnoTeHLMS/PPUTMBHOCTb Y XKEHLMH

* PaHHA opTOCTaTMyYeCKas TUMOTEH3MS, HE CBA3AHHAS C IeYeHneM
* PaHHMe u/unu TKenble HapyLIeHUs MOYenCNyCKaHUS

MasopasuratenbHble

» OTYeTIMBOE 3aMeNIEHNE CaKKaf,

* TpyAHOCTU MHMLMALWMK CaKKaf, B30PA (OKYNOMOTOPHas anpakcus)

« CynpaHykneapHblii napanny B3opa

* Hucrarm

KorHuTUBHbIE M NOBeAEeHYECKUE HapyLLIEHHUS

* PaHHAs 1 TAXENan AeMeHuLms

* 3puTeNbHbIE ra/IOLMHALLAM, HE BbI3BaHHbIE IEYEHNEM

* NneomoTopHas anpakcus

o CEHCOpHOE UM 3pUTENbHOE UTHOPUPOBAHME/KOPKOBbIE HAPYLIEHUS
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Takum 06pa3oM, KAMHUYECKMI MOPTPET Mporpeccupyto-
Lero HaAabaLepHOro napanuya BKKOYaeT Takue Hanbonee
XapakTepHble 4YepTbl, KaKk CMMMETPUYHAsA aKMHe3nUs uau
PUTMIOHOCTb, NpUYeM BonbLLe NPOKCUMaNbHas, YeM AMCTanb-
Hag; aHopManbHag Mo3a, 0COBeHHO PeTPOKONAMC; MaoxXas
OTK/IMKAEMOCTb Ha N1€eBOAONY; paHHAa aucdarng v amsap-
TPpUS; paHHEe HapyLIeHWe NOCTYPaNbHbIX QYHKLWN.

[na adexkeamHoz0 pacno3HasaHus amunu4yHo20
NAPKUHCOHU3MA 8aXKHO He MOJIbKO NOMHUMb
no3umueHele U He2amueHble Kpumepuu
duazHocmuku 60ne3Hu [TapKUHCOHA, HO U 3HaMb
OCHOBHble K/IUHUYecKUe Yepmbl, U3 KoOmopbixX
CK1a0bieaemcs nopmpem KoHKpemHoix (popm
amunu4yHo20 NAPKUHCOHU3MA

MHomecmeenHas cucmemHas ampogus (MCA). Spgpom
KNUHKUYecKoln kapTuHbl MCA aBnsieTcs KoMBUHaUMsa CUMNTO-
MOB nepudepnyeckoin BereTaTMBHOW HEQOCTaTOYHOCTM
(MBH), napKMHCOHM3Ma, MO3)KEYKOBOW aTakCuu 1 Nnupamua-
HbIX 3HAaKOB B Pa3HbIX COOTHOLIEHUAX. KnuHKMYeckas knaccm-
dukauma MCA B nmocnenHue rofbl npetepnena CyLleCcTBeH-
Hble n3MeHeHus. Ecnn paHbwe MCA Bkntoyana B cebs Tpu
dopmMbl 3aboneBaHUs  (CTPUMOHUTPaNbHYK [LereHepaumio,
onMBonoHToLepebennsapHyto atpobuo n cuHagpom Llas -
[peipxepa), To B HacToswlee Bpems B coctase MCA Bbigens-
0T MMLWb NepBble ABe GOpPMbl, @ UMEHHO: 1) BapMaHT C npe-
obnagaHveM nposBAeHUI MapknHCoHM3Ma (Tun MSA-P) n
2) ¢ LOMUHMpPOBaHWeM LepebenngapHor atakcum (tun MSA-Q).
Y10 e KacaeTcs BeretaTMBHOM HeaoCTaTOYHOCTU, TO ee
NPOSBNEHUS CUMTAOTCS BapuabenbHbIMU U MPUCYLLIMMMU
06enM BblleyKasaHHbIM popMaM. TakMM 06pa3oM, CUHAPOM
Waa - Openmkepa yTpaTua KIMHUYECKYKD CaMOCTOATENb-
HOCTb U, MO CYTW, PACTBOPUNCS» B ABYX APYrnX GOpMax.

Kputepum amardHoctukn MCA B HacTosiee BpeMs BbIrns-
LT cnenyowmm obpasom:

B CvHOPOM NAapKMHCOHM3MA MM MO3XKEYKOBAs aTakCus
nntoc:
B Kak MMHMMYM ofHO u3 npossneHui NBH (optoctatnue-
CKas rMMNoTeH3us, UMNepPaTHBHbIE MO3bIBbl HA MOYEUCMYCKa-
HWe, HEMONHOE OMOPOXHEHWE MOYEBOro My3blps, IPEKTUb-
Hast AMCOYHKLMS, XPOHUYECKMI 3anop).
B Kak MWUHMMYM OLHO W3 CNefLyrLlMX AOMONHUTENbHbIX
nposBneHuit: cumntoM bBabuHckoro u runeppednekcus,
cTpmaop, ObICTPO nporpeccupytollee TeyeHue NapkKUMHCO-
HM3Ma, NI0Xas OTKIMKAEMOCTb ero Ha neBofony, ancdarus B
nepsble 5 net 6onesnun, Ha MPT atpodua ckopaynbl, CTBONA
MO3ra UM Mo3Keuka, rmnepmMeTabonunsm B ykasaHHbIx 0bna-
CTAX MO3ra no AaHHbIM [13T.

[loBONbHO 4acTo BCTpeyvaeTcs Aenpeccus. Bo3MOXHbI
KOTHWTWBHbIE HApYLIEHMS (AEMEHLMS BbISBNSETCS NpUMep-
HO B 5%).

Kopmuko-6asansHas dezeHepayus. Cnopafuyeckoe fere-
HepaTWBHOE Me/IeHHO NporpeccupytoLlee 3aboneBanue 3pe-
NIOro BO3pacTa, NposBAStoLLEeecs aCUMMETPUYHBIM aKMHETUKO-
PUTMIHBIM CMHAPOMOM, COMPOBOXAAIOLWMMCS APYTMMM («nap-
KMHCOHWM3M NKOC») HEMPOW3BOMbHBIMU ABMXKEHUAMU (MMO-
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KNOHYC, aCUMMETPUYHAS AUCTOHUS, TPEMOP) M NaTepannso-
BAaHHOM KOPKOBOM AMCHYHKUMEN (anpaKCMs KOHEYHOCTW,
CMHAPOM YY>XOW PYKM, KOPKOBblE CEHCOPHblE HapyLUeHWUs B
BMIE aCTepeorHo3a, pacCTpoiCTB AUCKPUMMHALIMOHHOTO YyB-
CTBa, YyBCTBA lokanu3saumm). Mpu nopaxeHnM 4OMUHAHTHOIO
nonyLwapus BO3MOXHO NosBieHne adasuu, Kotopas 0bblYHO
He o4eHb rpybo BblpaxeHa. [TMpamuaHble 3HakK TakKe BCTpe-
4aKTCH, HO 0BbIYHO YMEPEHHO BblPaXeHbl, MPOSIBASASCH NNLLb
rmneppednekcmert Ton an MHOM CTENEHM BbIPAXKEHHOCTY.

BecbMa xapakTepHbl MporpeccupyroLlas 3aMeaneHHoCTb
LLBMKEHWI, TMMOMUMUS, PUTMAHOCTb MbILLLL, M03a crubaTenei,
nmcbasug, nocTypanbHble pacCTPOMCTBA M MafeHUs, KHenoB-
KOCTb» B OAHOM M3 KOHEYHOCTEN (Yalle BCero B pyke), KOPKo-
Bblii MMOKNOHYC. BO3MOXHbI NO6GHbIE 3HAKM B BMAE XBaTa-
TenbHOro pednekca M napatoHMu. KOrHUTUBHbLIA OedekT
pa3BMBaeTCs Ha bonee no3aHWX 3Tanax 6onesuun. Ero npo-
SBNEHUS WMHOTLA MepeKkpbiBATCA C CMMNTOMamu N06HO-
BMCOYHOW AeMEHLMN.

Knuruueckuii nopmpem npozpeccupyrouwiezo
HadvsI0epHO20 NAPAAUYA 8K0Yaem makue
Haubosiee XapakmepHsle Yepmel, KaK
CUMMempUYHAs aKUHe3Us Uau pu2uOHOCMb,
npuyem 60/1bUie NPOKCUMAILHAS, YeM
ducmanbHas; GHOPMANbHAS N03d, 0CO6EHHO
PempoKoIIUC; NIOXAS OMKUKAeMoCmb Ha
Jleeodony; panHaa ducgazus u duzapmpus;
PaHHee HapyuwieHue nocmypanbHbiX QyHKUUL

MaKpocKonmnyeckn npu KOPTUKO-0a3anbHOM LereHepa-
LMW BbISIBNSETCS aCUMMETPUYHAs aTpodus N06HOM U TeMeH-
HOI KOPbl, 0COBEHHO B 0611aCTH, OKPYXKAtOLWENH pONaHAOBY M
cunbBueBy 6opo3ay. He MeHee xapakTepHa AenurMeHTaums
yepHoi cybcTaHumu. B ganeko 3aweawmnx cragmsax 6onesHu
aCMMMeETpUYHas NobHO-TeMeHHasa aTpodusa NoaTBepxKAaeTCS
naHHbiMK KT nnm MPT. B HavyanbHbIX cTagnax 6onesHb nerko
cnyTatb C NposiBneHuaMu 6onesnun MapkuHcoHa. Ong npa-
BMNIbHOM AMArHOCTUKM BOMbLIOE 3HaYeHWE NPUAAETCS BbISB-
NEHWIO anpaKCMYeCcKUX PacCTPOMCTB M TUMEPKMHE30B Ha
$oHe CMHAPOMAa MApPKMHCOHWM3MA. HamoMHWUM, 4TO Apyroe
Ha3BaHWe, MPUCBOEHHOE 3TON HOMe3HM, — «NPOrpeccupyto-
Las anpakcmMyeckas purnaHoCTb.

TakuM 06pa3oM, B Ka4YecTBe K/HUEBbIX CMMMNTOMOB-Map-
KepoB KOPTMKO-Da3anbHOM AereHepaumMum MOXHO Ha3BaTb
AKUHETUKO-PUTMAHBIA CMHAPOM, PE3UCTEHTHbIN K eBoaone,
ACMMMETPUYHBINA C XapaKTEPHbIMU «MAOC-CUMITOMAMM», A
TaKXe natepanu30BaHHYl KOPKOBYH AMCHYHKUMIO (DeHo-
MEH «YYXXOM PYKMW», anpakCMi WM HapyLWeHUsS CNOXHbIX
BMA0B YyBCTBUTENbHOCTM)

bonesHb ougpgysHeix meney Jlesu. bonesnb anddy3HbIX
Teney Jlesu (BAT/1) cumTaeTcs BTOPbIM MO YaCTOTe BCTpeya-
eMOoCTM nocne 6HonesHn AnbureriMepa [ereHepaTuBHbIM
3aboneBaHueM, NpOTEKALLWMM C AEMEHLMEN B NONynauuu
NoXunbix ntofaen. No-BnamMomy, ecTb BCe OCHOBAHMS ONS
Toro, 4ytobbl roBopuTb 0 runoauarHoctuke BAT/1 B Hawen
nonynsaumun. [MaBHbIM nposiBneHMeM 3Toro 3aboneBaHus
SBNSETCS Mporpeccupyiollas aeMeHums. Ee xapakTepHbIMU
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yepTamy CUMTAOTCH QAIOKTYaLMM KOTHUTUBHBIX HApYLLIEHWIA
M MOBTOPSAIOLLMECS IMU30AbI 3PUTENbHbIX FAMOLMHALMA.

[MOMMMO NCUXMYECKMX HAPYLLUEHWIA, UMEIOTCS U MOTOPHbIE
NposIBNEeHNS B BUAE CMMMETPUYHOIO CUHAPOMA MapKUHCO-
HWM3Ma, BO3HWKHOBEHME KOTOPOro He CBA3aHO C NPUMEHEHM-
€M HelponenT1KoB.

OnucaH v pag Apyrux NposiBNEHMIA, KOTOPbIE OTHOCSTCS K
NOATBEPXKAAOLUMM NPU3HAKaM HonesHn anuddy3Hbix Tenew
JleBn: MoOBTOpHble MafLEHMS W CMHKOMbI; TPAH3UTOPHbIE
HeobbACHWMblE HapyLeHus co3HaHus; Taxenas MNBH (opto-
CTaTMyeckas rmMnoTeH3us, HedepXKaH1e MOUM); NOBbILEHHAS
YYBCTBUTENBHOCTb K HEMPONENTMKaM; HapyLlweHus nosene-
HWS, CBSI3aHHble C ObICTpbIM CHOM. [locneaHuit CMHAPOM
BCTpEYaeTcs MPUMEPHO Y KaX[oro BTOPOro € 3TuM 3abone-
BaHMWEM.

Mo cBoeMy naToreHesy OCHOBHble GOPMbl AaTUMUYHOTO
NapKUHCOHM3MA (KMapKMHCOHM3M MOC» CMHAPOMbI) pa3-
LensaoTcs Ha ABe 6onblume rpynnbl npomeuHonamudii: Tay-
natMu U CMHyKnemHonatuu. B ocHOBe Takoro pasgeneHus
NEeXUT Ha3zBaHwue benka, BHYTPUKIETOYHAs arperaums KoTo-
poro Habniopaetcs npu 3Tux 3aboneBaHusax. B rpynny
maynamuli BKNKOYEHbl MPOrpeccupyolWmii HaabsaepHbI
napanuy, KopTuko-H6asanbHas ngereHepauus M nobBHO-
BMCOYHAA [LEMEHLMS C MapKMHCOHM3MOM, CBSI3aHHas C
X-xpomocomon. K cuHykneuHonamusim oTHocATCS 6onesHb
[lapkMHCOHA, MyNbTUCUMCTEMHAS aTpodus, OEMEHUMUS C
Tenbuamu JleBM M HeWpopereHepaums C HakomaeHUEM
Xenesa B Mo3re.

Kpome BbilenepeyncieHHbIX OCHOBHbIX GOpPM aTUnuy-
HOro MapKMHCOHM3Ma, B 3Ty rPynny TakXKe OTHOCAT U HeKO-
Topble Apyrve AereHepatuBHble 3aboneBaHus, Takme Kak
6one3Hb [eHTUHITOHA, 6one3Hb Mapa, HeMPOaKaHTOUMTO3,
6onesnb CeraBbl, AnbureriMepa 6onesHb, a Takxe BCe
$OopMbl CMMNTOMATUYECKOrO (BTOPUYHOTO) NapKUHCOHM3MA,
B T. Y. HOPMOTEH3MBHYK ruapouedanuio. Mpu Bcex 3Tmx
3ab0NneBaHUAX NPOSBAEHUS MAPKMHCOHM3MA WM OKPYXKato-
LMX €ero CUMNTOMOB HE OTBEYAKT KPUTEPUSIM AMATHOCTUKM
6one3Hun MapkMHCOHA, 4TO M NO3BONSET OCYLLECTBAATb KAK-
HUYeckMn anddepeHumanbHbli AMarHo3. MeToabl Helpo-
BM3yanusaumMu penko nomoratoT B AuddepeHuManbHOM
IMarHo3e pasfiMyHbiXx GOPM «MAapKMHCOHM3MA MAKCY, HO
[OCTAaTOMHO 3DGEKTUBHBI B pacno3HaBaHWM BTOPUYHOTO
MapKUHCOHM3MA.

B kauecmee knt04esbix CUMNMOMO8-MAPKEPO8
Kopmuko-6a3asnbHoii 0e2eHepauuu MOXHO HA38amb
AKUHEMUKO-pU2UOHbIii CUHOPOM, pe3ucmeHmMHbIl K
Jlegodone, acuMMempuyHbIii ¢ XapakmepHsIMu
«NJIIOC-CUMNMOMAMU, @ MAKe
J1amepanu3o8aHHyr KOpKosyro OUCGHYHKUUIO
((erHomeH «yyxcoli pyKu», anpakcuro unu
HapywieHUs CI0MHbIX 8UA08 Yy8cmaumenbHoCcmu)

B nocnenHue rofbl GEHOTUMUYECKMIA CNEKTP aTUMUYHOTO
NapKWHCOHM3Ma 3HauMTeNbHO pacwmpmncs. Cnucok 3abone-
BaHWI, KOTOPble TPALMLMOHHO CYMTAKOTCS MPUYMHOM BTO-
PUYHOTO MAPKMHCOHM3MA (N1eKapCTBEHHbIN, TOKCUYECKMH,
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NOCTTPaBMATUYECKMIA, COCYAUCTBIN, MOCTIHLEDANUTUUECKNH,
npu 06bEMHbIX Npoueccax, npu rugpouedanum, NOCTIUNOK-
CUYECKMM), MOMONHWUACS CEroaHs APYrUMU pedkUuMU NpUyn-
HaMW BTOPUYHOIO NMAPKMHCOHWU3MA:

B OtcTaBneHHbIN NAapKMHCOHU3M Noc/e aHaGunakTMyecko-
ro woka.

B AxTMdOCHONMNUAHDBIA CUHLPOM.

B bexyeta 60ne3Hb.

B [lepecanka KOCTHOro Mo3ra.

B OxoroBas TpaBMma.

B Aptepuonatusa uepebpanbHas ayTOCOMHO-AOMMHAHTHAS
C cybKopTMKanbHbIMU MHMAPKTaMK U NerikosHLedanonatm-
e (CADASIL).

JneKkTpoTpaBMa.

[eMUNapKMHCOHU3M-TeMUATPODUS.

KpuornobynmHemus.

Mosi-mos 6one3sHb.

PaccesHHbIN cknepos.

[NapaHeonnactMyeckuit CMHAPOM.

Y3enKoBbIVi NeprapTeEPUUT.

PeBMaTtuyeckas nonMmumantus.

PanvaunoHHOe nopaxeHne HEPBHOM CUCTEMBI.
[cMXOreHHbIN MAapKUHCOHNU3M.

CucTeMHasg KpacHas BOAYaHKa.

Bbille Mbl yke NpUBOAMAKN CNMCOK CUMMNTOMOB, KOTOPbIE
[LOMKHbI BbI3bIBaTb Y Bpaya COMHEHWS B AMarHo3e 60ne3Hu
MapkMHCOHA. Mx aHanu3 no3BongeT NpUIATK K BbIBOLY, YTO
Bce GOPMbl «MAPKMHCOHM3MA MNAOC» XapaKTepM3YTCs
6onee ObICTPbIM TEYEHMEM MO CPaBHEHUID C HONE3HbIO
[apKMHCOHA, HanMYMeM AOMONHUTENbHbBIX CMMMNTOMOB, He
CBOMCTBEHHbIX Bone3Hun MapknHCOHa, 1 XyaLlweln oTKAnKae-
MOCTbIO Ha neBodony. Takum obpa3om, BCe CyLeCTBEHHbIE
OT/INYMS «MAPKMHCOHM3M MIC» OT KNacCUYeckoi 6onesHu
MMapKMHCOHA MOXHO CrpynnupoBaTh B TP OCHOBHbIE KaTe-
ropuu:

B OcobeHHOCTH TeyeHus: bbicmpo npozpeccupyrouul nap-
KUHCOHU3M.

B HemunuyHblie pns 6onesHu MNapkKUHCOHA nposieeHus.

B [Tnoxas unu mpaH3umopHas peakyus Ha 1eeooony.

B duazHocmuke amunuyHo20 NapKUHCOHU3MA
mpyOHO nepeouyeHums 3Ha4YeHue e20
CUHOPOMA/IbHO20 OKPYM(EHUS, M. e. Mo20
HeaposI02U4ecKo20 KOHMeKCma, Ha oHe
Komopoz20 Habnodaemcs NApKUHCOHU3M

M3BeCTHbI M Apyrue AONONHUTENbHbIE KIUHWYECKNE OpH-
EHTUPbI AN ocylecTBneHns anddepeHumnanbHoro aMarHo-
3a: go3pacm Hayana bonesHu, xapaktep Aebrota 6onesHu
(medeHue) W CUHOPOMANbHOE OKpy#eHUe NAaPKUHCOHM3MA.
Tak, NapKMHCOHM3M MOXET BO3HMKATb HE TONbKO B 3PESIOM U
MOXW/IOM, HO U B AETCKOM BO3pacTe, HO €ro 3TMO/orus B
pa3HbIX BO3paCcTax UMEeT OTNYUS:

B [etckuit: BunbcoHa — KoHoBanoBa 6one3Hb, CeraBbl 60-
ne3Hb, 60N1e3HU HaKoMNeHus.

B CpepgHuii: 3HUedanuT, xopes [eHTUHITOHa, MeTabonunye-
CKMe paccTpoicTBa.
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B [Toxwunow: 6onesHb NapkMHCOHA, MyIbTUCUCTEMHAS aTpO-
s, Nporpeccmpyrownii CynpaHykneapHbli napanmy, atpo-
duryeckme npoueccsl B MO3re.

Xapaktep pnebtoTa 60ne3HM (TeyeHue) Takke MOXKET
UMeTb onpeaeneHHoe amddepeHunanbHO-AMarHoCTUYecKoe
3HayeHue:

B OcTpoe Havyano: NocTaHUedANUTUYECKUIA NAPKUHCOHM3M,
COCYAMCTbIA NAPKMHCOHU3M.

B [lopoctpoe: nocTaHuedanUTUYeCKMin NapkKUHCOHU3M, CO-
CYANCTbIN.

B XpoHuyeckoe: gereHepaTMBHble 3a60neBaHMUA.

Momumo KnuHUYecKoii KapmuHbl, 8 OUAZHOCMUKe
amunuyHo20 NAPKUHCOHU3MA UCNO/Ib3YI0M MAKHe
cospeMeHHble 803MOXHOCMU Heliposu3yanusayuu,
MPAHCKPAHUA/IbHOE Y/IbMpPa3syKo8oe
uccnedosaHue u opyaue Memoobl

3necb He0HXOAMMO OTMETUTD, YTO CYLLECTBYET elle OAHa,
ocobas hopmMa TeyeHUs NApPKMHCOHU3MA, @ UMEHHO 06paTH-
MblIV (TPAH3UTOPHbIN) NAPKMHCOHU3M. TaknM TeyeHneM obna-
[LAl0T HEKOTOPblE MOCTUHDEKLMOHHbIE U HeMponenTuyeckue
$OpMbI 3TOrO0 CMHAPOMA.

B AmarHoctuke atMNMUYHOrO MNAapKMHCOHM3MA TPYLHO
nepeoLeHnTb 3Ha4YeHUE ero CUMHAPOMANbHOTO OKPYXKEHUS, T.
€. TOro HeBPOJOrM4yeckoro KOHTeKCTa, Ha (GOoHe KOTOporo
HabnofaeTcs NapKMHCOHWM3M. BmecTe € nNapKMHCOHWM3MOM
MOryT HabNoAATbC MO3KEUKOBAS aTakCus, NMMPAaMUAHbINA U
[pyrue HeBpoONornyeckne CMHAPOMbI:

B Mo3xeykosas amakcus: ONMBOMOHTOLLepebennspHas
atpodus (OMNUA), LWas - Opengxepa cCMHAPOM.

B [Tupamuonsie 3Haku: OTLA, LWag - Openipkepa CMHAPOM,
COCYAMCTbIM NAapKMHCOHM3M MOCT3HUedanUTUYeCKunii nap-
KMHCoHM3M (M1301), xopes [eHTUHITOHA, CTPUOHUTPanbHas Ae-
reHepauusa (CHL).

B [nazodsuzamensHsie: T30, NOCTCUMHANTUYECKUIA NAPKUH-
coHmsm, OMMUA.

B [IBH: Was - Operpxepa cuHapom, CHI, OMUA.

B OkynozupHbie kpu3si: MN3[1, HeMponenTUYeCKMn NapKMUH-
COHU3M.

B nmpouecce ocywectsneHns audbdepeHLManbHOro ama-
rHO3a aTMMMYHOrO MAPKMHCOHM3MA W 6onesHn lNapkuHcoHa
nonesHo Takxke obpalaTe ocoboe BHMMaHME Ha BbIMONHE-
HWe TecTa TaHAEMHOW xoabbbl. HapylweHne 6anaHca Tena B
BMAe OOKOBbIX LIArOB MAM HECMOCOOHOCTU BbIMOAHWUTL TeCT
MOTYT CNYXXUTb LONONHWUTENbHBIM HACTOPAXKMBAIOLLMM CUTHA-
JIOM (€KPaCHbIM GIaromM») BO3MOXHOIO aTUNUYHOIO NapKMH-
COHM3Ma, O0COBEHHO B C/ly4Yae BbIPAKEHHOMO HapyLlleHus
TaHOEMHOM XO4bObI.

[MOMUMO KNIMHWYECKOM KapTWHbI, B AMArHOCTMKE aTMNuy-
HOrO MApPKMHCOHM3MA MCMOMb3YIOT TaKKe COBPEMEHHbIE BO3-
MOXHOCTM HeMpOBM3yanm3aLunm, TPaHCKpaHUaNbHoOe yabTpa-
3BYKOBOE MCCNeAO0BaHWe W Apyrne MeToabl.

JleyeHne aTUMMYHOrO MAapKMHCOHWM3Ma 3aBUCWUT OT ero
KOHKpEeTHOM (opMbl. [1pn BTOPUYHBIX (CUMATOMATUYECKMX)
BapuaHTax NMapkMHCOHW3Ma NevyeHne OCHOBHOro 3abonesa-
HWS MMeeT peluatollee 3HayveHue. CnoxHee obCTOMT feno ¢
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neyeHuneM 3aboneBaHMin U3 rpynnbl «NAPKUHCOHM3M MAKOCY.
Kak npaBwio, oHM M0X0 OTKAMKAKTCS Ha LodaMuHepruye-
ckWe npenapatbl, UM neyebHbln 3PdeKkT nocnefHuXx He
CTOMb BbIpaXeH M cTabuneH. Ho NocKobKy 4acTb 3TUX Naum-
€HTOB BCE e pearnpyeT Ha aHTUNApPKMHCOHUYEeCKMe Cpea-
CTBa, leyeHne 3Tux 3aboneBaHnii TPaAMLUMOHHO HAYMHALOT C
MOMbITOK Ha3HavyeHus OodamMuHepruyecknx cpeacts. [lpu
3TOM He o0653aTenbHO cobniofeHne TPagUUMOHHBIX Peko-
MeHOaumi, pa3paboTaHHbIX 415 Takoro fiedeHuns npu bones-
HU TlapkuHcoHa. Hanpumep, BO3MOXHO 6onee paHHee
Ha3sHauyeHWe podacolepaliMx npenapatoB M — B Clyyae
Heobxo4MMOCTM — B [OCTaTOYHO BbICOKMX Ao03ax. [pyrue
QHTUNAPKMHCOHUYECKME MpenapaTbl, TakMe KakK aroHUCTbI
[OhDAaMUHOBBIX peLenTopoB M aMaHTafMHbI, elle MeHee
3 dEeKTUBHbI MPU aTUNMYHOM NAPKUHCOHU3ME.

Kak » npu apyrux pereHepatmBHbIX 33aboneBaHusX,
30eCb He MpOoTMBOMOKa3aHbl aHTaroHucTel NMDA-peuen-
TOpoB, MeTabonmyeckne, aHTMOKCUMAAHTHbIE, AaHTMANONTO3-
Hble M HOOTpOMHble CpeacTBa. B uenom 3ddekTMBHOCTb
3TMX MpenapaToB B HacTosLlee BpeMsi OCTaBASET Xenatb
NIyYLIEero, HO NepcnekTUBbl neveHns 6onesxu MapkuHCoHa
W OpyrMx AereHepaTuBHbIX 3a60NeBaHWMIM BO MHOIMOM CBSI-
3bIBAOT C CO3AaHMEM Honee 3hdeKTUBHbIX NEKAPCTBEHHbIX
CcpencTs, 061apatolimMx BblllenepeyncieHHbIMM  CBOMCT-
BaMMU.

Cpenu M3BECTHbIX KIMHUYECKMX CUMATOMOB aTUMUYHOIO
NMapKMHCOHM3MA BaXXHOe MeCTO 3aHWMAtoT pa3HOoobpa3Hble
HEMOTOPHblE MPOSABNEHMS, NIeYEHME KOTOpbIX, KaK U Mpu
6one3nu MNapkuHCOHa, TpebyeT NpUMeHeHUs TPaAULMOHHO-
ro CMMMNTOMATUYECKOTO SIeYeHMS.

Tak, Lenpeccus yvauwe Bcero TpebyeT HazHAYeHUs Tpu-
LMKIMYECKMX aHTUAENPeCcCaHTOB (eCM OTCYTCTBYKOT MpoO-
TMBOMOKA3aHMS) WIM WMHIMOUTOPOB OOpaTHOro 3axeaTa
CcepoToHMHa. 3a pybexoM c 3Toi uenbto npu 6onesHu
MapKMHCOHA MCMNONb3YIT TaKXKe 3N1EKTPOKOHBYIbCUMBHYIO
Tepanuio, kKoTopas obnagaeT Takxke M aHTUNAPKUHCOHMYe-
CKUM OEeNCTBUEM.

Cpedu u3eecmHbIX KIUHUYECKUX CUMNMOMO8
amunuyHo20 NAPKUHCOHU3MA BAXCHOE MECMO
3aHUMarom pasHoobpasHvie HeMOMOPHbIE
nposienieHus, 1edeHue Komopbix, KaK U npu
6onesHu lMapKuHcoHa, mpebyem npumMeHeHus
MpaouyLUOHHO20 CUMNMOMAMUYECK020 JIeYeHUSs

[emeHuns TpebyeT HemMenNeHHON OTMEHbI AaHTUXONUHED-
TMYyeCcKUX CpencTB. AHTUXONMHICTEpasHble npenapatbl He
NMpOTMBOMOKA3aHbl Takoro poaa nauneHtaM. OpHako ux
3 PEKTUBHOCTb OCTABNSET XKEeNaTb JyyLero.

YMeHblleHne Ausaptpum npu 6onesHm [lapKMHCOHa
[OCTUrAeTCs KNOHA3ENaMOM M IOTONeANYECKMMU MPUEMAMM.
MHoraa nonesHa Koppekumsa aHTMNapKMHCOHUMYECKON Tepa-
nuu.

MN36bITOUHOE CIIOHOTEYEHWE MOXHO MPEOAONETb XONNHO-
MTUKaMK (HO OHM MeHee 3PdEKTUBHDI), BOTYNOTOKCUHOM,
nepeBs3KoM CNOHOBLIAENNTENILHOIO MPOTOKA, NepeceyeHun-
eM H6apabaHHOM CTPYHbI.
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TpeMop A[encTBus, B OTAMYME OT MAPKMHCOHWMYECKOrO
Tpemopa nokos, NyyLle OTKIMKAETCS Ha B-aapeHobn10KaTopsl,
rekCaMmAuH v KnoHasenam.

3anopbl pekOMeHAylT MpeoAoseBaTb Ha3HAYEHWEM
LM3anpuaa, KOTOpbIA CTUMYAUPYET NepUCTanbTUKY, a Takke
dopnakca, KoTopblit He MeTabonusnpyeTcs, 6esonaceH u He
nmeeT NoboYHbIX 3ddeKToB. MNpK yCuneHnn 3anopos BO3-
MOXHa BpEMEHHas KOMOWMHALMS HEeCKONbKUX CPeacTs
(HanpwMep, Npenapatsl CeHbl, Ba3ennHOBOE Macno, Gopnakc,
pasMmsryatolme ceeyn, obunbHoe nuTbe, yBennyeHne obbe-
Ma MPUHUMAEMOM MUK, KITU3MbI U T. .).

boneBol CMHOPOM HEpeaKo yMeHbLIAETCs Mo BAMSHUEM
podaconepxalwmx npenapatoB, HECTEPOWMAHbLIX MNPOTMBO-
BOCMaNUTeNbHbIX CPEACTB M MHOTAA MMOPeNnakcaHToB.

CuHApOM 6ECNOKOMHBIX HOT, B 3aBMCMMOCTM OT €ro reHe-
33, OTK/IMKAETCS HA MpenapaTbl N1eBOAOMbI, ArOHUCTbI foda-
MWHOBbIX PeLLenTOPOB WK KNOHA3enaM.

HapylweHuns noBeneHus, CBS3aHHble C ObICTPbIM CHOM,
MOAAAIOTCS KOPPEKLUMM KNoHazenaMoM. XKenatenbHa Bepw-
durKaumMa 3Toro CMHAPOMA Noanrpaduyeckon permctpaumei
HOYHOrO CHa U BUAEOMOHUTOPUHIOM.

Mpody3HbI rTMNepruapo3 MoxeT noTpeboBaTb HasHave-
HMS B-aapeHo610KaTOPOB, XONUHOAUTUKOB MU BOTYNOTOK-
CHMHa.

Kune3uomepanus, ncuxomepanus u dpyaue
Memodbl HeleKapcmeeHHoll peabunumayuu
€NocobHbI 3amMemHbIM 06pa3oM ycuaums
3ggekmusHocmb NekapcmeeHHo20 8o3delicmeus
U 8Hecmu eecomyio ienmy 6 yJyquieHue
Kavyecmea yuU3HU 3mux nayueHmos

HapyweHuns cHa TpebytoT yTOUHEHUS UX MPUPOAbI, ONTK-
MM3aLMN QHTUNAPKMHCOHWYECKOW Tepanmu, 0byyeHns naum-
€HTa MpaBWUIaM TUTMEHbI CHA, BKIOYEHWUS B CXEMY NleYeHus
[LONOMHUTENbBHbIX IEKAPCTBEHHbIX CPEACTB.

CuMmnTOMBI Nepudepuyeckoit BereTaTMBHOM HeQ0CTATOu-
HOCTM B 3aBUCMMOCTM OT UX TMNa (OpTOCTaTUYeCKas rMnoTeH-
314, Ny3bIpHble HAPYLIEHUS, HAPYLIEHNS CeKCYanbHbIX QYHK-
UMIA M T. 4.) NbITAtOTC YMEHbLWMTb C MOMOLLBIO TPAAWLMOH-
HbIX B TaKMX Cly4asx pekoMeHAALMM, LWIMPOKO 06CyKAaeMbIX
B nuTepatype. Tak, OpTOCTaTMyYeCcKas TMMNOTEH3US MOXET
YMEHbBLUUTLCS NOA BAMSHUEM MUAOAPMHA, PTOPCOAEPXKALLMX
CUHTETUYECKMX KOPTUKOCTEPOMAOB; C OCTOPOXHOCTbIO (B
CBA3M C IMNepYyBCTBUTENbHOCTbIO) MCMOMbL3YIOT a-3ApeHO-
MuMeTHKK. NokasaHbl B-anpeHobnokatopsl, KodeunH, boratas
CONMbl0 AMeTa u Apyrue cpeacTsa. PaccTpoicTsa Moyencnyc-
KaHWS MOryT MUMETb pa3HOe MM CMELUaHHOE MPOMCXOXAE-
Hve (afeHoMa MpoCTaThl, STPOreHHble HApYLWEHUS Moue-
ncnyckaHug, nepudepmyeckas BereTaTMBHas HeQOCTaToY-
HOCTb). ADeKBaTHas Tepanusg BO3MOXHA NULWb NPU YTOYHE-
HWUU UX NPUPOABI.

Henb3s 3abbIBaTh TakKe, YTO KMHE3MOTEPanus, NcuxoTepa-
n1a v Apyrue MeTofbl HeNekapCTBEHHOW peabunutaumm cno-
COBHbI 3aMeTHbIM 00pa3oM yCUAUTb SPHEKTUBHOCTL NeKap-
CTBEHHOrO BO3AEWCTBMS U BHECTM BECOMYyK NenTy B ‘m.
ynyylleHne KayecTBa XM3HM 3TUX NaLMUEHTOB.
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