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AKTyaAbHble BONPOCkI HeBPOAOrvA

boJie3nb 11apKuHCcoHA
M po0JIeMa JKeHEPHKOB

C.H. Harapuowkun

Jleyenvie 6oneaHmn MapknHCOHA B HACTOSILLIEE BPEMSi OCHOBBLIBAETCSA Ha Ha3HaA4YeHWU IEBOAOMbI, arOHUCTOB A0GAMUHOBLIX
peLenTopoB 1 psaa A0MNOHUTENbHBLIX KOPPEKTOPOB Pa3BUBAIOLLIErOCS HEMPOTPAHCMUTTEPHOMO AncGanaHca. KoMmniekcHbIl
XapakTep MHOrOJSIETHEN Tepanun 1 BbICOKas PacrpoCTPaHEHHOCTb 3a60/1eBaHNA ONpPeaessioT Cepbe3HOe SKOHOMUYECKOE
Gpems 6onesHn MapKMHCOHa Kak AJia naumMeHTa u ero CeMbM, Tak U [/ BCEe CUCTEMbI 3[paBoOXpaHeHns. B cBA3K ¢ aTuM
60/1bLLIOE BH/MAaHWE YAENSETCH BHeAPEHWIO MpenapaToB-aKeHeprKoB, OJIHAKO VX peasibHas TeparnesTnyecKkas SKBMBaNeHT-
HOCTb OpUrMHabHLIM NpernaparaMm 0CTaeTcs AMCKYCCUMOHHONM. B cTatbe npeacrtasfieH npeasapuTesbHbii OMbIT nepesona
nauveHToB ¢ 60s1e3HbI0 MapKMHCOHA C OPUIMHAJIBHOrO MPaMUMEKCOosa Ha ero MKeHeprKkoByo GopMy. PaccmarpusatoTcs
BO3HUKalOLLIME Npu 9TOM npobnemsbl, AenaeTcs nomnbiTka cHopMynnMpoBaTb KIMHUYECKME PeKoMeHJauun npyu u3MeHeHum
CXEMbI JIEYEeHUs, a TaKKe NMoaYepKnBaeTcs HeoBX0aAMMOCTb COBMIOAEHUS ONPEAENEHHOV OCTOPOXHOCTU NMPU Nepexoae Ha
npenaparbl-aKeHepukn, 0CoBEeHHO Y NaLumMeHTOB NOoXWIoro Bo3pacra.

KnioueBble cnoBa: 605e3Hb MNMapknHcoHa, GapMakoaKoOHOMMKA, aroHUCTbI A0hDaMNUHOBBLIX PELLENTOPOB, AXEHEPVKM, Tepa-

neBTn4eckas aKBUBaNEHTHOCTb.

BonesHb MapkMHCOHa SBASETCA BTOPLIM MO 4acTOTe Mo-
cne 6onesHn AnblreiMepa HelipogereHepaTBHbIM 3abone-
BaHMEM 4eNloBeka M BCTPEYaeTCs MOBCEMECTHO. OCHOBHble
JABUratesibHble NposiBieHns 60ne3nHn MNMapkMHCOHa CBSA3aHbl C
aereHepauyen 4opaMMHEPrMYECKOr0 HATPOCTPMATHOMO NyTH,
XOTS1 pacnpOCTPAHEHHOCTb HEMPOAEreHePaTNBHOrO NpoLecca
B rOJIOBHOM MO3r€ U MOJIHbI CNEKTP ABUraTesbHbIX U HeaBUra-
TeNbHbIX CUMMTOMOB AaNIeKO BbIXOAAT 3a npenensl “nodamu-
HOBOW NapaaurMbl” 1 3aBUCST OT GONBLLIOIO KONMYECTBa ApY-
FUX LLeHTPasbHbIX HEMPOTPAHCMUTTEPHBIX cucTem [12, 19]. Ha
CeroaHsIlHNA aeHb 60ne3Hb MapkMHCOHAa NpeacTaBnseT co-
6011 0AHY 3 OCHOBHbIX NPO6EM HEBPONOTUK, MEAMULIMHCKAS 1
couyanbHas 3Ha4MMOCTb KOTOPOI OYEBULHBI.

OCHOBHbIE ycnexu B ieueHuy 6oneaHu NapknHcoHa cessa-
Hbl C 3aMECTUTESIbHBIM MOAXOAO0M, NPeanofaralLLmMM HasHa-
YeHne npealecTBeHHNKa godaMuHa neBooMbl, arOHUCTOB
[0baMMHOBBIX PELLENTOPOB, @ Takke Psaa AOMOMHUTENbHbIX
KOPPEKTOPOB HENMPOTPAHCMUTTEPHOrO AuchanaHca, pas3su-
BalOLLEerocs y Takux naumeHToB [7, 23]. He 6yneT npeysenu-
YEHMEM cKasaTb, YTO M3yyeHne 6onesHn MapkMHCoHa cTano
MOLLIHON OBWXYLLEN CUON Pas3BUTUS COBPEMEHHON HEnpo-
dapmakonorum, a 6e3 Bceli COBOKYNMHOCTU MPOTUBOMAPKNH-
COHWYECKUX CPEACTB CErofHs yxe TPyaHO NpencTaBuTb Te-
KYLLYIO HEBPOJIOrMYECKYIO NPakTUKy [16]. B MHOrOYMCREHHbIX
HapmMako3KOHOMUYECKMX UCCNEL0BAHNSIX BLIABAEHO, YTO NPsi-
Mble U HenpsiMble PacxXofpl, CBA3aHHbIE C BEAEHWEM OLHOro
naumeHTa ¢ 60ne3Hblo MapkrHCOHa, CONOCTaBUMbI B Pa3HbIX
pa3BUTLIX CTPaAHax MUpa 1 B 3aBUCUMOCTY OT CTaammn 601e3Hn
coctasnsioT ot 5000 no 24000 ponn. CLUA [1, 9]. OgHum 13
€CTECTBEHHbIX NyTel peLleHns npobaemMbl TAXKOro 3KOHOMM-
yeckoro GpemMeHu, HaklaabBAEMOro aTM 3ab0NeBaHNEM Ha

Cepreit Hukonaeesuy UnnapuowkumH — npodeccop, 3am.
LMpeKTopa no Hay4yHown paboTe, pyk. OTAena UccneLoBaHui
Mo3ra ®rBHY “Hay4yHbii LeHTp HeBponornn”, Mockea.
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00LLECTBO B LIESIOM 1 CUCTEMY 3[1paBOOXPAHEHUS B YACTHOCTMH,
SBNSIETCH UCMNONb30BAHNE MPOTUBOMAPKUHCOHUYECKMX Mpe-
napaToB-AXEHEPVKOB, KaK MPaBUIO BbIUMPbIBAIOLLMX B LEHE
N0 CPaBHEHWIO C OPUrMHasIbHBIMUK Npenaparamu. OgHako npu
39TOM, 0COBEHHO NMPUMEHUTENbHO K KypabesbHbIM 3aboneBa-
HUSIM 1 COCTOSIHUSIM, NPU KOTOPbIX 3GdEKT npenapaTta MoOXeT
6bITb 3adurKcMpoBaH GykBanbHO “No MUHyTam” (6onesHsb Map-
KMHCOHA, 3MUNENCUs, MUIPeHb U T.N.), BO3HMKAET 6OMbLLOe
KONMYecTBO NpobnieM, TpebyioLLMX CePbe3HOr0 0OCYXAEHWS.
Mop, “mxeHepukoM” (“IXEHepu4ecKUM MPOAYKTOM”) Mno-
HVMMAIOT NEKAPCTBEHHbIN Npenapart, MMEIOLLMIA TakON Xe Kaye-
CTBEHHbIA 1 KONIMYECTBEHHBIA COCTAB aKTUBHbLIX CyOCTaHLMIA
N Takylo Xe NeKapCcTBEHHYIO GOpMy, Kak pedepeHTHbIN npe-
napat, 1 4bsi GMO3KBMBANEHTHOCTb pedepeHTHOMY npena-
paTy NOATBEPXAEHA COOTBETCTBYIOLMMU UCCNEO0BAHUSMM
6uopoctynHocTn [14]. CHOHMM IXeHepuka — TEPMUH “BOC-
Nnpou3BeLeHHOe nekapcTeeHHoe cpencTeo”. o nmeowmmes
oLeHkaM, B MUpe Ha [0/ [HKEHEPUKOB NPUXOANTCA OT 77 [0
88% Bcero dapmpblHKa, a B Hawen cTpaHe — cebitle 90% [2, 3,
10]. SkoHOMUMYECKME NPENMYLLECTBA AKEHEPUKOB B CUCTEME
30PaBOOXPAHEHNST OYEBUIHbI, OOHAKO BOMPOCHI TEpPaneBTu-
4ECKOW 3KBMBANEHTHOCTU OPEHAMPOBAHHbIX U I)KEHEPUKOBBIX
$OopM [10 KOHLA HEe peLleHbl. B 60nblIMHCTBE ClyyaeBs (XOTs 1
He BO BCEX CTpaHax) Npu pernctpaummn keHeprkoB TpebyeTcs
NpOBeAEHVE [OMOAHUTENBHbBIX KITMHUYECKMX MCCNEQOBAHUIA MO
OLeHKe COMOCTaBMMOCTU KIMHNYeCKoro acddekra n npobuns
6e30MacHOCTV HOBOrO U OpPWUrMHANLHOrO npenapaTtoB. MHo-
rMMY aBTOpaMun MoAYEPKMBAETCH HEAOoNyCTUMOCTb NepeHe-
CEeHUsI PE3YNbTATOB KIMHUYECKUX WUCMBITAHUA OPUTMHAbHbIX
npenapaToB Ha KOMWK, YTO YaCTO NPaKTUKYEeTCs Npon3soauTe-
NIMU IKeHEPUKOB [6]. [Ing psaa nekapCTBEHHbIX NpenapaTos
YCTaHOBNEHO, YTO 70% UX [KEHEPVKOBLIX GOPM PacTBOPSIOT-
€S 3HAUUTENBHO MefieHHee opurrHana, a fo 80% mxeHepu-
KOB OT/IMYAIOTCS OT OpUrMHana no KoAn4yecTBy AeVCTBYIOLLEr0
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Havana B eMH1LEe NPoAyKTa; KOAMYeCTBO NpUMecei, He nve-
IOLLMX OTHOLLEHUS K AENCTBYIOWEMY Hadvany, B 6ONbLIMHCTBE
BOCNPOV3BeAEHHbIX 06pa3LIOB Takxe 60sbLUe, YeM B OpUrMHa-
ne [8, 21]. Ang “oamHakoBbIX” NpenapaToB PasnnyHbIX Npou3-
BOAMTENEN MOMYT Pa3nnyaTbCs CXEMbl TUTPOBAHUS (4TO OTpa-
XaeTcs, Hanpumep, Ha cocTase BIMCTEPOB 1 Yncne TabneTok
B YMakoBKax, PacCyMTbiBAEMbIX HA OMNPEOENEeHHbIN Nepuom,
TMTpOBaHuUa — 1 Hed, 21 AeHb M T.4.), @ MHOrAA JaXe 1 Peko-
MeHAyeMble CpefHne/MakcMalbHble f03bl. PagdymeeTcs, BCE
3TO YC/IOXHSIET KIIMHUYECKYIO NPaKTVKy 1 TpebyeT oT Bpayei
HaKorMaeHnst COBCTBEHHOIO OMbiTa B HA3HAYEHWWN KOHKPETHbIX
dopm npenaparta, B TOM yncne audpdepeHumpoBaHHOro yyeTa
BO3MOXHbIX MOOOYHbIX 3P DEKTOB.

OuyeBnaHLIM MPEVMMYLLECTBOM OPUrMHANbHBLIX MPEnapaToB
ABNSIETCS HEPeaKoe Hannyme onpeaeneHHon IMHENKK nekap-
CTBEHHbIX POPM C Pa3NYHLIMU CBOMCTBAMMU, MO3BONSIOLLMX
NPOBOAMTbL VHOMBUAYANbHYIO, ANDGEPEHLMPOBaHHYIO Tepa-
MU0 NCXOAS M3 0COOEHHOCTEN KIMHUYECKOW KapTWHbLI 6ones-
HW. OTO XOPOLLO BUAHO Ha NPUMEPE OpUriHanbHbIX Gopm npa-
MUMeKcona — CTaHOAapPTHOM U NPOSIOHIMPOBAHHOW MoanburKa-
umn npenapata Mupanekc. Hanuyve B apceHane Bpaya Haps-
[y CO cTaHaapTHbIM Mupanekcom hdopMbl C KOHTPOMPYEMbIM
BbicBOOOXAEHNEeM — Mupanekca N[ - no3sonseT obecneyn-
BaTb CTabWUNbHbI 24-4yacoBoli adpdekT y naumeHToB ¢ 6ones-
Hblo [MapKMHCOHA NpWY OAHOKPATHOM Npueme TabneTkn Hesa-
BMCMMO OT pPexXmma nuTaHus 1 kakux-nnbo apyrux ¢bakTopos
[4]. 3TO 3HAYMTENBHO MOBLILIAET KOMMIAEHTHOCTb BOJbHbIX,
YMNPOLLAET CXEMY JIEYEHNS U CMOCOBCTBYET YYULIEHUIO Kave-
CTBa XM3HU, a Takxe nomoraeT fobutscs 6onee ctabunbHOMN
[odaMUHeprnyeckon CTUMynaumm. NOHATHO, 4TO nepcrek-
TUBa BO3MOXHOrO nepexofda Ha GOopMy C KOHTPONMPYEMbIM
BbICBOOOXAEHNEM SBNSETCSH BaXHBIM apryMeHTOM, nobyxaa-
IOLLMM caenath BeIOOP B MOb3Yy OPUrMHANBHOMO npenapaTa ¢
€amoro Havana Tepanuu.

B HacToslLlee Bpems TBEPAO YCTAHOBJIEHO, YTO PEXUM
NPOTMBONAPKMHCOHMYECKON Tepanun KMMeeT YpPe3Bbl4anHO
60nbLIOE 3HAYEHUE B NOAAEPXAHUM CTAaBUABHOCTM AOCTUra-
€MOro KIMHMYeckoro apdekTa n AeTePMUHUPOBAHUN pUCKa
pPas3BUTUS NIEKAPCTBEHHBIX OCNOXHEHWUN (OUCKUHE3NI, BryK-
Tyaumit) [11, 20]. TpagAMUMOHHO CNOCOBHOCTb UHAYLMPOBATb
Takue OCNOXHEHMS MPUNUCLIBAETCS NEBOLOMNE, OAHAKO HEOD-
XOAMMO NMOMHWTb, 4TO ANCKUHE3NW MOTYT Pa3BMBaTbCS TakxKe
N Ha ¢doHe npuema aroHUCTOB AO0MAMUHOBbLIX PELEnTOPOB
[17]. MoaTomy 4yBCTBUTENBHOCTbL MALMEHTOB K HIOAHCAM [0-
damunHeprnyeckon CcTUMynauMyM npenapaTaMu-aroHMCTamm
BECbMA BeNuKa, M PUCK AecTabunmaauuy Xpynkoro Hempo-
TpaHCMUTTEpHOro GanaHca npu nbomM naMeHeHun obLLel
CXEMbI IEYEHVSI UMW €€ OTAESbHbIX KOMMOHEHTOB (0COOEHHO
B pa3BepHyTON cTafuy 6one3Hn, Ha GoHe MHOXECTBa NPUHU-
MaeMbIX NPenapaToB) HeMb3s He40OoLEeHNBaTb. I3BeCTHO, 4TO
[0ns “HOH-PEeCcnoHAEPOB” MPU MPUEME OCHOBHbIX NPenapaToB
13 rpynmnbl arOHUCTOB LOMAMUHOBLIX PELLENTOPOB (Mpamunex-
cona, ponvHupona, nupubenuna n ap.) NpUMEPHO 0AMHAKOBA

1 cocTtaBnseT npubnuantensHo 20-25% [5, 24]. Haw onbIT
paboTsl C “opuUrMHanbHbIM” Mupanekcom CBUAETENLCTBYET O
TOM, 4TO CMMMTOMATUYECKOE U NOBOYHOE AENCTBMS Npenapa-
Ta OYEBMIHbI YXe Mpuv npueme HeOOMbLUION [03bl B MPOLECCe
TUTPOBAHWS, a AaNbHElLLIee yBENNYeHe 003bl, BAMSS HA CTe-
NeHb KIMHNYEeCKOoro addekTa, no4Tn He 3MeHseT 3adrKCnpo-
BAHHYIO “OTKINKAEMOCTb” MU “HEOTKIIMKAEMOCTb”KOHKPETHBIX
naumeHToB Ha npenapart [5]. Jo Tex nop, noka He Oyaet ybe-
[NTENbHO NPOAEMOHCTPMPOBAHA aHANTOMMYHOCTb TAaKOro “rnpo-
Guna MHAMBMAOYANLHOW YYBCTBUTENbHOCTU” AN OpUrMHab-
HOrO W [IXEHEPWKOBBIX MPenapaToB, rOBOPUTL 06 MX MOJSHON
NOEHTUYHOCTM He NPEeLCTaBNSeTCS BO3SMOXHbIM.

MnniocTtpauyeli BbILLEN3NOXEHHOMY MOTYT CIYXWTb Che-
LYIOLLME KIIMHUYECKMNe ciy4aun.

Mon Hawum HabniopgeHnem Haxoaunocb 3 nmauyeHTa co
cMellaHHon dopmoii 6oneann MapkuHcoHa, |l cTagms no
OYHKUMOHANBHOW LWwKane XeH-9pa (2 MyX4uHebl, 1 XeHwuHa,
Bo3pacT 58, 67 n 71 rog COOTBETCTBEHHO), KOTOpble Bbiin
nepeBefeHbl C NpYeMa OpurMHanbHOro npamunekcona (Mu-
panekc) Ha OfHy M3 OXeHepurKkoBbix GOpPM 3TOro npenaparta,
3aperncTpupoBaHHbIX Ha Tepputopumn Poccuiickoin Penepa-
ummn. Bo Bcex cnyyasx npamunekcon B go3e 1,5 nnn 3,0 mr/cyt
npuHuMancs B kombuHaummn ¢ npenaparamu feBoaons! (ne-
Bofona/kapbugona — 2 GonbHbIX, nesogona/6eHcepasug —
1 6onbHOI). Y 2 60onbHbIX Obina NpoBeeHa OOHOMOMEHTHAS
3ameHa Mupanekca CO CTaHAAPTHbIM BbICBOOOXAEHNEM Ha
NpamMm1nekcon IXxXeHeprK B SKBMBANEHTHOM 403, ay 1 naumeH-
Ta — 0IHOMOMeHTHast 3ameHa Mupanekca N, 3 mr/cyT Ha npa-
MUMEKCOS I)KEHEPUK B SKBUBANEHTHOM 1,03€ (OCHOBAHUEM ANS
3TOro nocnyxuna n3bbITo4Has OHEBHAS COHNMBOCTb, TPAKTO-
BaBLLASACS JIeHaLLyIM BPa4YOM KakK OCJTIOXHEHWE NpremMa MMEeHHO
NPOOHIMPoBaHHON opmMbl Npenapara). Y 1 naumeHTa nocne
N3MEHEHUS1 CXEeMbl JIeYeHUst Ha MPOTsSKeHUW 6 Hepn Habnio-
[eHVS1 KakuX-mbo M3MEHEHUIA B COCTOSIHUM HE MPOM3O0LLIO.
Y nByx opyrux 60sbHbLIX CMYyCTS KOPOTKOE BPEMS NOCNe nepe-
Xoda C OPWIMHANbLHOrO mpenapara Ha BOCMPOU3BEAEHHbIV
6b1710 OTMEYEHO YXYALLIEHNE COCTOSIHWS TOV UM MHOW CTEMNEHW:
HEKOTOpOoe ycuneHne GeHoMeHa NCTOLWEHNS AEACTBUS O03bl
nesofonbl (1 60nbHOI); HapacTaHue YMCTBEHHON 1 dusnye-
CKOW YTOM/IIEMOCTH, CHMXKeHne padoTocnocobHocTu (1 60sb-
HOW); YCUNEHNE HOYHbLIX CUMMNTOMOB (2 GOJbHBIX); NOSIBNEHNE
Kpamnu (2 60/bHbIX); TEHOAEHUWS K CHUXEHWIO apTepuanbHOro
nasnenus (1 6onbHOM). B 060mx aTHx cnydvasx peyb Lia o na-
umeHTax 6onee noxwnoro Bo3pacta (67 n 71 ros), npyHUmaB-
LUMX OOCTATOYHO BOMbLIYI0 403y Npamunekcona (3 Mr/cyT) Ha
npoTsbxeHun 6onee yem 5-netHero nepuoga (5,5 n 8 net), npu
39TOM OJVH M3 HUX NEPELLEN HA NPAMUMNEKCON [KEHEPWK C Mpe-
napata Mupanekc N4. Y naumeHTa, 0TMETMBLLErO OTHET/IMBOE
YXYAOLIEHNE COCTOSIHUSA YXe Ha 4-1 figHb Nprema npaMunexkco-
na IXEHepuKa, Ha NPOTSXKEHUN AJIMTENBHOrO BPEMEHN MENN
MECTO 3anopbl (MHOTAQ CMEHSIIOLMECS HEYCTOMYMBLIM CTY-
JIOM) 1 NePUOAMYECKME aNmn30abl “nponycka” Ao3bl N1EBOAOMbI
(XpOHM4YEeCKMiA cybaTpoduryHecknii racTpUT B aHAMHE3E).

HepsHsbie 6one3nn 12015
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AKTYaAbHble BONpOCklI HEBPOAOI A

O6a yka3aHHbIX nauueHTa ¢ 60n1e3Hbto MapkMHCOHA BEPHY-
JINCb K NMPUEMY OPUrHANIbHON GOPMbI MpamMunekcona cnycTs
15-25 pHeit OT MOMEHTa U3MEHEHUS CXEMbI Jle4eHus, nocne
Yero 1x COCTOsIHME CTabUNM3NPOBaNOCh.

Takum 06pa3oMm, COrnacHO HaLleMy OrbITy, Ha 3aMeHy npe-
napara XyXxe pearmpoBanu MOXusble NauMeHTbl, KOTOpble B
Hallen cepun Cnyvyaes nprHMMany 6onee BbICOKYIO 103y npa-
munekcona (3 Mr). XopoLo N3BECTHO, YTO PUCK OCNIOXHEHWI
NpY NPUMEHEHWN arOHUCTOB JO(AMNHOBBLIX PELLENTOPOB yBe-
NINYNBAETCS C BO3PACTOM, a y nauneHToB ctape 70 neT Ha-
3HAYEHVE AroHNCTOB LOMAMUHOBLIX PELENTOPOB OOLIYHO HE
pekomenayetcs [7, 24]. OueBUAHO, Y Takmx BONbHBIX B CUIY
MOBBILLEHHOW YYBCTBUTENBHOCTN K NPSIMO AodamMuHepruye-
CKOI CTUMYnsiummn Tem 6onee He MOXET ObiTb PEKOMEHIOBAH
nepexon C OpuUrvHanbHOM ¢opmbl 0ODAMUHOBOIMO aroHu-
CTa Ha OxeHepuk. M1oxo nepeHec nepexon, Ha [KEHeprK COo
CTaHOAPTHLIM  BbICBOOOXAEHWEM MPAMUMNEKCONA MaLMEHT,
nony4aBLUNIA paHee MPOOHIMPOBaHHy0 dopMy npenapaTa —
Mwupanekc MNA4.

MHTepecHo, 4To Hanbonee OTYETMBOE M BbICTPOE YXya-
weHmne B 1 cnyyae 6bI10 aCCOLMMPOBAHO C MHOMONIETHUM Ha-
PyLLEHMEM MOTOPUKM XENTYA04HO-KMLLEYHOMO TPAKTA, 1 3TO HE
C/ly4anHo. BeretatmBHOM MHHEPBALLN XENYyA0YHO-KULLEYHOrO
TpakTa 1 K1wweyHoin abcopbumm B HacTosLLee Bpems npuaa-
eTcs 60/bLLOE 3HAYEHME HE TOJbKO B papMakoKMHETHKE MpPo-
TUBOMAPKUHCOHNYECKMX CPEACTB (B NEpBYI0 04epeb NeBOA0-
Mbl), HO U B NaTOreHe3e camoro 3aboneBaHns B CBS3W C BO3-
MOXHbIM LIEHTPUNETANbHBIM PACNPOCTPAHEHMEM MATONOMM-
4eckon n3ohopMbl 0.-CUHYKNEMHA OT HEMPOHOB MENCCHEPOBA
1 ayapHaxoBa CNaeTeHWn KLLIEYHKKA N0 BOMIOKHAM N. vagus B
CTBONOBbIE CTPYKTYpbl Mo3ra [18]. CocTosHMe XenynouHo-Ku-
LLIEYHOro TpakTa fBASeTCs 3Ha4YMMbIM GAKTOPOM, BO MHOTOM
onpenensowmm npy 6onedumn MapknHCoHa pesynbTaT nede-
HWS, MO3TOMY OYEBMAHO, YTO Kakue-nnbo HapyLUeHWst B 3TON
cdhepe MOryT 0CNOXHUTL MPOLLECC Nepexoia C OAHOro npena-
paTa Ha opyrow, aaxe 6113kuiA No CBOUM CBOMCTBaM [22].

[ns naumeHToB ¢ 601e3HbI0 MapkKMHCOHA, Tak Xe Kak 1 ans
GONbHBIX C APYrMU XPOHUYECKUMIK HEBPOJSIOMMYECKUMN 3a-
6oneBaHNsMM, B TOM UM MHOV CTENEHW XapakTepeH nnauebo-
adpdekT. HTEpecHo, 4To B HepaBHelt paboTe A.J. Espay et al.
(2015) 6bIn NpoaHanuaunpoBaH pe3ynbTaT nprema nnauebo
npu 60ne3Hu MNMapkMHCoHa ¢ ABUraTelbHbIMU GAYKTyaUnsaSmm B
3aBMCMMOCTW OT 03BYHEHHOI CTOMMOCTY Npenapara, KoTopbIn
npvHMMan naumeHt. Ecnn 60nbHOM Npu Ha3HavyeHuy nnawe-
60 ayman, 4To 3TO HOBbIM “AOPOrol” aroHUCT AOPaMUHOBLIX
peLenTopoB, KNMHUYeckuii apdexT Obln NOYTH B 2 pa3a BhiLLe
(v paxe nNpubaAMXKancs K TakoBOMY NeBOAOMbI), YEM B CIIyHasix,
Korga MmauMeHTy roBOpWMAM O HasdHayYeHuu emy “gelleBoro”
cpencTea [15]. 91v pasnuuns Habnganucs faxe B naTTepHax
aKTMBaLMM MO3ra no JaHHbIM GYHKLMOHANBHOW MarHUTHO-pe-
30HaHCcHOW Tomorpadum [15]. B aToi CBSA3M XapakTepHO, 4TO B
HaLLUX HABNIOAEHUSAX HU Y KOrO U3 6ONbHBIX, NEPEBELIEHHBIX CO
“cTapont” opuriMHanbHoOn GopMbl Mpamunekcona Ha “HOBbIA”
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IDKEHEPUK, He ObINI0 0TMEYEHO YNyYLLIEHNUs — HaNpoTKB, Y ABO-
UX HabnAanoch ONpeaesieHHoe YXyALIEHNE CUMMNTOMATUKM.
Lpyrvmu cnoBamu, aneMEHT “HOBM3HBI” HUKAK He Crnoco6CT-
BOBA/ Nlyyllei NepeHOCUMOCTM MPOBOAMMOrO NIEYEHUS, YTO
MOXET CBUAETENLCTBOBATL B MOJIb3Y OPUIMHANBLHOIO NpamMu-
nekcona (Mupanekca).

AHanM3 OaHHbIX MTEpaTypbl, MHOTONETHAS KIIMHUYECKas
npakTMka 1 Hawl COBCTBEHHbIA NPeaBapPUTENbHbIA OMbIT MO-
3BOJIAIOT CAENATb HECKOMBKO BbIBOAOB.

1. Mepexo Ha oXeHepuK HelenecoobpaseH y NaumneHToB,
NMPUHUMAIOLLMX  OPUrMHANbHBIA  NPOTUBONAPKUHCOHUYECKIIA
NleKapPCTBEHHbIN Mpenapar B TeYeHWe AJIMTENBHOrO BDEMEHN, @
TakkKe B Cly4asx npuema BbICOKMX 4,03 OPUrMHANBHOMO NPOTU-
BOMAPKMHCOHMYECKOr0 Npenapara.

2. Mepexof Ha AXeHepyrK y NaLMeHTOB NOXMIOr0 BO3pacTa
COMPSXEH C PUCKOM CYOBLEKTMBHOMO YXyALeHus u ycyrybne-
HUS1 KIIMHUYECKOM KapTWHbI, MO3TOMY Takoe M3MeHeHWe Tepa-
nMn nyyie, no-BMaMMOMY, OCYLLECTBASATL Y 6osiee MoNoabix
naumeHToB, 0CO6EeHHO NPUHUMAIOLLMX NpenapaT 0THOCUTElb-
HO HeaBHO.

3. Puck yxyaLeHyst npu nepexofe Ha [KeHeprkoByto dop-
My BbiLLIE Y MALMEHTOB C 3arnopamu 1 racTponapesom.

4. HeoGX0OMMO CTPEMUTHLCS COXPaHATb PEXMM MOCTO-
AHHOM J0daMUHEPrnyeckor CTUMYNAUMK, OOCTUMHYTbIA Npu
npreme OpurMHanbHOro Npenapara — aroHncTa LoMamMmMHOBbIX
PELLENTOPOB C MPOAOHTMPOBAHHbLIM (24-4aCOBbIM) AENCTBUEM.

5. O6Lme 3aKOHOMEPHOCTU TUTPOBAHNS [103bl, YCTaHOB-
NEHHbIE 1151 OPUIMHANBLHOMO NIEKapCTBEHHOIO Npenapara, He
BMOJIHE MPVMEHMMbI MPY NCMNONb30BaHUN axkeHepuka. Kax-
[blA [KEHEPUK, OTHOCSLLMIACS K rpynne nNpoTUBONAPKUHCO-
HWYECKUX CPEACTB, LOJIXEH MPOXOAUTL CBOW COOCTBEHHbIN
nyTb KAMHWYECKMX WCCNedOBaHWi, C NOCNEeAyloLlen Bbipa-
60TKOW leTanbHbIX PEKOMEHAALMIA N0 A,O03MPOBKAM 1 PEXUMY
TUTPOBAHWS.

6. Mpodunb No6oYHbIX 3PDEKTOB U NEPEHOCUMOCTb [XKe-
HEepPVIKOB MOTYT MO PsAY TOHKMX MPU3HAKOB OTANYATLCS OT aHa-
JIOMMYHBIX XaPaKTePUCTUK OPUTMHANBHBIX MPENapaTos.

Bcé BbileykazaHHOe TpebyeT OT Bpaya OOsbLIOA 0CTO-
POXHOCTW, OTBETCTBEHHOCTU U TEPMNEHUS MPU NPUHATAX pe-
LWeHns 0, kasanocb Obl, “paBHOLEHHON” 3aMeHEe aroHucTa
[0baMVHOBBLIX PELEenTOPOB WAM OPYroro MPOTUBOMAPKUH-
COHMYECKOro CpPeacTBa Ha OXeHepukoByto ¢opmy. o BO3-
MOXHOCTU Takoro nepexoga chegyer m3beratb, 0COBEHHO
nNpyu MHOFONETHEM MNPUEME KOHKPETHOrO JeKapCTBEHHOro
npenapara, npueme GOnblUINX A03 Npenapara, y NauMeHTOB
CTapLUMX BO3PACTHBIX FPYMM 1Y MALMEHTOB C ONPEeAENEHHbIMY
HapyLLUEHUAMU MOTOPUKU XENYA04HO-KMLLEYHOr 0 TpakTa. MNpu
npvieme MnpPoSIOHrMPOBaHHOW GOPMblI OPUTMHANBHOTO aroHu-
cTa nodamuHoBbIX peuentopos (Mupanekca M) nepesos Ha
[XEHEPUK CO CTaHAAPTHLIM PEXUMOM abCcopbLIMK yaLLle BCEro
He OnpaBabIBAETCS.

CoBpemeHHble BO3MOXHOCTU Tepanuu 6onesnn MapkuH-
COHa MO3BOMSAIOT CYLLECTBEHHO YBEMYNUTL OXUOAEMYIO MPO-



AKTyaAbHble BONPOCkl HEBPOAOr

OOJKNTENbHOCTb XU3HW, B CTy HEro BHUMaHMe K N3/10)KEHHbIM
[0AroBpeMEHHbIM PpakTopamM BEAEHNS NALMEHTOB, BANSIOLMUM
Ha Ka4eCTBO UX XN3HN, KOMMNIAEHTHOCTb U MPOrHO3, ABNAeTCA
0C00EHHO 3Ha4UMbIM [13].
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HeBponorndecknin aAropytm

JlnddepeHnmaibHag JTMATHOCTUKA XOpeH

FO.A. Ceausépcmos, C.A. Karomnuroe

Xopesi 0OTHOCUTCS K FMMEPKUHETUYECKUM OBUraTesbHbIM PACCTPONCTBAM U XapakTepuayeTcst 3bbITOYHbIMKU BGecrnopsaoy-
HBIMW PE3KUMU HEPUTMUNYHBIMU HACUSIbCTBEHHBLIMU ABUXEHUAMU. E€ BbIPDaXEHHOCTb MOXET BapbMpoBaTh OT JIerkoro ABu-
raTenbHOro 6ecrnokoncTBa C NEPUOAMYECKN YCUITMBAOLLENCS XECTUKYNAUNEN N Ype3MEPHOW ABUraTeNIbHON 3KCNpeccuen
(Hanpumep, 6ecrnokoliHble ABUXEHMS B pyKax U HEYBEPEHHas NoxoKa C NpUTaHLO0BbIBAHWEM) A0 HENpekpaLlaloLwmMxcs Bbl-
PaxXeHHbIX HACUNbCTBEHHbLIX ABUMXEHUI BO BCEM Tene, NPUBOOALLNX K 3HAYUTENbHOM MHBanuamsaumm. Hacrtoswas crarbs
NOCBSILLIEHA Pa3NYHBIM NPUYMHAM XOPEU KaK ABUraTeflbHOro pacCTporCcTBa U BONPOCaM ANArHOCTUKM COCTOSIHUI, CONpPOo-

BOXOAKUWMXCH pacCcMaTpmnBaeMbIM r’MNepPKMHE30M.

KnioueBble cnoBa: HacneacTBeHHaa xopes, NpruobpeTeHHasn xopes, NPuYnHbl, cOop aHamMHe3a, OCMOTP, 1abopPaTOPHO-UH-
CTPYMeHTasbHble 006CNe0BaHNs, FeHETUYECKOE TECTUPOBAHNE N KOHCY/ILTUPOBaHNE, MeaNKaMeHTO3Has KOPPeKLms.

Uctopuyeckas cnpaeka

TepMuH “xopest” NPoMCXoanT OT FPEYEeCKOro CNoBa (opeLa,
O3Havalwero “raHey”’. BnepBble B MEAMUMHCKOM KOHTEK-
CTe ero mcnonb3oBan anxumMmuk lNapauensc (1493-1541) npu
onucaHum Chorea Sancti Viti (nnsicka cestoro Butra), KoTo-
pasi, BO3MOXHO, Oblna aNMAEMUYECKUM BapUaHTOM UCTepuye-
CKOW XOpew y Mofel, BnagaBLUnX B PEUTMO3HbIN 9KCTa3 [24].
MNosnHee T. Cuperram (T. Sydenham, 1624-1689) B npouecce
U3y4eHus NIsickv CBATOro Butra Boienvn Gopmy AEeTCKOM xo-
peu, koTopas Tenepb HOCUT ero ums. B 1872 . . [eHTUHITOH
(G. Huntington, 1850-1916; B pycckoi TpaHckpunumm ero da-
MWMS BCTPEYAETCS TaKXe Kak XaHTUHITOH) CNycTs rof, nocne
nofy4eHns AMnaomMa Bpaya onncan HacneaCTBEHHbIN BApUaHT
xopen ¢ [ebioToM BO B3POCNOM BO3paACTe, COMPOBOXAA0-
LUMIACS KOTHUTUBHBIMU U MCUXUYECKUMUN HapyLLeHWsiMK. Bro-
cnepcTBuMM 3T0 3abonieBaHve MonyYnno HaseaHue “GonesHb
leHTnHrTOHA” (BI) (B NUTEpaType OHa Hepeako 0603HayYaeTcs
Takke kak “xopest [eHTMHITOHA”). Ha cerogHsawHuin aeHb bl
SBNSieTCs Hanbonee 4acTol NPUYMHON HACNEACTBEHHON XO-
peun. MyTauus, NpUBOASALLAS K ee pa3BuTUiO, Obina BbiSBNIEHa B
1993 r. 6Gnaropapst ycunmsam MmexzayHapoOHol nccnenoBatesib-
ckov rpynnbl [19].

Xopesi MOXeT OblTb HACNEACTBEHHOW U NPUOOPETEHHON
(tabn. 1).

MpuynHbI HacNeaCTBEHHOW XOpen

Bone3Hb [eHTUHITOHA

BonesHb EHTMHITOHA SABASETCA HEYKNOHHO MPOrpeccu-
pyIOWMM ayTOCOMHO-AOMUHAHTHLIM HepoaereHepaTuBHbIM
3aboneBaHNeM 1 camMoli 4acTol NMPUYMHOINA HacnenCTBEHHOM
xopen. Kak npasuno, BI' MmaHndecTMpyeT BO B3POCTIOM BO3-
pacTe (cpenHuii Bo3pacT aebtoTta npumepHo 40 net), ogHako
onmcaHbl GopMbl 3TOro 3abonesaHns ¢ Ae6OTOM B AETCKOM
1 noxunom Bo3pacte. CmepTb HacTynaet cnycta 15-20 net

V HeBponoruyeckoe otaeneHne ®rBHY “HayuyHbii LeHTP
HeBponornn”, Mocksa.

Opuit AnekcaHgpoBuy CenmBEPCTOB — acnypaHT.
Cepreit AHaTtonbeBud KniowHUKOB — KaHA. Mepn. Hayk,
BEJ,. Hayy. COoTp.
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rocsne nosiBfeHns cMMNTOMOB 3aboneBaHust. boneaHb leH-
TUHITOHA BCTPEYaeTCs MOBCEMECTHO. PacnpoCTpaHeHHOCTb
ee B nonynauuu 3anagHol EBponbl COCTABASIET B CPeOHEM
4-10 cnyyaeB Ha 100000 HaceneHus, YTO NO3BONSIET OTHECTU
370 3aboneBaHune K opdaHHbIM [1].

Ta6nuua 1. MpryrHbl HACNEACTBEHHO 1 MPUOBPETEHHOW XOPEM
(apanTnpoBaHo n3 [41])

MpuYrHbI HacNeaACTBEHHOW Xopeu

BonesHb [eHTMHITOHA (Hanbosee YacTas npuMyYnHa
HaCneaCcTBEHHOW XOpeu)

XopeoakaHTouMTO3

CuHapom Makneoga

[JeHTaTopybponannmaonioncosa atpodus
[lobpokayecTBeHHas HacNeACTBEHHAs Xxopes
CnuHouepebennspHble atakcun 1-ro, 2-ro n 17-ro Tunos
MuToxoHapuanbHble 3a60neBaHns

HacnencteeHHble NPYOHHbIE 3a001eBaHMs, BKAOYas
reHTUHITOHOMOA06HOE 3aboneBaHne 1-ro Tvna
[eHTMHrToHONoA06HOEe 3aboneBaHve 2-ro Tmna — CBA3aHO
C MyTaumen B reHe 1oHkTodunmHa (junctophilin)
[eHTUHITOHONoA06HOE 3aboneBaHue 3-ro Tvna — MyTauus
HEN3BeCTHa, O4eHb peskoe 3aboneBaHne

BonesHb BunbcoHa

BonesHb ®pupaperixa

HelipopereHepaumsa ¢ HakoMIEHMEM Xefesa B rOSIOBHOM MO3re
ATakcusi-TeNleaHrnakTasus

HenpodepputnHonatus

JInzocomanbHble 601e3HM HaKomnneHns

HapyLeHns o6bMeHa aMMHOKUCOT

Ty6epo3Hblii CKepo3

MpuyrHbI NPMOGPETEHHOI XOPEn

OuaroBble NOpaxeHus BELLLECTBA FOMIOBHOMO MO3ra (Hanpumep,

BC/IEACTBYE MHCYNbTA UM HOBOOOPa30BaHus)

MpUMEHEHNEe HEKOTOPLIX IEKAPCTBEHHbIX MPenapaToB (Tab. 2)

Xopes 6epeMeHHbIX

TrpeoTokcKkos

CucteMHas kpacHas BonyaHka/aHTMdochoNMNUAHbIA CUHAPOM

[MOCTUHPEKLMOHHbBIN CUHAPOM:

o xopesi CugeHrama (Bcneactane nHdEKLMn, Bbl3BaHHOM
CTPENTOKOKKOM rpynmbl A);

® [1eTCKNE ayTOVMMYHHbIE HEMPOMNCUXNYECKME PaCCTPOVCTBA,
aCCOLMMPOBaHHbIE CO CTPENTOKOKKOBOM MHbEKUNEN;

o 3HUEedanuT, BbI3BaHHbIN BUPYCOM NPOCTOro repneca

WcTtnHHas nonnuutemums

WHpekumoHHble 3aboneanus (CMWL, BapraHTHas 60/1€3Hb

Kpentudenbara-gkoba
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Ta6nuua 2. leHeTnyeckue 3ab6oneBaHns ¢ beHoTunoM, 6nmakum k Bl (aganTtmuposaHo n3 [41])

3aboneBaHue

[eHTMHrToHoNoao6Hoe 3abonesaHne 1-ro Tuna

[eHTMHrToHOMoA06HOe 3aboNeBaHme 2-ro Tuna
[eHTUHITOHOMOA06HOE 3a6oneBaHmne 3-ro Tvna
CnuHouepebennsapHas atakcus 17-ro tuna
[pyrve HacneCTBEHHbIE MPUOHHbIE 3a60NeBaHUs

MpuynHa
UcTtuHHbIe peHokonuu BIr

YBeNMYeH1e Yncna Tak HasblBaeMbIX OKTaNenTUAHbLIX MOBTOPOB B FeHE,
KOOMPYIOLLLEM MPUOHHBI 6en0K

TpYHYKNE0TUAHASA SKCMAHCUS B FeHE, KOAMPYIOLLEM IOHKTODUANH-3

MyTtauus He naeHTndrumMpoBaHa

TpyHyKneoTuaHas aKCnaHcus B reHe, kogmpytolem TATA-cBs3bIBatOLLMIA 6ok
MyTaumu B reHe, KoanpyioLLeM NproHHbI 6enok

CnuHouepebennapHas atakcus 1-ro tmna
CnuHouepebennapHas atakcus 3-ro Tmna
[eHTaTopybponaninaonioncosa arpodus
XopeoakaHTouuTOo3
HenpodepputnHonatms

HelipoaereHepaums ¢ HakomneHeM xesnesa
B FOJIOBHOM MO3re/MaHTOTeHaTK/Ha3a-
accoLymMpoBaHHas HempoaereHepaLms

TpyHYKNeoTUAHAsA SKCMaHCUS B reHe, KOAMPYIOLLEM aTakCuH- 1
TpYHYKIE0TUAHASA SKCMAHCUS B FeHe, KOAMPYIOLLEM aTakCuH-3
TpuHyKNeoTnaHas SKCnaHcus B reHe, KOAMpYyoLwem atpopuH-1
MyTauus B reHe, KOAUPYIOLLEM XOPEUH

MyTauus B reHe, KoAMpYyIoLLEM NIErkyto Lenb GepputuHa
MyTaumn B reHe PANK2

3aboneBaHus, KNMHMYECKas KAPTUHA KOTOPbIX MOXET GbiTb cXx0Xa ¢ BI’

BonesHb BunbcoHa

JobpokayecTBeHHast HAaCNeACTBEHHas Xopest
BonesHb ®pupapeiixa

MwuToxoHapuanbHble 3abonesaHns

CyTb MyTaumn, npueoasLLel K passutuio Bl 3aknoyaeT-
ca B akcnaHcum CAG-noBTOPOB (KOAMPYIOLLMX FIYyTaMUH) B
1-M 9K30He reHa HTT, OTBETCTBEHHOr0 3a CUMHTE3 Oenka reH-
TUHrTMHA [2, 19]. Takon “noanrnyTaMMHOBLIA” TUA MyTaLMK
XapakTepeH Takxe AN cnmHouepebennsapHoii atakcum (CLLA)
1-ro Tmna n psiga opyrvx HacneaCTBEHHbIX HepoaereHepa-
TUBHbIX 3abonesaHuin [22]. B Hopme yncno CAG-noBTOpOB B
reHe HTT BapbupyeT oT 10 o 29 konwuid, B TO BPEMS Kak npu
Bl nx konnyectso coctaBnset 36 1 6onee. CnengyeTr OTMETUTD,
4To nMpwn akcnaHcun B 36-39 NoBTOPOB 3ab0neBaHne UMeEET
HemnonHytlo neHeTpaHTHoCTb [35]. Pasmep CAG-akcnaHcum
MMeeT TEHAEHLMIO K YBEIMYEHMIO N3 MOKOSIEHUNS B MOKOJIEHNE,
0Cc0BEHHO ecnin nepefaya MyTaLmm NPOUCXOAMT NO OTLLOBCKOM
NnHUK [25]. 3TO ABNEHKE NEXUT B OCHOBE aHTULMMALMN — YCU-
NeHUs BbIPAXEHHOCTY NPosiBNeHuid 3aboneBaHns B mocneayio-
LLMX MOKONeHUsIX. IHTEPECHO, 4TO B NOMNYNSLMU MOXET Habto-
[aTbCs 1 fBNeHne, o6paTHOe aHTULMNauum, ¢ yMeHbLIEHNEM
BenmymHbl CAG-akcnaHcum B nocnegytowem nokonenuu. Cy-
LeCTBYET Koppenaums mexay konmdectsBoM CAG-noBTOpoB
1 Bo3pactoM aebiota bBI' — yem Gonbliue BennymMHa 3TON Tpu-
HYKNEeOTMAHON 3KCnaHcuu, TeM paHblue MaHudecTupyeT 3a-
6onesaHue [5]. Y 6onblMHCTBA HOcKTENen myTauum Gonee
yem ¢ 50 CAG-noBTOpamMn cUMNTOMbI 60NE3HM, Kak NpaBuno,
pasBuBatoTcs B Bo3pacTte o 30 net. BmecTe ¢ TeM BenmymHa
CAG-akcnaHcumn onpepensieT Bospact gebiota Bl nnwb Ha
60% 1 He NO3BONSIET CYAUTb O BO3MOXHbIX (DEHOTUMNYHECKMX
0COBOEHHOCTSAX M Temnax MporpeccrpoBaHns 3abosieBaHus
[27]. Mpwn marHUTHO-pe3oHaHcHoM ToMorpadun (MPT) ronos-
HOr0 MO3ra y CMMMTOMHbIX HOCUTENEN MyTauumn BbISIBASIETCS
BbIPAXEHHAs 3amMecTuTeNbHasa rugpouedanus (ex vacuo) 3a

MyTtauus B reHe, kogupytowem ATdazy 7B, NnepeHoCsLLYi0 Melib
MyTauus B reHe, KOAVPYIOLWEM TUPEOoMaHbIN GakTop TpaHCKpUnuum-1
TpuHyKNeoTnaHas SKCNaHcusa B reHe, Koaupytowem dpaTtakCcuH

MyTaummn B mutoxoHgpuansHon JHK nnun renax sgepHon JHK, koampyrowmx
MUTOXOHIpPMWAIbHbIE OENKM

CYeT nporpeccupytoLlen atpodum BeLwecTsa roloBHOMO MO3-
ra, B 4YaCTHOCTM XBOCTaTbIX A4ep (puc. 1).

BonesHb [EHTMHITOHA XapakTepuadyeTcs 60bLLUMM hEHOo-
TMNMYeckM pasHoobpasveM. Ee nposiBneHuss mMoryTt name-
HATBCS MO MEpe Pas3BUTMS NATONOrMYeCcKoro npouecca. Tak,
nporpeccupoBaHe 3ab0NEBaHNS MOXET COMPOBOXAATHCS
NOCTENEHHbLIM YMEHbLUEHNEM BbIPAXEHHOCTN XOPEen 1 ycune-
HMEM VHbIX CMMMNTOMOB [26]. Hepenko ObIBaeT CMOXHO YETKO
onpenennTb AebioT Bl y MHOMMX NaLWMEHTOB MCUXUYECKUE W

Puc. 1. Atpodus BeluecTsa rosioBHoro mosra npu br: MPT
nauneHTkn U., 46 net. BenuunHa CAG-akcnaHcum — 43 NoBTO-
pa, oamTensHocTb 3abonesanms — 10 net. Ha T1-B3BeLLEHHOM
1306paxeHnn (akcmanbHblii Cpe3) OTMEeYaeTcsl BblpaxeHHas
BHYTPEHHSS 3amecTuTenbHas rmapouedanns 3a CYeT atpo-
v BeLLeCTBa roIOBHOr0 MO3ra; Ha NPeACcTaBNEHHOM cpese
BMAHA B TOM Yncie atpodus ronoBOK XBOCTaThIX S4ep. 3AeChb
1 Ha puc. 2, 3: HabntoaeHve V HEBPOIOrMYECKOrO OTAENEHMS
@OrBHY “HayyHblii LEeHTP HEBPONOrUK”.
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KOTHWUTVBHbIE HapYLUEHWs MOTYT NpefBapsiTb ABUraTesibHbIe.
dopmManbHO KAMHWYECKMIA AnarHo3 BIT NpuHATO BLICTaBNSATbL
npy HanM4YMn ABUraTeNbHbIX CUMMTOMOB 60/e3HW, KOTOpbIe
MOryT MaHudecTupoBaTb 06WMM ABuUraTeNibHbiM 6ecnoKoii-
CTBOM, GECMOKONHBIMU ABVMXEHUSAMU B pykax M Horax, npo-
BOLMPYEMbIMI CTPECCOM Unu xoapboii. MMaszoasuraTensHble
HapyLUEHNsI SIBNSIOTCS 00S3aTeslbHbIM 1 HEPeAKO CaMblM
pPaHHVM ABUraTeNbHbIM CUMNTOMOM (Hanpumep, YBENNYEHNE
JIATEHTHOCTM U 3aMefL/IeHNe CKOPOCTW CakkagW4yeckux OBu-
XEHWI rnasHbix 9610k 1 np.). Mo mMepe NporpeccupoBaHus
3a6051eBaHVSI BO3HMKAIOT rpybble HapyLIeHNst CneasiumnxX ABu-
XEHUI rnasdHbix 610K, 60NBHOMY CTaHOBUTCS MPaKTUYECKM
HEBO3MOXHO 3aduKCMPOBaTb B3MsAA, HA YeM-nbo, a K xopee
pPasnN4yHON CTEMNEHW BbIPAXEHHOCTU MPUCOEOMHSAIOTCS WHble
9KCTpanMpammniHole HapyLeHns, Takme kak AUCTOHUS U nap-
KMHCOHM3M. OOHUM 13 KIIIOHEBbLIX ABUraTENbHbIX HapYLUEHNI
ABNISIETCSH HEBO3MOXHOCTb MOJSIHOCTBIO MPOWU3BOJILHO KOHTPO-
NMPOoBaTh [ABWUraTesnbHyl0 aKTUMBHOCTb, YAEPXMBATb Kakyto-
nnbo no3y BCNeacTBUE FPYObIX HACWILCTBEHHbBIX ABUXEHWNA.
Ha pasBepHyTbix cTagusix Bl 6ONbHBIM CNOXHO BbINOMHATH
[BUXEHWS, TPEOYIOLLME TOHKOW KOOpAMHaLMM; oBLLMiA Temn
[ABUraTeNibHON aKTVBHOCTY 3aMEANAeTcs; 3HAYUTeNbHO Ha-
pylaeTcs xoabba; pa3BuBaOTCS MOCTypasibHble HapyLLEHWS,
NpuBOAALLME K NaLeHUAM; XapaKTepHbl Takxke Au3apTpus 1
avcoarna [41].

KOrHUTUBHbIE HAPYLLIEHNS BO3HMKAIOT YXKE Ha PaHHKX 3Tanax
3a6051eBaHUS U CIyXaT NPaKTUYECKM YHUBEPCA/IbHLIM MPOsiB-
neHvieM Bl Bapbupys No CBOEl BbIPaXXEHHOCTU. B HanbonbLuei
CTEMNeHn CTPaaaloT UCMONHUTENbHbIE QYHKLMM, CMOCOBHOCTb
nnaH1poBaTh 1 OLEHUBAaTb OENCTBUSA, @ TakXe UMMYIbCUBHOE
nosefeHvie. Y MHOMMX nauyeHTOB OTMEeYaeTcs 3amensieHne
NMCUXOMOTOPHBIX MPOLLECCOB, COMPOBOXAAIOLLEECs anatuen,
CHVXEHVMEM MHULIMATMBHOCTM U BHUMaHUS k cebe [14].

MNcuxmyeckre Hapylexnns npy BIN xapakTepusyloTcs B nep-
BYIO 04epeb AENPECCUEN N TPEBOMOW. Takxke y Takux naLmeH-
TOB Hepeako HabnopaeTcs pasfapaxuTeNbHOCTb, KoTopast
MHOrAa SBASETCS MPUYUMHOM arpeccuBHOrO nosefeHus. Pas-
BUTKE 06CECCMBHO-KOMMYbCHBHBIX PACCTPOMCTB MOXET 3Ha-
YUTENbHO YXYALIATb KQ4ECTBO XWU3HU WL, XUBYLLMX BMECTe C
TakuMmn 6onbHbiMK. Pexe y 60nbHbIX BT MoryT Habnopatbes
ncuxo3bl. Peann3oBaHHble Cynumapl v cynumaanbHble nonbITKY
BCTpeyvatoTcsa npu bl B 4 pa3a yalle, 4em B 06LLe nonynsumm,
1 B 5% cnyyaes SBASIOTCA NPUYMHON CMEpPTM Npu 3ToM 3abo-
nesaHun [17]. Koppekumio NCUXMYECKUX HapYLLUEHWIA cnepyeTt
NPOBOANTL C MOMOLLBIO COOTBETCTBYIOLMX NEKAPCTBEHHBIX
npenapartos, NPUMEHSEMbIX B cuxuaTpun [4].

Ocobas ¢popma 3abonesaHmns — loBeHUbHas bl oHa npoTe-
KaeT 3HaYUTENBbHO TSAXESEE 1 XapakTePU3yeTCs MEHbLUER Npo-
LLOMKUTENBbHOCTHIO XM3HU 60SbHBIX. Havnbonee 4acTbiM BapuaH-
TOM HOBEHWUIbHOW BT ABNSIeTCH akMHETUKO-pUrniHeii (bopma
Bectdans), npu KOTOPOM NPOSIBIEHUS XOPEN MUHUMASIbHBI, @
Ha NepBbIN NiaH BLIXOAAT NAPKMHCOHUYECKNIA 1 AUCTOHNYECKNI
CVYHIPOMBI. Y NaumMeHToB C 10BEHWIbHOM ¢hopmoit Bl Boilwe Be-
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POATHOCTb PA3BUTUA ANUNENTUHECKUX NPUCTYMNOB, YeM Y 00sb-
HbIX C Ae60TOM 3a60NeBaHMS BO B3POCIOM Bo3pacTe [26].

FeHTUHITOHONOA0G6HbIE CUHAPOMbI

CoueTaHne NporpeccupyloLein Xopeu, KOrHUTUBHBIX Ha-
PYLEHNIA, MCUXMYECKMX PACCTPOMNCTB M ayTOCOMHO-O0MM-
HaHTHOrO TMNa HacnegoBaHUS B CBOE BPEMS ABASNOCH AOCTa-
TOYHBIM 18 AvarHoctuposaHus Bl OgHako ¢ BHeapeHuem B
PYTUHHYIO MPAaKTUKY FeHETUYECKOro TeCTMPOBaHWUsS OOHapy-
XMNOCb, 4TO NPpMMEPHO B 1% cnydaes npu nogo3peHun Ha bl
3TOT AMAarHo3 reHeTUYeCKn He NOATBEPXAANCS — Takme cnyyam
cTanu oTHoCUTL K dpeHokonuam Bl (cm. Tabn. 2). lfeHeTnyec-
KOe noaTBepxaeHue Tor unn nHom deHokonun B asnaetcs
ycnewHbIM nnwb B 2% cnydaes [38]. CywecTByeT psg, 3a60-
fleBaHUi, MeHblle HanoMuHalowwmx Bl HO TeM He MeHee co-
NPOBOXAAIOLLNXCS B psiie CNyvyaeB XOPeen C KOrHUTUBHBIMU 1
(1K) NCMXMYECKMMU HAPYLLEHNAMMN.

FeHTUHrTOHONOAOGHLIE 3a00neBaHus 1-3-ro Tuna

[eHTMHITOHONOZ06HOE 3aboneBaHne (Huntington’s
disease-like — HDL) 1-ro tuna (HDL1) aBnaeTtca peakum Ha-
CNeACTBEHHbIM MPUOHHLIM 3abonieBaHnemM (CM. Huxe). Pa3Bu-
e HDL2 obycnosneHo CAG/CTG-akcnaHcuein B reHe, kogm-
pytoLem iHkTodunuH-3 (junctophilin-3); ato 3abonesaHue sB-
nseTcs elle 6onee pefknM — UCKIYEHNE COCTABASIOT XUTENN
Adpuku, rne HDL2 BcTpevaeTcs NOYTK Tak Xe 4acTo, kKak 1 bl
[29]. HDL3 - kpaiiHe penkoe 3aboneBaHue; MyTaums, NpuBoas-
LLast K ero passuTuio, O CUX NOP HE MAEHTUOULMPOBAHA.

CnuHouepebenngpHble aTakcum

CnuHouepebennspHble aTakCun COCTaBASIOT OOLUMPHYIO
rpynny HempoaereHepaTnBHbIX 3a60NeBaHWI, P, U3 KOTOPbIX
MMEET ayTOCOMHO-A0MUHAHTHbIM TUM HACNEA0BAHUS 1 CONPO-
BOXAETCH MO3XE4YKOBOW arakcmer B COYETAHUN C LUMPOKUM
CMEKTPOM APYruX HapPYLUEHWIA, BKIOYas TakOW rMnepkuHes,
Kak xopes. B knuHuyeckyto kaptuHy CLIA 17-ro Tuna BxoasT
KOTHUTUBHBbIE W HEWPOMCUXMYECKUE HapyLleHns — 3To 3abo-
neBaHve, Takxe ussectHoe kak HDL4, asnaetca Haubonee
yacTton deHokonuewn bIN B eBponerickon nonynaumm [36, 38].
Cpepnm npoumnx atakcuii CLLA 1-ro n 3-ro Tunos Hambonee ya-
CTO COMPOBOXAAIOTCH XOPEEW.

HeHTaTtopy6ponannuponioncosa atpodpus

970 3ab60neBaHve NPUBOAMT K PA3BUTUIO aTakCUW, XOPeun 1
KOrHUTMBHbIX HAPYLLEHWI, HO, KaK NpaBsuio, oTanyaeTcs ot bIr
HaNM4YnMeM MMOKJTIOHMYECKOK anunencum [36].

3aboneBaHus, coONpoBOXAAOLMECS

HaKOMJIEHUEM Xene3a B r0JIOBHOM MO3re

HenpodepputnHonaTtns 98nseTcs peakMm ayToCOMHO-40-
MWHaHTHbIM 32601EBaHEM, 0BYCIOBNEHHBIM MYTaLMEN B reHe
FTL, xogmpytowem nerkyto uenb depputmHa. OHO CONPOBOX-
[laeTcs NaToNOrMYeckKMM HakoraeHnem xenesa B 6asasbHbix
a4pax, YTo MPUBOAMUT K Pa3BUTUIO XOPEUN U UHBIX ABUrATENbHbIX
PacCTPOICTB, @ Takxke KOTHWUTWBHbIX HapyweHuid [12]. Heit-
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poaereHepaums C HakomnJeHNeM Xenesa B rOJI0BHOM MO3re
(maHTOTeHaTKMHa3a-accouMMpoBaHHas HerpoaereHepaums),
paHee n3BecTHas kak 6one3Hb fannepsopaeHa-LUnarua, pas-
BMBAETCS BCNEACTBME MyTaummn B reHe PANK2, kogmpyioLiem
NaHTOTEHATKMHA3Y-2, UMEET ayTOCOMHO-PELECCUBHBIA TuM
HacnefoBaHMs 1 MOXET COnNpoBOXAaTbcs xopeen [21]. Mpu
aTOM 3a6oneBaHum npym MPT ronoBHOro Mo3ra BbiSBNSETCS Xa-
pakTepHas kapTuHa, HocsLLas Ha3BaHwe “rnaa Turpa” (puc. 2).

HelipoakaHTOUMTO3

HelpoakaHTOLMTO3 BKJ/IlOYaeT B cebs rpynmny HEBPOJIOrn-
yeckmx 3ab6oneBaHuii, NP KOTOPbIX B Neprdepryeckoli KpoBu
BbISIBNSAIOTCA aKaHTOLWTbI — SPUTPOLMTHI C LUMNOOBPA3HLIMU
oTpocTkamu [41].

XopeoakaHTOUMTO3 — PEAKOE ayTOCOMHO-PELLECCMBHOE
3aboneBaHune, CBA3aHHOE C MyTauvel B reHe CHAC, koompyto-
wem 6enok xopeuH [40]. OHo xapakTepuayeTcs [e6ioToM BO
B3POC/IOM BO3pacTe C ABUraTesibHbIMU, KOTHUTUBHBIMU W MCU-
XNYECKMMU HapYLUEHMSIMU, KOTOPbIE MOTYT HanomuHaTb Bl U3
[BUraTesibHbIX PAaCCTPOMCTB MOrYT HabNAATLCSA Xopes, AnC-
TOHWSA 1 TUKK. XapakTepHou sBnseTca opodaumanbHas amc-
TOHUS C BblBEAEHMEM $3bIKa U MPUKYCbIBAHWEM $i3blka U Ty6.
Mcuxmyeckne 1 KOrHUTUBHBIE HAPYLLEHWSI CXOXM C TaKOBbIMU
npwv BI, ogHako B 0TAMYMe OT NOCAEAHEN Y NOSIOBMHbI NaLMEH-
TOB BCTPEYAIOTCA 3NMAENTUYECKNE NPUCTYNbI; HEPEAKO Takxke
O0TMEYAINTCS AnCTaNbHble aMMOTPOdUM UK NOANHEBPONATUS
C MOBbILEHNEM AKTUBHOCTU KpeaTuH®OCHOKMHA3bl B CbIBO-
poTke kpoBw [15].

Cunpgpom Makneopa — X-CLENNEHHOE PELLECCMBHOE 3a-
OoneBaHue, passuBaloLLeecs BcneacTane mytauum B reHe XK,
koompytolem 6enok, HeobxoauMbIiA Ans SKCNPeccun Ha no-
BEPXHOCTWN 3pnTpOoLMTOB aHTureHoB rpynnel Kell. MNpu atom 3a-
6oneBaHNM 4acTo HabNAATCS XOPEs C BOBJIEYEHNEM KOHEY-
HOCTEW 1 NIMLEBbIE TUKU, @ BbIPAXEHHAS ANCTOHUS BCTPEYAET-
CS pexe, Yem npu xopeoakaHtoumTode. CuHgpom Makneoga
MOXET TaKKe COMPOBOXAATLCS aKCOHaNIbHOW NOAMHEeBpONaTu-
eli, AeMeHUel NOAKOPKOBOro TUMNa, NCUXMYECKUMU HapyLUe-
HUSAMU, KapaMoMMonaTnen n reMmoiMTn4eckom aHemmen [15].

MpuoHHbIe 3a6oneBaHus

HDL1 - oco6oe 3ab6oneBaHue 13 rpynmbl CEMeNHbIX MPUOH-
HbIX 6onesHeli, 06yCNOBNEHHOE YBENMYEHWEM YMCNa Tak Ha-
3bIBAEMbIX OKTanenTUAHbIX NMOBTOPOB B FeHe, KOAMPYIOLWEM
NPUOHHLI 6enok (PRNP). BMecTe C TEM MHble MyTaLumn B reHe
PRNP Takxe MOryT npuBOAMTb K Pa3BUTUIO XOPEN N KOTHUTUB-
HbIX HAPYLUEHWI 1 HanoMuHaTb deHoTvn Bl

Bone3Hb BunbcoHa

BonesHb BunbcoHa (6onesHb BunbcoHa-KoHoBanoea, nnm
renatoNieHTUKYNApHas AereHepauuns) sBnseTcs ayToCOMHO-
peLeccrBHbIM 3a00N1EBAHNEM, XapaKTEPU3YIOWMMCS Hapy-
LeHeM obmeHa Meaun BCNeAcTBMe myTaumm B reHe ATP7B,
KoOvpyloLeM MedbTpaHcnopTupytoLyto ATdasy. Yaue Bcero
HEBPOJIOMMYECKIE NPOSIBIIEHNS 3TOr0 3a60NIEBAHNS BKIIOYAIOT

Puc. 2. ®eHomeH “rnas -
rpa”: MPT ronoBHOro mo3-
ra nauupentkn P., 23 ropa,
¢ MyTaumen B reHe PANK2.
“Madamu Trpa” HasblBalOT
Y4acCTKNU TUMOUHTEHCUBHOIO
curHana Ha T2-B3BELIEHHbIX
N306paxeHnsx (akcuanbHbIi
cpes) oT obnactn 6neaHbIx
LIApOB C TUNEPUHTEHCKB-
HbIM BKpanjaeHWem B LIEHTpe
(B 060UX Nonywapuax 60sb-
LLIOro Mo3ra).

Puc. 3. ®eHomeH “mopapbl
6onbluoin naHapl”: MPT ro-
NIOBHOr0O Mo3ra naupexrta 1.,
27 net, ¢ 6onesHblo Bunb-
coHa. Ha T2-B3BelleHHOM
13006pakeHnn  (akcuanbHbIN
Cpes3) OTMEYaloTCs y4acTKu
TMNEPVHTEHCUBHOIO CUrHana
OT CTPYKTYP CPefHero Moara,
4YTO CO3[AET KapTWHY, Hano-
MUHAIOLLYIO, NO MHEHWIO He-
KOTOPbIX  UCCNENOBATENEN,
Mopay 601bLUIOV NaHAbI.

B Ce0s aKMHETUKO-PUrMOHBIA CUHAPOM, AU3apPTPUIO, AMCTO-
HYI0, TPEeMop 1 atakcuio. MpumepHo B 15% cnyyaeB MOXET Ha-
6no8aTbCcst XopendbopMHbI runepknHes. Y 6oblUMHCTBA Na-
LIMEHTOB C HEBPONOrM4YeCcKo CMMNTOMATUKOM npu obcneno-
BaHWM BbISBNSIOTCS Konbla Kaizepa—-Pneiiepa B porosuie,
M3MEHeHUs B roloBHOM Mo3re npu MPT (npu nx nokannsaumm
B 0651aCTW CTPYKTYP CpefHero mo3ra kaptuHa Ha MPT moxeT
HanomuHaTb Mopay 60sbLo naHasl — puc. 3). AuarHos noa-
TBEPXAAETCA HU3KUM COAEPXAHNEM LIepYonia3MmHa B nias-
Me KPOBW, MOBbILUEHHOM SKCKPELME Meay C MOYOW 1 BbICOKUM
cofiepxaHneM Meay B napeHxume neveHn (npy éuoncun) [28].

[o6pokayecTBeHHas HacNeACTBEHHAs Xopes

[lobpokayecTBEHHAs HACneACTBEHHAs Xopes SBAseTcs
[OMUHAHTHO HacnegyembiM 3a00neBaHMEM, CBSI3aHHbIM C
MyTauven B reHe TITF1, KOOVPYIOLWEM TUPEOUAHbIA bakTop
TpaHckpunuum-1. 91a 60Ne3Hb xapakTepnayeTcs MeAJIEHHO
nporpeccupytoLLeit xopeen ¢ 4e60TOM B paHHeM BO3pacTe B
OTCYTCTBME KOTHUTUBHBIX HAPYLIEHWA U UHBIX HEBPOAOTMYe-
CKWX paccTpoincTB [6]. B TO e BpeMsi B psiae CllydaeB MOryT
HabnoaaTbCs ANCTOHUS, MUOKIOHUW, AN3APTPUS, HapyLIeHUs
noxoaKkun n nHrennekra [37].

Bone3Hb Ppuppeiixa

BonesHb ®puppeiixa — ayTOCOMHO-peLeccMBHOe 3ab0-
fleBaHue, xapakTepumaytoLieecs B 60/bLLUMHCTBE Cy4aeB Mpo-
rPeccupyloLLEn MO3XEYKOBOIN aTakCuen, NonMHeBponaTuen,
CepAeYHbIMU HapyLIeHUsMU 1 caxapHbiM anabeTom. Xopes
ABNSIETCSH PeOKMM HEBPOJIOMMYECKMM MPOSIBIEHNEM 3TOrO 3a-
6onesaHus [20].

HepsHsbie 6one3nn 12015
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Ta6nuua 3. JlekapCTBEHHbIE MpenapaTsl, NPYMEHEHNE KOTOPbIX
MOXET BbI3blBaThb X0Opeto [41]

Herponentuku

JleBopona

[MpoTnBO3aNMNEnTMYeCKre NpenapaTsbl:
o QEHUTOVH;

o KapHamasenuH;

e Mpenaparbl Ba/ibNPOEBON KNCNOThI;
o rabaneHTuH

[cuxocTMynsaTopsl:

* aMpEeTaMUHbI;

o KOKawH;

o MeTundeHnaaT

BeHsoanasenuHel
OcTporeHcoepxallye nepopanbHble KOHTPaLEeNTUBbI
Mpenapatbl IMTHS

AroHNCTbl 4OGaMNUHOBBLIX PELLEENTOPOB

MuTtoxoHppuanbHbie 3a60neBaHus

MyTaumn B reHax, KOAMPYIOLLMX MATOXOHAPUaNbHbIE 6en-
K1, HEpPeaKo MOryT NPUBOAUTL K HEBPOJIOMMYECKMM HapyLUEeHU-
aM. Hanbonee 4acTbiMy U3 NOCNEAHUX SBNSHOTCS MUOKIOHWN 1
LCTOHWSI, OIHAKO XOPest TakKe MOXET HabmoaaThCst B KIIUHK-
4eckow kapTuHe NoAobHbIX 3a6oneBaHuiA, HanomuHas Bl [7].

MpnynHbI NPUOOPETEHHOM XOPEU

Ecnn knuHnyeckass kapTuHa 3aboneBaHMsi MO3BOASET
npegnonaratb NPUOOPETEHHBIN XapakTeEP XOPew, MNPUYUHY
[BUraTeslbHoro paccTponcTBa, Kak npasuno, YAAeTcs naeH-
Tmdunumposats (cM. Tabn. 1) [41]. OTHOCUTENBHO HEAABHO
NPOBEAEHHbIV aHaNM3 ClyvyaeB NPUOOPETEHHOW XOPen Cpeau
xutenen Mitanmm nokasan, Yto Hanbonee 4acTbIMU NPUYMHAMK
3TOr0 runepknHesa OblIN NHCYALT, MPUMEHEHNE NEKAPCTBEH-
Hbix npenapatos, CMNI 1 meTabonnyeckme HapylleHus (ru-
neprankemmns, runoHaTpuemmsa u runokcus) [34]. Tem He me-
Hee Havnbonee YyacTble NPUYKHBLI NPUOBPETEHHO XOPEN MOTYT
BapbMPOBATh B 3aBUCHMOCTM OT PernoHa: Hanpumep, B bpasu-
Nnm TakoBow aBnsieTcs xopes Cugerrama [9].

Cocypucras xopes

CocyaucTble o4aru B 06nactu 6asanbHbIX Aep MOryT npu-
BOOMTb K XOPEE C OCTPbIM HA4anoM B KOHEYHOCTSIX Ha NMPOTMBO-
MOMOXHONM 04ary CTOPOHe. Xopest BCNELACTBME MHCYbTA Yalle
BCEro camoCTosiTesIbHO perpeccupyert [18].

MocTuHpekuMoHHOe ayTOMMMYHHOEe
nopaxeHue LLeHTPasbHOW HEPBHOI CUCTEMBI

Xopesi N HEMPOMNCUXNYECKMNE HAPYLLEHNS BXOAST B KJIMHK-
yeckyto kapTuHy xopen CupeHrama v 3aboneBaHuii U3 rpynnbl
[ETCKMX ayTOMMMYHHBIX HEPOMCUXMYECKMX PaCCTPOCTB, ac-
COLMMPOBAHHbIX CO CTPENTOKOKKOBOM MHbekumen (paediatric
autoimmune neuropsychiatric disorders associated with
streptococcal infections — PANDAS). Xopest CuneHrama siBnsieT-
€S OHUM 13 OCHOBHBIX NMPOSIBNEHUIA PEBMATUYECKON NMXOPas-
kv. OHa pa3BMBaETCS Y AETEN, NPENMYLLECTBEHHO Y AIEBOYEK, 1
B HACTOSILLEE BPEMS B PA3BUTLIX CTPaHax BCTPEYAETCS PEAKo
B CBSI3W C LUMPOKMM NMPUMEHEHVEM MPOTUBOMUKPOOBHBIX Mpe-
napaToB. [ns 9TOr0 pacCTPONCTBA XapakTepHbl XOpesi, TUKK,
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NMOBELIEHYECKMNE HAPYLLEHWNS U 0OCECCUBHO-KOMMYNbCUBHBINA
cuHapoMm. Yaule Bcero xopesi CuaeHrama paspeLaeTcs camo-
CTOSTENbHO B TeYeHue 6 Mec, oaHako B 20% cny4aeB OHa MOXeT
MMEeTb BO3BPATHOE TeueHre. B nnasme KkpoBw npu 3ToM onpe-
[LenstTcs aHTuTena K knetkam 6asansHeix aaep [13]. MexaHuam
pa3BuUTKS 3a60NEBaHNS CBA3LIBAIOT C NMEPEKPECTHON peakumei
AHTUCTPENTOKOKKOBBIX aHTUTEN C HEMPOHaMu 6a3asbHbIX 94ep.
B cnyyasix ¢ pedpaktepHoii xopeeit abdeKTUBHbIM MOXET ObITh
NPUMEHEHME [IIOKOKOPTUKOCTEPOUIOB, BHYTPMBEHHOE BBE-
[leHne nMmyHornobynuHa n obmeH nnasmel [10, 33]. OnucaHsbl
Cny4aun Xopeu C aHTUTeNaMu K kneTkam 6asdanbHblix aaep nocne
nepeHeceHHOro repnetndeckoro aHuedanuta [30].

JlekapcTBeHHas xopes

B HeBponiornyeckon npakTuke Hanbonee YacTon MPUYNHON
NIEKaPCTBEHHON XOpen ABNSETCSH NPUMEHEHWNE HENPONENTMKOB
(no3gHWe AMCKUHE3WW) 1 NEBOLOMBI. TeM HE MEHEE LLeNbI psif,
NPOYMX NEKAPCTBEHHBIX MPENAPATOB MOXET BbI3bIBATb ATOT M-
nepkuHes (Tabn. 3). Kak npaBuno, nekapcTBeHHas xopes pe-
rpeccupyeT npy OTMEeHe COOTBETCTBYIOLLEro npenapara, Of-
HaKO B HEKOTOPbIX Cly4asix MOXEeT NePCUMCTMPOBATL B TEYEHUE
HECKO/IbKMX MECALIEB W NIET (Hanpumep, Npu NO34HUX AUCKM-
Hes3usax) [41]. Xopes BCheacTBne NpUMEHEHUS NepopanbHbIX
KOHTPALLeNTUBOB CBA3aHa C xopeen CuaeHrama y geten — ee
naTtoreHe3 Takxe MOXeT OblTb 06YCNOBNEH BbIPAOOTKON aHTU-
Ten K HelipoHam 6a3anbHbix aaep [31].

Mpoune npu4nHbI NPUOOPETEHHOI XOpen

¢ B psge cnyyaesy naumMeHTOB C CUCTEMHO KPAaCHOM BOMYaH-
kon (CKB) MoxeT pa3BuBaThbCs XOpes, Yallle BCEro B Havane
3a00/1eBaHNS; OHA MOXET NpeaLecTBOBaTb UHLIM NPOSIBNE-
Husm CKB Ha Heckonbko neT. [pynny noBbILEHHOrO pucka
no Pa3BUTUIO XOPEN COCTABASIOT 6ONbHbIE, Y KOTOPLIX BbISIB-
na0TCs aHTuTena k docdonmnuaam.

o AHTMDOCHONUNUAHBIA CUHLPOM, XapakKTEPU3YIOLLMIACS CO-
yeTaHneM 06pa3oBaHWs aHTUTen k docdonmnuaam ¢ no-
BTOPHbIMY TPOMO03amu, HEBbIHALLMBAHWEM OEPEMEHHOCTM
1N TpoMbouuTONeHnel, MOXeT HabmoaaTbCs He3aBUCKMMO
oT CKB u 9BnsiTbCa 0TAENBHON NPUYNHON BOSHUKHOBEHNUS Y
6onbHoro xopen [11].

o B peakux cnyyasx xopes MOXeT pa3BuBaThCs NPy TUPEOTOK-
CWKO3€, 4TO HaNPSIMYIO CBS3AHO C MOBLILLIEHHON BbIPAOOTKOW
rOPMOHOB LUMTOBWIHOM Xenesbl. B 3ToM cnydae runepku-
He3, KakK NpaBuio, perpeccupyeT Ha PoHe feveHnst OCHOB-
Horo 3abonesaHus [23].

o Y 60nbHbIx CMWOoM MOXET pasBMBaTbCA remmxopes kak
NepBoe KIMHUYECKOE NPOosiBieHe 3a60eBaHNs, YTO Yalle
BCEro sIBNSieTCs cnenctesmeM GOPMMPOBaHUS TOKCOMas-
MeHHoro abcuecca [34]. K Gonee penkvm npuymHam oT-
HOCSITCS  KPUMTOKOKKOBasi MHMEKLMS, MNporpeccupyioLlas
MynbTudoKanbHaa nenkoaHuedanonatus, BUY-aHuedanut
1 NeKapcTBEHHas Tepanus OCHOBHOro 3abonesaHus [39].

o Xopes 6epeMeHHbIX, Kak NpaBuno, pa3sBrnBaeTcs B | TpUMeCT-
pe 6epeMeHHOCTU 1 He COMPOBOXAAETCS KakuMu-nmbo apy-
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My HapyweHusmn. dakTopamu pucka ee pasBUTUS SIB-
NIFIOTCS HANMYME B aHAMHE3e PEBMATUYECKON IMXOPALKH,
006pa3oBaHns aHTUTEN K kneTkam 6a3anbHbX SOep v aHTUu-
pochonnnnaHoro cuHapoma [16].

o KpaiiHe pefko xopes MOXeT HabnoaatbCst Npy UCTUHHOM
nonuUUTEMUN — MUenonponmbepaTMBHoM 3aboneBaHuy,
NPUBOASLLEM K YBEIMYEHNIO MACChl LIMPKYNPYIOLLMX 3pU-
TPOLUMTOB U, KakK CNeacTBMe, K HEBPOIOMMYECKMM HapyLue-
Huam [32]. MprMeyaTenbHO, YTO Xopes He HabnaaeTcs npu
BTOPWYHON moamumuTeMun. ITOT GakT CBUOETENbCTBYET B
Nosib3y MOMEKYNSPHBLIX HAPYLLEHWIA, NeXallyx B OCHOBE XO-
peun Npu UCTUHHOW noanumTeMmn [8].

Moaxopbl kK 06cnepoBaHuio

B ocHoBe OMarHOCTUKM 3TUONOTUM XOPEM, Kak 1 Ntoboro
[Lpyroro paccTpoiicTea, nexar noapobHO cobpaHHbI aHaMm-
Hes, AeTanbHbIi OCMOTP (Kak 0OLLMIA, Tak U HEBPOJSIOMMYECKWIA)
U BbICTPOEHHBI C Y4ETOM 3TOro niaH 1abopaTopHO-MHCTPY-
MeHTaNbHOro o6cneoBaHms.

OcoGeHHOCTU cOOpa aHaMHe3a

B nepByto ouepeab HE0OXOAMMO NONPOCUTL NaUMeHTa ae-
TasbHO OMMCcaTh CBOM Xano0Obl HA HACWIIbCTBEHHbIE [ABUXEHNSI.
Y naupeHTa ¢ Nerkov Xxopeen Ha npuemMe BbISIBUTb TMNepKuHes
MOXET OblTb HECKOJNIbKO 3aTPYAHWUTENbHO, NMO3TOMY creayeT
paccnpocuts GONLHOMO, UCMbLITLIBAET N OH YYBCTBO ABUra-
TenbHOro GecrnokovcTBa UnM NOTPEOHOCTb B MOCTOSIHHOM
OBUXEHUN. Hannyme KOrHUTUBHBIX HapyLLUEHWUI MOXET BAUSTb
Ha OLEHKY O0NbHLIM CMMMTOMOB CBOEro 3aboneBaHus. Tak,
npu BI" naumeHTbl YacTo He 3ameyvaloT 3a cobOoI Kaknx-nmbo
HapYLUEHWIA 1 MOTYT BCSAYECKM OTPULLATb Hann4ne O4eBUAHBIX
N30bITOYHbLIX ABMXKEHWA. BONbLIMHCTBO HACNeACTBEHHbLIX 3a-
6oneBaHNiA, CONMPOBOXOAILLMXCA XOPEEN, XapaKTepusyoTcs
MeAIEHHbIM, HE3aMETHbBIM Pa3BUTMEM U MOCTEMNEHHbIM Hapac-
TaHveM runepkuHesa. Ero octpoe, BHe3anHoe Havano, Hanpo-
TUB, HabMOJaeTCs B cyvyae NpuobpeTeHHOM Xopeu, Hanpu-
Mep BC/IEACTBUE COCYAMCTOrO 3ab0NEBaHNS UV NPUMEHEHUS
NleKapCTBEHHbIX MPenapaTos.

Hanuyve B KNIMHNYECKON KapTUHE NafeHWn MHOr4A MOXET
CBMAETENLCTBOBATL O HAMYMU COMYTCTBYIOLLMX HAPYLLUEHWIA,
HanpyMep atakcuy UM NOAMHEBPONATUM. SNUNPUCTYMbI MO-
ryT HabnoaaTbCcs Npy AeHTaTopydpOonanaMaoMoMcoBoi aTpo-
Gdun. MMOKNOHYC xapakTepeH Ans KIMHUYECKOW KapTUHbI Ha-
CNeLCTBEHHbIX U NPYOBPETEHHBLIX MPUOHHBLIX 3ab0NeBaHWiA, a
HapyLleHWs CHa, An3apTpus 1 gucdarns 4acto OTMEYAIOTCS Y
naumeHTos ¢ bl

Hannuve B aHaMHese psiga 3abonesaHuii, Takux kak CKB ¢
CbIMbIO M aPTPANTUSAMU UAN TUPEOTOKCUKO3, MOXET AaThb KITH0Y K
BEPHOMY AMarHoay. BaxHo paccnpocuTb naumeHTa 0 BO3MOX-
HbIX pakTopax pucka BUY-uHdexkummn. HepasHo nepeHeceHHas
CTPENTOKOKKOBAs MHMEKLMS UM peBMaTMyeckas nmxopagka B
aHamHese CBUAETENbCTBYIOT B N0Nb3y xopen CuaeHrama.

0O6s13aTeNIbHbIM MPU OCMOTPE NauMeHTa C Xopeeit ABnseT-
ca cOop cemeiHoro aHamHesa. [pu 3TOM crnefyeT npuHK-

MaTb BO BHMMaHuWe psf ocobeHHocTel. OTAroLweHHOCTb Mo
3a00N1EBAHMIO B TPEX MOKONEHUSX (T.€. BKIIIOYas PoAMTENei 1
6abyliek/nenywek npobaHaa) SBNSETCS MUHUMAbHO He0b-
XOOMMBIM YCIIOBUEM 15 MPEAMONOXEHNS ayTOCOMHO-A0MU-
HaHTHOrO TWUNa HacnegoBaHWs 60ne3HK, B TO BPEMS Kak Bbl-
ABUTb aYTOCOMHO-PELIECCUBHBIV TUM HACNEA0BaHNA HEPELKO
3aTPYOHUTENbHO, NOCKO/bKY B HECKOMIBKNX MOKOMEHNSAX 3TOMO
3aboneBaHNsa MOXET He HabNoaaTbCs; He cnenyeT 3abbiBaThb U
0 paccrnpoce Ha npeamMeT 6,M3KOPOACTBEHHbIX OpakoB 1 Gpa-
KOB MEXAy JanbHUMK POACTBEHHUKAMU. MUTOXOHAPWANBHBIE
3aboneBaHNs yallle BCEro nepenatoTcs no MaTePUHCKON nu-
HWK, @ HE OT OTLLOB.

MONHOCTBIO MCKMIOYUTL FEHETUHECKUI XapakTep Xopeu
[OBOJILHO C/IOXHO — BCErga MMeeTcs BEPOATHOCTb BO3HUKHO-
BEHUS MyTauuii de novo 1 NOXHOro oTuoBCTBa. M HaobopoT,
Hasn4ne OTArOLLEHHOr0 CEMENHOr0 aHaMHe3a He UCKIYaeT
anbTePHATVBHYIO MPMOBPETEHHYIO NPUYUHY Xopen. O4eHb Bax-
HO NPUHMMAaTb 3TV acneKkTbl BO BHUMaHWE 1 cTapaTbCst 06bek-
TMBHO OLLEHMBATb aHaMHecTudeckme ceeneHus. NposeneHvie
OHK-TecTnpoBaHuna 0OMKHO NpPeasapaTbCa Haaexalmum re-
HETUYECKNM KOHCYNbTUPOBAHMEM, 4TO Bonee NogpobHO pac-
CMOTPEHO HUXE.

BbiscHeHVe ¢dapMakonormiyeckoro aHamHesa MOXeT Mo-
MOYb B BbISIBIEHNM NIEKAPCTBEHHOW x0pew (CM. Tabn. 3), ogHa-
KO He cnepyeT 3abbiBaTh, YTO JIEKAPCTBEHHbIE NpenapaTbl Mo-
YT NNLLb YCYryBnsTh yXe MMEIOLLYIOCS CUMMNTOMATUKY: NpUMe-
POM MOXET CNYXWTb Ha3Ha4YeHNe HenpoNenT1KOB No NoBoay
NCUXMYECKMX NPOsiBNieHni Bl B 3TOM criydae BaXHO BbISCHUTb
TOYHYIO XPOHONOrMYECKYK MOCNe0BaTENIbHOCTb MOSIBAEHNS
CYMMTOMOB OTHOCUTENIbHO Hadyana npuemMa NekapCTBEHHOro
npenapara.

HeoOxoanMbIM SBSIETCA  YTOYHEHWE MCUXMATPUYECKO-
ro aHamHesa, npu 3ToM 0c060e BHMMaHWe cneayeTt YoenuTb
HapyLeHUsM, XapakTepHbIM Ans No6GHO-MOAKOPKOBOW [Je-
MEHUMW, TaknM, HanpuMep, Kak TPyAHOCTM B OpraHu3aumm
1N NNaHMPOBAHMM CBOWX OEWCTBMI, MNOBbILEHHAs pa3apa-
XWUTENbHOCTb U CIOXHOCTA B OAHOBPEMEHHOM BbIMOSHEHUN
Heckonbkux 3agad. BeisicHeHwe noppobHocTel ncmxmaTpu-
4eCcKoro aHamHesa MOXET MOMOYb B BbISBNEHUN OENPECCUN,
TPEBOrM NN PasapaxXnTENbHOCTU, XapakTepHbix onis Bl n ee
deHokonuin,

OcwmoTp

O6LLMIA 1 HEBPOJSIOFMYECKMIA OCMOTP ABNSIETCS 0693aTenb-
HbIM Npu 06cnenoBaHMM NOBOro nauneHTa ¢ BHOBb MOSIBUB-
wmMucs xanobamu. B 1abs. 4 0TpaxkeHbl OCHOBHbLIE MOMEHTHI,
Ha KOTopble ciefyeT 06paTuTb BHUMaHue npu cbope aHaMHe-
3a 1 OCMOTPE, a B Tabn. 5 npeacTaBnieHbl CBOAHbIE AaHHbIE N0
anddepeHumanbHoOn AnarHoCTUKE XOpew.

B nepByto ouepenb HEOOXOAMMO YAOCTOBEPUTLCS B HANMW-
4MM y NaLMEHTA UMEHHO XOPEUYECKOrO r’MnepknHesa, KoTopsbli,
KaK npaBwuio, BUAEH Npy HAbMIOAEHUN 3a NaLMEHTOM [axe BO
Bpemsi Gecenbl. Mpyu aTOM nonesHo 0bpaTTb BHYMaHWE Ha
Takve getanu, Kak, Hanpvumep, ABuraTensHoe GecrnokoncTBO

HepsHsbie 6one3nn 12015
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Ta6nuua 4. KnuHnyeckoe o6cnenoBaHue naLmeHTa ¢ xopeei

Atan
obcnepo-
BaHUs

Cbop
aHaMHesa

Ocmotp

12

CopepxaHue
aTana
oGcnepoBaHus

OnucaHue xopeu

ConyTcTByiowpme
HeBpoJiornyeckne
CAMNTOMbI

[epeHeceHHble
3abo0neBaHust

CeMmeliHbii
aHamHes

JlekapCTBEHHBIN
aHaMHe3

Meuxuatpuyeckunia
aHamHe3

KOrHuTmBHblE
DYHKLMM

MopTBEpxOeHVe
1 XapakTepucTmka
Xopeu

Hanunune
NOMNONHUTENbHBIX
BapuaHTOB
[OBUraTenbHbIX
paccTponcTB

HapyweHus
OBWXEHWI ra3

MonuHeBponatuns

Amnotpodum

KommeHnTapum

[ebtoT (ocTpbIi/
noAOCTPbIVi/UCNOABOSb)

e [IporpeccupoBaHmne
e 3aMeyaeT in Xopeto cam
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nauueHT?

SnunpucTynsbl
Mapenns
MwioknoHun
HapyweHnuns cHa
Ouncdarna
[vnsaptpus

BbicbinaHus
MeTtabonmyeckme
HapyLueHus
dakTopbl pucka
BUY-nHdexkumnm

JeTann3npoBaHHbIn
aHaMHes
(MpeanoyTUTENBHO
cobpatb MHPOPMALIO
N0 MEHbLLEV MEPE 0 TPex
NOKOSIEHUSAX)

Hannuve 6pakoB mexay
POACTBEHHMKaMM

Heliponentuku
JleBopona
MpoTuBo3NUNENTUYECKME
npenaparbl

PasgpaxutensHocTb
[Jenpeccus
Tpesora

Pekomenayetcs
paccnpocuTb YeNoBeka,
yacTo obLuaioLerocs

C MauyeHToM

HapyLieHne cnocobHocTr
KOHLLEHTPMPOBATLCA

Ha AeSTENbHOCTH

1 OpPraH130BbIBaTb €€

TaxecTb

CTeneHb BOBNEYEHHOCTH
B r’MNEPKMHE3 pasnyHbIX
yacrtew Tena
CUMMETPUYHOCTb

Atakcus
MapkMHCOHN3M
OnctoHuns
MwuoknoHyc

Huctarm

MpepbiBUCTLIE CEeasLme
[BVXEHNS

YBennyeHune naTeHTHOCTU
CaKKaaMN4eCKNX OBUXEHWIA
rnas v ux 3amemneHve

(apanTuposaHo n3 [41])

1 ANarHOCTUKE XOPew B 3aBUCUMOCTM OT COMYTCTBYIOLMX €1 CUMATOMOB

Ta6nuua 5. CBogHasa Tadbnuua no audpdepeHumansHo
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* lOBeHunbHas dopma 1 BapuaHT Bectdans.

** Kak npasuno, CLIA 2-ro Tuna.
*** Kak npaswno, CLIA 17-ro Tvna.



Ta6nuua 6. Xopes 1 CXoxwue C Heli Mo GEeHOMEHONOrK FUMnepKm-
He3bl

MnepkuHes OnucaHue runepkuHesa

Xopes HepuTMUYHbIE, OTPLIBUCTbIE, KaXyLLIMECS
MPOW3BOJIbHLIMU ABMXKEHUS

AteTo3 3amepnneHHble, N3BMBatOLLMECS,
4yepBeobpasHbIe ABUXEHMS

Bannmam Peskue, pasMaluncTble ABUXEHNS, Kak
npaBunsIo, BOBJIEKAIOLLME KOHEYHOCTb LIEIMKOM

LncToHns HepnTMUYHbIE MEAJIEHHbIE MbILLIEYHbIE
COKpaLLEHNS, YaCTO NPMBOASILLMNE K
$GOPMMPOBAHMIO MATONOTMYECKON NO3bl

MwuoknioHyc  |BHe3anHble, OTPbIBUCTLIE ABUXEHWS MO TUMY
yAapa aneKTpUYECKNM TOKOM

CTOMbl BO BPEMS Pa3roBopa, yCUansaloLwweecs npv BOJHEHUN.
Hepenko nepBebie NPOSIBAEHNS XOPEN OTMEYaIOTCs B MasbLax
KUCTEW B BULE UX CYETIMBbIX ABVXEHUIA 1 (UNIN) LLENYKOB Nasib-
uamu. Xopeto crefyet oTnmyaTb OT PAAA CXOXMX B HEKOTOPbIX
Cnyyasx rmnepkUHETUYECKMX PacCTpoicTB (Tabn. 6), ogHako
Henb3s 3abbIBaTh U O TOM, YTO UHOTAA 3TV FMNEPKUHESLI MOTYT
coyeTaTbCs ApYr C APYroM Y OHOMO M TOro Xe nauueHTa (0co-
6eHHo npw BI).

B 6GonbLUMHCTBE CllydaeB Xopes MPOSIBNISETCS C ABYX CTO-
POH 1 SBNSETCA CUMMETPWUYHOW. [emMmnxopest, Kak npasuio,
HabnofaeTca BCNeACTBME HAMMuMs COCYAMCTbIX O4aroB B
KOHTpanaTepanbHOM nosylwapmm 60bLLOro Mo3ra (Bkovas
CNnA-accoummpoBaHHyto xopeto). BaxHo obpaliate BHUMA-
HME Ha HanuymMe APYrvx COMyTCTBYIOLLMX ABUraTesbHbIX pac-
CTPONCTB y 06cnesyeMoro nauueHta. Mo3sxeukoBas aTakcust
HexapakTepHa ans Bl" ¢ Ha4anom BO B3pOC/IOM BO3pacTe 1 MO-
XEeT CBUAETENIbCTBOBATbL B M0JIb3Y MHbIX ANArHO308B, TaKMX Kak
CUA, 6onesHb Ppuapeitxa nnm xopeoakaHToUmTos. AUCToHM-
4ecKkuii CUHAPOM M NAPKMHCOHM3M Pa3BMBAKOTCS Ha CTaguu
YMEPEHHbIX KIIMHNYECKNX NposiBieHni Bl npu toBeHnnbHom bl
n dopme Bectdans. OponuHreanbHas OUCTOHWS Gonee nm
MeHee xapakTepHa AJ19 XOPeoakaHToumMTo3a.

JlaGopaTopHO-UHCTPYMEHTasbHbIe 00Ccef0BaHUS

MnaH nabopaTopHO-UHCTPYMEHTANIbHOrO — 0bCcnenoBa-
HWSI cnefyeT BbICTpaMBaTb Ha OCHOBaHUM CHOPMMPOBAB-
Leics runotesbl 0 Haubonee BEpPOSITHOM MPUYMHE XOpeu
(puc. 4, Tabn. 7). MNpu 0CTPOM/NOAOCTPOM Pa3BUTUN XOPEU
pPeKoMEHYETCS HauMHaTb C NPOBEAEHMS UCCNeaoBaHNlA Kpo-
BW 1 HeilpoBm3yanu3aumun. B cnyyae meaneHHo HapacTatoLei
XOpewu 1 Npu OTAroLLEHHOM CeMeiHoOM aHaMHe3e, 6e3ycnoB-
HO, Heobxoaumo HayaTb ¢ [AHK-TecTMpoBaHus. B HekoTopbix
CNOXHBIX AMarHoCTUYeckmx ciydasix TpebyeTcs npoBeneHne
LUMPOKOrO criekTpa obcneaoBaHuid. feHeTUYEeCKOMY TECTUPO-
BaHMIO OO/XXHa NpefLecTBoBaTb Npoueaypa reHeTMyeckoro
KOHCY/bTMPOBAHWS.

leHeTMYecKoe TeCTUPOBAHME U KOHCYNILTUPOBaHUe
PekomeHayeTCcs MCMONb30BaTh CTPYKTYPUPOBAHHbIMA, MO-
CnefoBaTefbHbIA  MOAXOA, K MPOBEOEHWMI0 TEHETUYECKOro
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Ta6nuua 7. Metoabl 06Cnen0BaHuns, PEKOMeHIyeMble As Npo-
BEOEHNSA MPU HAJIMYUM XOpew

MeTop

MarnuTHo-
pe3oHaHCHas
Tomorpadus
roJIOBHOrO MO3ra

O6Lwmii aHann3
KPOBW (B TOM Yncne
onpepenexHne
remMaTokpuTa, Macchbl
LIIPKYIMPYIOLLINX
3PUTPOLMTOB,
onpegenexne
aKaHTOLMTOB,
CKOPOCTU OCeaHns
3pUTPOLMTOB)

OnpeneneHve ypoBHS
LepysonnasMmHa
B CbIBOPOTKE KPOBY

Onpepenexune
9KCKpeLmnn Meam
C MOY0N

Broncus neyenmn
TecT Ha 6epeMeHHOCTb

Tect Ha BUY

Onpegnenexne
AHTUSOEPHbIX aHTUTEN

Onpenenexne aHTUTeN
K AByxuenoyeyHon JHK

Onpepenexne
BOJIHQHOYHOIO
aHTUKoarynsiHTa
N aHTuTen

K KapANOUNUHY

Onpepnenexune
TUPEOUIHOro NPodunIs

Onpegnenexne
aHTUCTpenTonnsuHa-0

OnpepenexHue aHTuTen
k 6a3anbHbIM Sapam

Broncus mbiLw,

AHanua
LepebpocnuHanbHo
XWUIOKOCTN

KommeHTapuun

McknioveHre NHCybTa uim 04aroBoro
NopaxeHwus BELLECTBa rONOBHOMO
MO3ra MHOro xapakrepa

[Mpun 3a60neBaHNSAX C HAKOMNAEHNEM
Xenesa N3MEHeHs BbISBASIOTCS

Ha T2*-B3BeLUEeHHbIX N300paXeHUaX
Pexum FLAIR noneseH ans
UCKJII0YEHUS MPUOHHOMO 3ab0neBaHus
Mpw 6one3Hn BunbcoHa BbISIBNSETCS
rMNEPUHTEHCUBHBIV CUrHaN OT
pasanYyHbIX CTPYKTYP FON0BHOrO MO3ra
Ha T2-B3BELLEHHbIX N30OPAKEHUSX

[emaTokpuT NOBbILLAETCH

npu NOANLUTEMUN

OnpepeneHne macesl
LMPKYINPYIOLLMX SPUTPOLIMTOB —
cneuydUYHbIA TECT AN ANArHOCTUKN
WNCTUHHOW NOAULMATEMUN

[na ncknoyeHns HempoakaHToumMTo3a
HeobX0aMMO 1CCNefoBaHNE
HECKOJNbKMX Ma3KOB KPOBU

CHuxeH npu 6051e3H1 BunbcoHa

lNoBbileHa npy 601e3HK1 BunbcoHa

Heobxoovma B psige ciyvaes ans
[MarHocTukm 601e3Hu BunbcoHa

MckntoyeHne xopen B | TpumecTpe
6epeMeHHOCTH

CIMA moxeT nebioTmpoBaTh Xopeei

HyBCTBUTENbHbIN TECT A/ BbISIBIEHUS
CKB

OtHocuTENbHO cneumdunyHbl ansa CKB

MckoyeHne aHTudochonmnnaHoro
crvHApomMa

MckntoyeHne TMpeoTokcmkosa

HepaBHO nepeHeceHHas
CTPENTOKOKKOBAst MHDEKLINS MOXET
CBUOETENLCTBOBATH B M0/b3Y XOPEU
Cupenrama/cungpoma PANDAS

AccoummMpoBaHbl C NMOCTUHOEKLMOHHOM

XOpeei, xopeei 6epeMeHHbIX 1 XOpeei

BCNeACTBMNE MPUMEHEHNS NEPOPASTbHbIX
KOHTPAaLLENTNBOB

McecnenosaHue Ha npegmeT pBaHbIx
KpacHbIX BOIOKOH 1 HAPYLLEHN

B AbIXaTesIbHOM LIeni, XapaKTepHbIX
NS MATOXOHAPUANbHbIX 3a60eBaHni

BbINONHAETCS C LLeSbio NCKYEHNS
BOCMaNTENbHOro

VNN HEOMNACTUYECKOrO NpoLiecca
B LIEHTPasibHON HEPBHOW CUCTEME

HepsHsbie 6one3nn 12015
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HeBponorndecknin aAropytm

| LeboT xopen |

/

| OcCTpbIii/NOAOCTPLIN |

\4

LleneHanpaBneHHble 1abopaTopHO-
VHCTPYMEHTa/bHbIE CCES0BAHMS
ON4 BbIABJIEHNA NMPUYNHbI

\

B cnyyae 6e3pesynsTaTHoro nomeka —
NPOBEEHIE FeHEeTUYECKOr0 TECTUPOBAHNS!

\

| MeaneHHbIh |

CemeinHblin
aHaMHe3?

OTsroLueH | | He oTtsirowieH

\ 4 Y

JOHK-TectnupoBaHve | [poBeaeHne kak

IOHK-TectupoBaHus,
\ Tak 1 nabopaTopHoO-

OTpuuaTesbHbIi VIHCTPYMEHTasIbHOro
pesynbrar obcrnenoBaHys

A

LleneHanpasneHHoe
nabopaTopHoO-
NHCTPYMEHTaJIbHOEe
obcnenoBaHne

Puc. 4. DopmrpoBaHme AMarHoCTMHECKOr0 NOAX0AA K MALMEHTY C XOPEeeil.

| BonesHb [eHTUHITOHA He BbiSIBNEHa |

\ 4

CUA 17-ro Tuna |

\ 4

| OtpuuarensHo |
\ 4
ATakcus unu MwuoknoHumn nnm AdpvikaHckme T N3meHeHuns MN3meneHns Ha MPT
nonavHesponatuns? [eMeHums? KOpHU? pucty B Maske KpoBu r0/I0BHOrO MO3ra
MpunoHHoe Heipodep-
CLA 1-3-ro Tuna P podep
3abonesaHvie [eHTaTopy6ponan- puTUHOMAaTUS
BonesHb HDL2 XopeoakaHTOUMUTO3
Dpuapeiixa MwuToxoHapvansHoe mpononcosa atpodpus MyTaunu B reHe
puap 3abonesaHvie PANK2

Puc. 5. [eHeTnyeckoe TeCTUPOBaHUE B Clyyae OTCYTCTBUA MyTaumm Bl

TECTUPOBAHUS C YYETOM VIMEIOLUMXCS KIMHWUYECKUX AAHHbIX
(puc. 5). BaxHbIM acnekToM 3TON NpoLUeaypbl ABNSETCS TO,
4YTO MNOATBEPXAEHVNE TEHETUYECKOW MPUYMHBI XOpeu aBTo-
MaTU4YeCKN AenaeT NpuyacTHbIM K 3ab0NeBaHMI0 HE TOJNBbKO
Camoro nauueHTa, HO TaKKe U YNEHOB ero cembu. Nonoxu-
TenbHbIl pe3ynbrat JHK-TectuposaHus Ha Bl y yenoseka 6e3
OTSArOLLEHHOr0 CEMENHOrO aHaMHe3a 03HAYaET, YTO Y BCEX ero
OpaTbeB/cectep v aetei nmeetcst 50% BEPOATHOCTb HANNYKS
Takoro xe 3abonesanus. Mpouenypa reHeTU4eckoro TecTu-
poBaHus Ha noboe 3aboseBaHne ABASETCS MOTEHUMANbHBIM
WCTOYHUKOM [/151 CUJIbHOTO CTPECCa; OHa He A0/KHa MPOBO-
ountbes 6e3 NpeaBapuTENbHONO FEHETUYECKOTO KOHCYLTUPO-
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BaHWs. BOMbLUMHCTBO Bpayeit NOMHAT O ero Heob6XoAMMOCTM
npu paboTe C KIMHUYECKU 30,0POBLIMU IMLAMM U3 FPYMMbl PUC-
Ka Mo HOCUTENbCTBY MyTaLMK, OAHAKO He cnefyeT 3abbiBaTh,
4TO 3TO XE NPaBWIO0 NMPUMEHNUMO 1 K yXe BONbHBIM NaLeHTaMm.
Hepenko reHeTuyeckoe KOHCY/BTMPOBAHWE U TeCTUPOBaHue
NPOBOASATCS MPU Yy4aCTUM HEBPOJIOra — BAXHO MOMHUTb, Y4TO
0 nonoxutensHom pesynbrate JHK-TecTpoBaHua naumeHTty
cnepyet coobLiath TOMLKO MNOCNE NPeaBapuTebHON NOAroTo-
BUTENbHON Becenbl.

B Tabn. 8 npencraBneHbl Hanbonee BaXHbIE PEKOMEHA-
LW KacaTeslbHO FeHeTUYEeCKOro TECTUPOBaHNS — U3 Hee BUA-
HO, 4TO 3Ta nmpoueaypa TpebyeT 3aTpaT BPeMeHU, KOTOPOro




Hesponormnyeckuin anropmtm
]

Ta6nuua 8. PekomeHaumm no npoBeAeHN0 MeAVKO-reHETUYECKOr0 KOHCYLTUPOBAHMA Mo Bl 1 MHbIM ayTOCOMHO-A0MUHAHTHBIM HEMPO-
[nereHepaTtnBHbIM 3a00/1EBaHNSIM

o [IHK-TectupoBaHue Ha BI" He SBNSIETCA PYTUHHBIM METOAOM 00CNEL0BaHNS NPU XOPEE — HEOOXOAMMO NPELNOXUTb NALUEHTY MPOATH
TECTMPOBaHVe, NPEACTaBMB Haanexatlyio MHbopmauuio 06 3ToM UCCnefoBaHUN 1 caMoM 3a00/1eBaHNM, NOAFOTOBMB TEM CaMbIM

o6cne,u,yeM0ro K BO3SMOXHOMY MNOJIOXUTEJIbHOMY pe3yNibTaTy aHaim3a

06cnenyemMoro Ha BCex aTanax TeCTMpOBaHWs

Heo6x0aMmMo NPOUHPOPMMPOBATH MaLMeHTa 1 Y1EHOB €ro CEMbM O TOM,

CnepyeT NpefnoxXuTb NaLMeHTy BoIOpaTh 4ns cebs ConpoBOXAAIOLLEE NNLLO — YEN0BEKA, KOTOPLIN OyAeT CONPOBOXAATh

Kak MoNoXuTeNbHbIN pedynsrat JHK-TecTupoBaHus

0TPasnTCs Ha CyLLeCTBOBaHUM MOTEHLUMAJILHOIO pUCKa HOCUTENbCTBA MyTauun ApyrumMuy 4neHamm cemMbmn

CneflyeT cornacoBaTb NniaH JanbHenLero HabnoaeHns
3a MauyeHToM

KpaiiHe BaxHbIMM Npu npoBeaeHun JHK-TecTMpoBaHus SBASoTCs Nosy4eHne ot 06CeAyemMoro MMCbMEHHOM0 MHGOPMMPOBAHHOO

cornacus, NoAn1caHHoOro NaLMeHToOM 1 Bpa4yoM, U COBI0AeHNE CTPOroN KOHOUAEHUMANBLHOCTY (Tak, 418 y4acTusa B MpoLiecce
Me[OMKO-reHeTNHECKOr0 KOHCY/IbTYPOBAHMS Y/IEHOB €r0 CeMbM HE0OX0AMMO cornacue 06cneayemoro)

MauneHT UMeeT NpaBo 0TKa3aTbCs OT CO0OLLEHMS eMy peadynbTaTtoB AHK-TecTmpoBaHms unm ot ero NpoBeAeHVs BOOOLLE
CnycTa npumMepHo 1 Mec nocne coobLLeHNs NonoxuTenbHoro pedynstata JHK-TectupoBaHus pekomeHayeTcs NpoBeaAeHE

NOBTOPHOM BCTPEYU A1 06cy>|<,u,equ BO3MOXHbIX MOABMBLLMNXCA Y NaLeHTa BONpPoOCoB

B cnyyae nonoxutensHoro pesynsrata JHK-tectupoBaHms cnepyet npefocTaBuTb NaumeHTy 6onee noapobHyo MHhopmaLwio

OTHOCUTENBHO KJIMHUYECKNX NposiBieHniA Bl (nnn nHoro noaTeepXxaeHHOro 3abosieBaHns), CoLmanbHbIX
1 NCUXOJTIOMMYECKNX NOCIEACTBUIA BbICTAB/IIEMOr0O AMarH03a, NoAxoA0B K MIaHMPOBaHUIO CEMbU, AOCTYMHbIX HA TEKYLLMIA MOMEHT

METO/I0B Nle4YeHns 3a00neBaHns

MOXET ObITb HEAOCTATOYHO MPU PYTUHHOM MOSIMKINHUYECKOM 13.
npveme. 14

MeaukameHTO3Has KOppeKLUs Xopeun

Xopes MOXEeT NPUBOANTL K 3HAYUTENIbHOMY OrpaHUYEeHUIO 15.
NMOBCEJHEBHON aKTUBHOCTU OONbHLIX HE TONIbKO M3-3a ABW- 16.
ratesfibHbIX HapyLIEHUA per Se — MauMeHTbl C Xopeeh MoryTt 1;
4yBCTBOBATH CE€051 HENOBKO U A@Xe CTECHATLCS CBOEr0 COCTO- 19:
AHUS. TeM He MeHee B NepBYyI0 04epeab 0 HE0OX0AMMOCTU KOP-
PEKTMPOBATHL ABUraTefibHOe PacCTPONCTBO 3a9BASIOT, Kak npa- 20
BUJI0, POACTBEHHMKM MaumeHToB. K Ha3Ha4eHnio npenapaTos 21'
ONS YMEHbLUEHUSI BbIPAXEHHOCTU XOpeu clelyeT NoaxoauTb 22.
KpaliHe OCTOPOXHO W3-3a MOTEHLMAsbHBIX HEXEeNaTesbHbIX 23.
peakumin oT ux npuMeHeHus. Hepenko 6onee BaxHbIM SBNSIET- 2‘51'
CS JIe4eHe COMyTCTBYIOLLMX MCUXNYECKUX U KOTHUTUBHBIX Ha- 26:
PYLLEHWI, HEXENV CMMITOMAaTHYecKas Koppekums xopeun. bo-
nee noapobHO BONPOCHI MEANKAMEHTO3HOWM KOPPEKLMM XOPEN -
ocCBelLLeHbl Hamu B cTaTbe “CoBpeMeHHble NOAX0Ab! K Meauka- 28.
MEHTO3HOI KoppekLmm xopeu npu 6onesHn feHTuHrToHa” [3]. 29.

30.

Cnucok nutepartypbl
1. BynataH H.O. v ap. // Pemeanym. 2013. Ne 11. C. 47. 31.
2. Wnnapvowkun C.H. n ap. // TeneTnka. 1995. Ne 31. C. 1478.
3. Cenusépctos t0.A. n ap. // HepeHbie 6oneatun. 2014. Ne 3. C. 24. 32.
4. BonelliR.M. et al. // Expert Opin. Pharmacother. 2007. V. 8. P. 141. 33.
5. BrandtJ. etal. // Neurology. 1996. V. 46. P. 527. 34.
6. Breedveld G.J. etal. // Neurology. 2002. V. 59. P. 579. 35.
7. Caer M. etal. // Mov. Disord. 2005. V. 20. P. 490. 36
8. Cao M. etal. //Arch. Pathol. Lab. Med. 2006. V. 130. P. 1126. 37.
9. CardosoF. etal. //Mov. Disord. 1997. V. 12. P. 701. 38.
10. Cardoso F. et al. // Mov. Disord. 2003. V. 18. P. 1374. 39.
11. CerveraR. et al. // Medicine (Baltimore). 1997. V. 76. P. 203. 40.
12. Chinnery PF. etal. // Brain. 2007. V. 130. P. 110. 41.

Church A.J. etal. // Neurology. 2002. V. 59. P. 227.

. Craufurd D., Snowden J. Neuropsychological and neuropsychiatric

aspects of Huntington’s disease // Huntington’s Disease (Oxford
Monographs on Medical Genetics). 3rd ed. / Ed. by G. Bates et al.
N.Y., 2002. P. 62-94.

Danek A. etal. // Curr. Opin. Neurol. 2005. V. 18. P. 386.

Dike G.L. // Md. Med. J. 1997. V. 46. P. 436.

Farrer L.A. etal. // Am. J. Med. Genet. 1986. V. 24. P. 305.
Ghika-Schmid F. et al. // J. Neurol. Sci. 1997. V. 146. P. 109.
Anovel gene containing a trinucleotide repeat that is expanded and
unstable on Huntington’s disease chromosomes. The Huntington’s
Disease Collaborative Research Group // Cell. 1993. V. 72. P. 971.
Hanna M.G. et al. // Mov. Disord. 1998. V. 13. P. 339.

Hartig M.B. et al. // Ann. Neurol. 2006. V. 59. P. 248.

lllarioshkin S.N. et al. // J. Neurol. 1996. V. 243. P. 506.

Isaacs J.D. et al. // Mov. Disord. 2005. V. 20. P. 1656.

Krack P. // Neurology. 1999. V. 53. P. 2169.

Kremer B. etal. // Am. J. Hum. Genet. 1995. V. 57. P. 343.

Kremer B. Clinical neurology of Huntington’s disease //
Huntington’s Disease (Oxford Monographs on Medical Genetics).
3rd ed. / Ed. by G. Bates et al. N.Y., 2002. P. 30.

LiJ.L. etal. //Am. J. Hum. Genet. 2003. V. 73. P. 682.

. Machado A. et al. // Mov. Disord. 2006. V. 21. P. 2192.

Margolis R.L. et al. // Ann. Neurol. 2004. V. 56. P. 670.

Marschitz I. et al. // J. Neurol. Neurosurg. Psychiatry. 2007. V. 78.
P 105.

Miranda M. et al. // J. Neurol. Neurosurg. Psychiatry. 2004. V. 75.
P 327.

Nazabal E.R. et al. // Postgrad. Med. J. 2000. V. 76. P. 658.
Perlmutter S.J. et al. // Lancet. 1999. V. 354. P. 1153.

Piccolo I. etal. // J. Neurol. 2003. V. 250. P. 429.

Rubinsztein D.C. et al. // Am. J. Hum. Genet. 1996. V. 59. P. 16.

. Schols L. et al. // Lancet. Neurol. 2004. V. 3. P. 291.

Schrag A. et al. // Mov. Disord. 2000. V. 15. P. 280.

Stevanin G. et al. // Brain. 2003. V. 126. P. 1599.

Tse W. et al. // Parkinsonism Relat. Disord. 2004. V. 10. P. 323.
Ueno S. etal. // Nat. Genet. 2001. V. 28. P. 121.

Wild E.J. etal. // Pract. Neurol. 2007. V. 7. P. 360.

15

HepsHsbie 6one3nn 12015



Hay4HbIn 0630p

KOrHuTUBHbBIE PACCTPOICTBA U UX JICYEHHE
PH ApTEPUAIbHON IMIIEPTOHNHI

B.A. Ilapgpenos, F0.A. Cmapuuna

KornutueHble pacctpoicTtaa (KP) BxoasT B uicio Hanbonee 4acTbix HEBPOJIONMYECKUX HAPYLLEHWI Y NALIMEHTOB C apTepu-
anbHON runepToHnen (Al'). KOrHUTUBHbIE pacCTPOoCTBa y NnauneHToB ¢ AlT BO3HMKAOT BCNEACTBUE COCYAUCTOrO (KIMHNYEeCKN
SIBHbI UHCYNLT, “HEMbIE” NaKkyHapHble MHAAPKTbI, 1ENKOAPe03) N AereHepaTUBHOIO NOPaXeHNs rolI0OBHONO Mo3ra (605e3Hb
Anbureimepa). B ctatbe N3n0XeHbl KPUTEPUN ANArHOCTUKM JIErKUX, YMEPEHHbIX U BblpaxeHHbIX (aemeHumns) KP. OTmevaeT-
CSl, 4TO HOpPMaNN3aunsa apTeEPUANbHOrO AABNEHMS HA OCHOBE aHTUTMMEPTEH3VBHOM TEPANUM — IMaBHOE HanpaBieHve Npodu-
NakTuKn pasBuTna n nporpeccuposarusa KP. Mpu gemeHummn y naumeHToB ¢ Al MOryT 6biTb 3PP EKTUBHbI MHTMOUTOPbI LIEHT-
panbHOWM aueTUNXONIMHACTEPas3bl 1 MEMAHTUH. B KayecTBe KypCOBOro neyeHns y naumeHTos ¢ Al BO3MOXHO MPYIMEHEHne
LiepebponuamHa, apdekTMBHOCTb U 6€30MaCHOCTb KOTOPOro NPOAEMOHCTPUPOBAHbI KaK MPpK COCYAUCTbIX, Tak 1 Npu aere-

HEepPaTUBHbIX MOPaXXeHNAX rOJIOBHOro Moara.

KnioueBble cnoBa: aptepuanbHasi rMnepToHNUsi, KOrHUTUBHBIE PACCTPOMCTBA, AEMEHUUs, aHTUIMNepTeH3nBHas Tepanus,
VNHMMOUTOPbI LLEHTPasbHOM aLeTUIX0NMHACTePasbl, MeMaHTUH, Llepe6GponnanH.

ApTepuanbHasa runepToHns (AlN) oTMeYaeTcs NoYTN Y Kaxk-
[10r0 4-ro B3pOCnoro yesnoeeka 1 605ee 4em y NoAOBUHbI MO~
XWNbIX NOAEN; OHa CYLLIECTBEHHO MOBLILLIAET PUCK PasBUTUS
WNHCYNbTa U KOTHUTMBHbIX paccTponcTs (KP), npu atom addek-
TMBHOE NneyeHne AT cHuxaeT puck uHcynbta n KP n noatomy
npeacTaBnsieT coboil 0aHO 13 Hanboniee NEPCNEKTUBHBIX Ha-
npaBneHnn B COBPEMEHHOM MeaunumHe [1-3].

ApTepuanbHas runepToHus

Kak ¢pakTop pucka passutus KP

ApTepuanbHasi rMnepToHus, YBENUYeHUe BOo3pacTa, Ha-
CNeACTBEHHAs OTArOLLEHHOCTb, MEPEHECEHHBIN WMHCYNLT 1
caxapHblil AnabeT — OCHOBHbIE HE3ABUCUMbIE GaKTOPbI prUcka
passutus KP [2, 4, 5]. MaumneHTbl ¢ Al nmetoT Gonee HU3KME
nokasatenu no pasnnyHbIM HEVPOMCUXONOrMYECKUM TECTaMm,
4eM NaM C HopManbHbIM apTepuanbHbiM Aasnennem (AL) [6].
Yem Bbiwe cuctonuueckoe A (CAL) B nmoxunom Bo3pacTe,
TEM HUXe cpenHuii 6ann no KpaTkol LUKane OLEHKM Ncuxmye-
ckoro ctatyca (KLLUOMMC) [7]. MNoBbileHHOe AnacTonmyeckoe
AL (OAL) npenctaBnseT coboit dpaktop pucka passutms KP
He3aBMCKMMO OT BO3pacTa 1 nona, npu 3ToM BbicLLee 06paso-
BaHWE 1 NPOBOAUMOE aHTUIMMNEPTEH3UBHOE JIEYEHUE CHIKAIOT
puck passutua KP [1, 2, 6].

Mpu gnutenbHoM HabntogeHU nauneHToB ¢ Al BbISIBNIEHO,
4TO MOBbILWEHNE ALl HEraTUBHO BAWSIET HA KOTHUTUBHBIE DYHK-
umn. B ®dpemunHremckom nccnegosaHnm B teveHne 12-15 net
Habnogany 1695 noxumnbix naumeHToB ¢ Al B Bo3pacTe oT 55
[0 88 neT 1 ycTaHoBWAM OTPULATENBbHYI0 06PATHYIO CBSA3b MEX-
ny ypoeHsimu CALL, AL, nnutenbHOCTbIO Al 1 nokasatensmm

Kadenpa HepBHbIx 6one3Hen nevyebHoro dakynsreta ep-
BOro MOCKOBCKOIro rocyapCTBEHHOr0 MEOULMHCKOIO YHN-
BepcuteTa um. .M. CeveHoBa.

Bnagumup AHatonbeBud MapdeHoB — npodeccop, 3aB.
Kadenpon.

lOnua AnekcangpoBHa CtapuuHa — KaHA. Me[. Hayk, ac-
CUCTEHT Kadeapbl.
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CNYXOBOW 1 3pUTENBHOI NaMATU NO AaHHLIM HEMPONCUXONIOrn-
yeckux TecToB [8]. Mpu HabnoaeHWUN B TeHYEeHUE NPUOAN3UTENb-
HO 30 net noutn 5000 naumeHToB ¢ Al GbINO OTMEYEHO, YTO MNO-
BbilweHe CAJl B cpegHeM BO3pacTe SBNSETCH HE3ABUCUMbIM
dakTopom pucka passutna KP B noxumnom Bo3pacTe, NpUYeEM
pa3BuTYE AeMeHUMM accoummnpyeTcs ¢ noebiweHnem CAL [9].

MatoreHes KP npu Al

Paseutne KP y naumneHToB ¢ AI' MOXET ObITb BbI3BAHO UH-
CynbTaMu, BKJIIOYas KJIMHMYECKM “Hemble” MHGapKTbl, nopa-
XeHnem 6enoro BellecTBa rojI0BHOr0 Mo3ra (fneiikoapeos),
a Takke YCKOPEHMEM AereHepaTuBHbIX (aTpodUYEecKnx) npo-
LLleCCOB B KOPE r0fI0BHOr0 Mo3ra [2-5].

MopaxeHne 6enoro BeLlecTBa rofoBHOro Mo3sra npu Al
00YC/IOBNEHO NaTONOrMYeCcKMM N3MEHEHNEM KOPKOBO-Me[lyJl-
NIAPHBIX aPTEPUIA U UMEET TUNMYHYIO KaPTUHY NPY PEHTTEHOB-
CKOI KOMMbIOTEPHOW TOMOTPadUM — CHUXKEHNE UHTEHCUBHOCTY
curHana u Npu MarHUTHO-PE30HaHCHOM Tomorpadumn (MPT) —
MOBbILUEHVE NHTEHCUBHOCTM CUrHaNa Ha T2-B3BELLIEHHbIX N30-
BGpaxeHnsx HecreumdnHeckoro xapakrepa. IToT GEeHOMEH,
BbISIBNSIEMbIA 0ObIYHO B 30HAX Tak Ha3bIBAEMOro TepPMUHASb-
HOro KPOBOCHAOXEHUs!, 0000 YyBCTBUTESIbHbIX K KONebaHMsam
Al, nony4un Ha3BaHWe “runepToHMYeckas NnerkoaHuedano-
natus”, unn “nerikoapeos” [10]. ApTepuanbHas runepToHns —
BTOPOW Nnocne Bo3pacTa GpakTop pucka passBuTus nerkoapeo-
3a, KOTOPbIV NPMBOAUT K Pa306LLEHMIO CBA3E KOPbI FONTOBHO-
ro MO3ra 1 NoAKOPKOBbIX FAHINEB, KOPTUKOCTPUONananaoTa-
NAaMUYECKMX CBA3EN, UrpatoLLmX BaXHYIO POJib B 06ecneyeHnmn
KOFHWUTMBHBIX 1 ABUraTesibHbIX GyHKLMA [11].

JlakyHapHble MHPAPKTbI NOKANM3YITCA MPEUMYLLLECTBEHHO
B 6a3asbHbIX FaHIMVsX, BHYTPEHHEN Kancyre, Tanamyce, 0CHO-
BaHMM MOCTa MO3ra, B 6eIoM BeLLEeCTBE MoJyLapuii Mo3ra u
MO3Xeuke; Hanm4uune “HemMbix” MHAPKTOB, 0COOEHHO MHOXECT-
BEHHbIX, aCCOLMUPYETCS C OOLLMM yXyALEeHNEM KOrHUTUBHOM
[esTenbHOCTH 1 6onee YeM B 2 pas3a yBeIMYMBAET PUCK pas-
BUTUS OEMEHLMM B MOCNEAYIOLME HECKONLKO NeT [12].
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WMHeyneT y naupenTa ¢ Al CyLLLIECTBEHHO MOBBILLIAET PUCK
passuTtusa KP faxe B Tex ciyyqasx, Koraa nosiHOCTbIO perpeccu-
pYIOT BO3HMKLLUWE BO BPEMS MHCYNbTA ABUraTeNbHbIE, PEYEBble
1 Opyrvie HEBPONOrMYECKNe HapyLUeHWs; AEMEHUMS AuarHo-
cTupyetcs y 6-32% 60bHbIX, NePEHECLUMX UHCYNLT [2, 4, 5].

PassuTre cocyamcTon gemeHumn y naumeHtoB ¢ Al BO3-
MOXHO BCNEACTBME PA3NMYHbIX NATONOrMYECKMX COCTOSHUN,
Takux Kak [2-5]:

1) NoBTOPHbIE MHMAPKTLI FONOBHOMO MO3ra (MyJbTUMH-
dapkTHas AemMeHLMs), BO3HMKatoLLIMe 00bIYHO BCIEACTBME 3a-
KYMOpKW KPYMHOW LiepebpansHoi apTepui 1 noKanmuayowmecs
B KOP€ rojI0BHOr0 Mo3ra U (unu) B cybkopTMKanbHOM obnactu;

2) OOMHOYHbIE OrpaHNYeHHbIE MHPAPKTbLI B CTPATErMYECKn
BaXHbIX /151 KOTHUTUBHBIX GYHKLWMIA 061aCTSX FOIOBHOrO MO3ra,
Hanpumep, B IEBOM MonyLiapum B 061acT N106HOM 40N, YIo-
BOW U3BWJINHBI, 3pUTENBHOrO Byrpa 1 (Unm) NoN0CaToro Tena;

3) MHOXeCTBEHHble NaKkyHapHble WH(APKTb BCNEACTBUE
nopaxeHus HeboNbLUNX LiepebpanbHbIX apTepui;

4) pndodysHoe nopaxerHve (neikoapeos) 1/3 nnm Gonee
6enoro BeLLLECTBA FOJIOBHOrO MO3ra;

5) runonepdysns ronoBHOro Mosra, Bbi3BaHHash obLeit
nwemue Mosra BTOPUYHO B pesynsTaTte 0CTAHOBKM Cepaua,
VAN OrpaHunyeHHas uwemus, NPOUCXOAALLAsA Ha rpaHuLLEe 30H
MexXay ABYMS KPYMHbIMU apTepuanbHeiMu 6acceiiHamu 1 Bbl-
3BaHHas reMOAMHAMUYECKMMUN HAPYLLUEHUAMU (PE3KUM CHU-
xenvem ALL);

6) nocnencTeue KPOBOU3NMUSHNS B FOIOBHOM MO3T U (1K)
ero 060J104KM, 4acTo Ha HOHe aMUSIOVMAHO aHrMoNaTu;

7) KOMOVHALMS NEePEYNCNEHHBIX BbILLE U APYruX, Noka He-
[OCTaTOYHO XOPOLLO N3y4eHHbIX GaKTOPOB.

B knuHuyeckoi npakTuke Hambosnee 4acTo BCTPeYalTCst
MyNbTUMHGAPKTHAS AEMEHUMS U AeMeHUMs, 06ycnoBneHHas
MHOXECTBEHHbIMW NIaKyHaPHbIMK MHbapKTaMun 1 (uun) Bbipa-
XEHHbIM flerikoapeo3om. M'mnonepdy3noHHas cocyamcrtas ae-
MEHLMS B OMPeAENeHHON CTeNeHN NpeacTaBnseT cobol Myb-
TUNHOAPKTHYIO AEMEHLMNIO [4].

MpuunHoi KP y naumeHToB ¢ Al MoryT ObiTb Takke 601e3Hb
Anburerivepa (BA), TOKCUYeckMe NOpaxeHus LEeHTPanbHOM
HEPBHOI CUCTEMBbI (aNKOroNn3M, OTPaB/IEHNE YrapHbIM ra3om,
TOKCMYeckoe [eicTBMe fekapcTB), MeTabonmuyeckue pac-
cTponcTea (aedpuunt BUTammnHa B12, TVaMVHa, ypemus, nede-
HOYHAs HEeJOCTAaTOYHOCTb), SHOOKPUHHBIE HAPYLLEeHUs (rumo-
TUPEO3), UHPEKLMOHHBIE 3200/1EBAHUS LLEHTPANbHO HEPBHOM
CUCTEMBI, BACKYNNUTbI, MOCTTPABMATUYECKME Y MOCTIUMOKCHU-
4eckune COCTOSIHMS, OMyXOv FONOBHOrO MO3ra, cybaypanbHas
remaTomMa, HOpMOTEH3UBHas ruapouedanus [2, 4, 5].

ApTepuranbHasi rMnepToHns B HACTOsILLEE BPEMSI paccma-
TpuBaeTca Kak $akTop, YCKOPSIOWMA peann3aumio reHeTu-
yeckol npeapacnonioxeHHocTn K BA [2, 4, 5]. MNpumepHo B
8% cnyyaeB BA accouumpyetcs ¢ Al BO3HUKLLEN B CpeaHEM
Bo3spacrte [2]. Neproanyeckas nnm XpoHu4eckas Memus ro-
JIOBHOT0O MO3ra, BO3HuKatoLas npu Al Bbl3biBaET MMMNOKCUIO, K
KOTOPOW 0COBEHHO YYBCTBUTENbHBI HEMPOHBI rMMNoKkamMna Bu-
COYHOW [,O0NIM FONOBHOI0 Mo3ra [4].

Jlerkue, ymepeHHble v BbipaXxxeHHble KP
y naumeHToB ¢ Al

Mo cTeneHn BbIPAXEHHOCTU KOFHUTWBHbIX HapyLIEHWA 1
CBSI3aHHbIX C HUMUW HapyLLUeHWI aganTauum B NpodeccroHasb-
HOW, OOLLLECTBEHHOW 1 ObITOBOWN OEATENbHOCTM BblOENSIOT Bbl-
paxeHHble (aemeHuumst), ymeperHble 1 nerkve KP [13]. B Ha-
cTosiLLee Bpemsi B MUpe AemeHuyeli ctpagaet 6onee 20 MAH.
yenosek. PacnpoCcTpaHeHHOCTb AEMEHLIMIN CPEAN NI0AEN cTap-
we 65 net coctaBnsieT 5-10%, ymeperHbix KP — 0o 20% [2, 5].

Jlerkve KP xapakTepusytoTcs Hecrneumbuyeckumy xa-
nobaMn NauneHToB (MOBbILLEHHAsS 3aObIBYNBOCTb, CHUKEHWE
KOHLIEHTPaLWN BHMaHUS, ObICTPas UCTOLLAEMOCTb NPY YMCT-
BEHHOW paboTe), KOTOPbIE BO MHOIMX Ciyyasix GeCroKoST HEMo-
CTOSIHHO, 0ObLIYHO NMPU YTOMEHNUM U AMOLMOHANIEHOM CTPECCE
[13]. Mpw HeiponcKxonornyeckom 06CNen0BaHNN He BbISBS-
I0TCS OTKIIOHEHWS OT CPEAHECTATUCTUYECKNX BO3PACTHBIX HOPM
Jaxe Mpu UCMONMb30BaHUM BbICOKOYYBCTBUTENbHBIX METOOVK.
TeM He MeHee NauVeHT NPeabsaBASeT Xanobbl KOrHUTUBHOMO Xa-
pakTepa, Tak Kak OLLYLLIAET CHUXXEHWE CBOUX UHTENNEKTYabHbIX
CMNOCOBHOCTEN MO CPABHEHMIO C UCXOOHbIM YPOBHEM. Jlerkue
KP He BAnsioT Ha ObITOBYIO, NPOMECCHMOHANBHYIO U COLMATBHYIO
[eAaTenbHOCTb NaLMEeHTa, AaxXe Ha Hanbonee CNOXHbIE €€ BUAbI.
OHM MOryT OCTaBaTbCs CTAaOWUbHBIMU MM NPOrPECCUMPOBATH B
ymepeHHble KP, a ganee B aemerumio. Mpu nerkux KP weneco-
06pa3HO MPOBECTU OLEHKY SMOLMOHAILHOMO CTaTyca, UCKIo-
YUTb HaNM4me genpeccun n (Mnm) NOBLILLIEHHOW TPEBOXHOCTH,
Tak kak ahDEKTVBHOE NIEYEHNE STUX COCTOSIHMIA MOXET CNoCco6-
CTBOBATb Y/NY4LUEHMIO Kak SMOLIMOHAIbHOMO CTaTyca, Tak 1 Kor-
HUTUBHBIX GYHKUMA. B MexayHapomHbix knaccudukaumsx KP
nerkve KP 06bI4HO He BbIAENSOTCS M PacLLEeHUBAOTCS Kak xXa-
No6bl NaumeHToB 6e3 0OGbLEKTMBHOIO NoATBEPXAeHUS [2, 4, 5].

YMepeHHble KP xapakTepurayoTcs HapyLeHUeM KOrHUTUB-
HbIX QYHKLMIA, NoKasaTeam KOTOpPbIX N0 AaHHbIM HEpPOoncuxo-
NIOrMYeckoro obcnefoBaHns OCTOBEPHO BLIXOAAT 3a paMKu
CpefHecTaTUCTMHECKON BO3PACTHON HOPMbI, HO HE BbI3bIBAIOT
HapyLleHn agantaumn B NOBCEAHEBHOW XU3HWU, XOTS MOryT
NPUBOAUTL K TPYAHOCTSIM B CIOXHBIX M HEMPYBbIYHBIX 4715 Na-
upeHTa cutyaumax [2-5]. MaumeHTy npuxoautcst npunaratb
6osblue ycunuin Ans pelleHns 3aaay, ¢ KOTOPbIMU PaHbLLE OH
NIerko CnpasAscs, 4TO BbI3bIBAET ANCKOMPOPT.

[unarHoctuyeckme kputepum ymepeHHblx KP 6binn npea-
noxeHbl B 1999 . 1 nepBoHaYyanbHO NpefHasHavannchb Ans
0003Ha4YeHNs OAEMEHTHBIX KOTHUTUBHBIX HApYLUEHWA Hens-
BECTHOIN 3TUONOrMKW, NPeanoNOXMUTENbHO CBSA3AHHbBIX C NPO-
ApomanbHov ctagmeii BA [14]:

o CHVDXEHME NaMsATX CO CMIOB MaUMEHTa U (UAK) OKPYXaKOLLMX
€ero nuu;

o 0OBLEKTUBHbIE CBUAETENLCTBA HAPYLLEHWIA NAMSATW MO AaH-
HbIM HEPOMCUXONOMMYECKNX METOLOB UCCNEA0BAHNS;

e OTHOCWTENbHASA COXPAHHOCTb APYrMX KOTHUTUBHBIX QYHKLNIA;

e OTCYTCTBWE BbIPQXEHHbIX HAPYLLEHUI MOBCEAHEBHOMN aKTUB-
HOCTW;

e OTCYTCTBME OEMEHLUN.
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OpHako Bckope avarHo3d ymeperHoix KP ctan ncnonb3o-
BaTbCs GOnee LWMPOKO, MPUMEHUTENBHO KaK K HEONpeaeneH-
HbIM, TaK 1 K YCTAHOBNIEHHbIM 3260/1€BAHMSIM FOIOBHOIO MO3ra
C K/IMHNYECKON KapTUHOW KOTHWUTMBHBLIX HAapyLUEHWN, He O0-
CTUraIOLLMX BbIPAXEHHOCTM AeMeHUMn. Mpu ymepeHHbix KP
cocyamcToi npupoael, 6onee xapaktepHbix ans Al Ha nepeoe
MECTO CTaBST HAPYLLEHWS YNPABASOLWYMX NOOHBIX QYHKUMIA, a
He namsaTy [5]. B 2006 r. 6bln NPUHSATHI HOBLIE AMArHOCTMYE-
ckue kputepun ymeperHsix KP [15], cornacHo koTopbiM Hanu-
uMe HapyLUeHUiA NaMsTW He SBASIETCS 00693aTeNlbHbIM YCIIOBM-
€M, BO3MOXHO CHUXEHWE APYruX ro3HaBaTesbHbIX (YHKLMNA
(mpakcuc, rHo3unc, peyb, ynpasnsoLye QyHKUMK):
® HaNMyMe YMEPEHHOro KOFHUTUBHOMO AeduunTa, He AOCTU-

raoLero BbIpaXeHHOCTW AEMEHLNY;

o Xanobbl KOrHUTMBHOIO xapakTepa Yy nauneHTa unn cempe-
TENbCTBA O KOTHUTUBHbIX HAPYLUEHMSIX CO CTOPOHbI TPETbUX
nmu;

o 00bEKTMBHbLIE CBMAETENbCTBA KOrHUTUBHBIX HAPYLLEHWUA No
[JaHHbIM HEMPOMCMX0N0orMYeCcKMX METOL0B UCCNE0BaHNS;

e OTCYTCTBUE BbIPaXXEHHbIX HAPYLUEHW NOBCEAHEBHOM aKTWB-
HOCTW.

B HacToflLee BpeMs BbIAENAOT 4 KNMHUYECKUX BapuaHTa
cvHgpomMa ymepeHHbix KP: nonmdyHKUMOHaNbHbIA (HapyLle-
HME HECKOMbKMX KOFHUTUBHBIX QYHKLWMIA) TUN C HapyLEeHNEM
namsiTv; NONMN@YHKLMOHANbHLINA TN 6e3 HapyLleHUs NamMsiTy;
MOHOMDYHKLMOHABHBIA TN 6€3 MHECTUYECKIX PACCTPOMCTB,
C HapyleHVeM Kakon-nnbo ApYroi KOrHUTUBHOW bYHKLMW;
MOHO®YHKLIMOHANbHBIN TWUM C HapyLueHnem namatu [3, 16]. 13
HVX TOSIbKO NOCAEOHWUIA TUN NPEANONOXMTENbHO CBA3aH C NPO-
OpoMasibHbIM neprnonom bBA.

B TeuyeHve roga y 3-26% naumeHTOB ¢ ymepeHHbiMu KP
HabMO4AETCS NPOrpeCcCpPOBaHNE PACCTPONCTB A0 CTEMNeHu
JemeHumn [17]. Hambonee BbICOK pPUCK PasBUTUS AEMEHLUM
B Gnvxaiiliem Gyayliem y naumeHToB MOXUAOro BO3pacTa, C
HU3KUMW UCXOOHBIMW pPe3ynsTatamy HEeMpPOMNCUXONIOrMYeCcKmX
TECTOB, MNPV HOCUTENLCTBE MATOMOMMYECKOr0 reHa anoamno-
npoTenHa E, 1 npy Hann4mm napaknuHU4eckmx npraHakos bA —
atpodun MeananbHbIX OTAEN0B BUCOYHbBIX AOMEA N0 AaHHBIM
MPT, runomeTtabonnama B BUCOYHO-TEMEHHbIX OTAENaX No AaH-
HbIM MNO3UTPOHHO-3MUCCUOHHOM TOMOrpadumn, cneundruieckmnx
HEPOXMMUYECKUX 3MEHEHWI B LLIepebpoCnHaNbHOM XUAKO-
¢t [18]. Puck passutust nemeHumm Hambonee BbICOK y NaLyeH-
TOB C aMHECTUYECKMM TUNOM yMepeHHbIx KP, B TO e Bpems y
4% nauneHToB ¢ ymepeHHbIMKU KP Heiponcmxonormieckune no-
KasaTenm HopManmayTcs B TedeHve roga [16, 17].

JemeHumns Bknioyaet B cebs nonndyHkumMoHanbHble KP,
Korga OTMEYaeTCsl BblPaXEHHOE CHUXEHWE nokasartenen no
MeHbLLE Mepe B ABYX KOrHUTMBHbIX foMeHax. CornacHo pe-
KoMeHZaumsm MexayHapodHoi knaccudukaumm 6onesHein
10-ro nepecmotpa (MKB-10), anarHo3 gemeHuun npaBome-
PEH NPUY HANMYMK CAEAYIOLLMX NPU3HAKOB [4]:
® HapyLIEHWA NamsaTh, KOTOPble NMPOSIBASIOTCSH B HApPyLUEHUN

CNocoBHOCTY K 3aNOMMHaHMI0 HOBOTO MaTepuana, a B 6onee
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TSKENbIX CNydasx — Takke B 3aTPYAHEHUW NMPUNOMUHAHNS
paHee YCBOEHHOM WMHdOopMauMn. HapylieHns npossasioT-
¢S KaK B BepOanbHOi, Tak 1 B HeBepOanbHON MOAAIbHOCTH.
PaccTpoiictBa namsaTyt LOMKHbI ObITb NOATBEPXAEHDI C MO-
MOLLLbIO HEMPOMCUXONOrMYECKNX METOLOB NCCNEN0BAHMS;

* HapylleHve APYrMx KOrHUTUBHBIX GYHKLMIA, Takmx Kak cro-
COBHOCTb K BBIHECEHUIO CYXAEHWI, MbILLEHWE (MNaHNPOBa-
HWe, opraHn3aums) n nepepaboTtka nHbopMaunn. AT Hapy-
LUEHMSI AOMKHbI OblTb NOATBEPXAEHBI C MOMOLLLIO COOTBET-
CTBYIOLLMX HEPOMCUXONIOrnieckmx MetTooB. Heobxoaymoe
YCNOBME AJ19 YCTAHOBNEHWS AMArHo3a “AeMeHLma” — CHXe-
HWE KOTHUTUBHbIX GYHKUMIA MO CPABHEHMIO C UCXOLAHBIM UH-
TeNnexkTyanbHbIM YPOBHEM;

o HapylleHne KOrHUTUBHbBIX PYHKLMIA onpeaensieTca Ha GoHe
COXPaHHOr0 CO3HaHUS;

® HapylleHVe 3MOLMOHANIbHOr0 KOHTPOAS, MOTMBALMU WK
N3MEHEHNE COLMaNbHOrO NOBEAEHUS, MO MEHbLUER Mepe
O[HO 13 Cnefylolyx — aMOLUMOoHanbHas nabuibHOCTb, pas-
OPaXUTENBbHOCTb, anaTus, acoumanbHOe NoBeAeHNE;

e MepeynCneHHble NPU3HaKU HAOMIOJATCA B TeYyeHue Mo
MeHbLLel mepe 6 Mec; npu 6onee KOPOTKOM HabAOAEHNM
[MarHo3 MOXeT ObITb NPEANONOXKNUTENbHBIM.

[IwnarHoctuyeckue kputepun gemeHummn MKB-10 B nocnea-

HVe rofbl BCE yallle NOABEPraloTCs KPUTUKE B CBA3M C 4pes-

MEPHOI MPUBA3AHHOCTLIO K KNMHUYecKon kapTuHe BA. Pac-

CTPOICTBA NAMSTU, KOTOPbIE COCTABASIOT OCHOBY NPOSIBNEHUI

BA, MOryT OTCYTCTBOBATb UM UMETb HE3HAYUTENbHYIO CTEMEHD

npy COCyaMCTOM AEMEHLIM 1 APYTrX 3a00NEBAHUSIX TONOBHO-

ro mo3ra. bonee npaBubHO ObINO Obl ONPEAENUTL AEMEHLMIO

KaK BbIPaXXEHHbIE HaPYLUEHNS B Pa3HbIX KOTHUTMBHBIX cdepax,

KOTOPbIE 4aCTO, HO He BCeraa 3aTparueatoT chepy namatu [3].

Y naumeHToB ¢ Al cpeiHero 1 noxmunoro Bo3pacra 6e3 uH-

Cy/nbTa B aHaMHe3e 3HA4YUTENbHO Yalle BCTPEYaAIoTCS IErkue 1

ymepeHHble KP, yem BeipaxeHHble (geMeHumns). YMepeHHble KP

BCTpeyatoTcs y 4-23% nuu, B Bo3pacTe ctaplue 60 nert, nerkue

KP otmeuatoTcs eule vawe [3]. KOrHUTMBHbLIE paccTpoicTBa

CAyXaT KpUTEPMEM PAHHEN ANArHOCTUKM XPOHUYECKOrO COCY-

[MCTOro NOpaxeHusi roIOBHOrO MO3ra, B TO BPEMSI Kak Xasnobbl

NMaLMeHTOB Ha rOSIOBHYI0 60Jb, FONIOBOKPYXEHNE, CHUXEHNE

paboToCnoCcOoBHOCT B OOMBLUMHCTBE CBOEM OTPaxaloT Ha-

NIN4ME TPEBOXKHO-AENPECCUBHBIX PACCTPONCTB 1 COYETAHHbIX

HEeBPOJIOrnyeckmx 3aboneBaHuii, Hanpumep MepBUYHbLIX TO-

JIOBHbIX 6oneit [3, 19].

JleyeHue un npodpunaktuka KP

Mpu Bcex KP 6onbluoe 3HayeHWe MMeeT npodunakTmka
pas3BUTUS NEPBOrO UM NMOBTOPHOrO UHCYNbLTA, KOTOPAs BKIIO-
4aeT KaK HENEKaPCTBEHHbIE METObI (0TKa3 OT KYPEHUS U 3710~
ynoTpebneHns ankoroneMm, CHWXeHue W3BbITOYHOW MaccChbl
Tena, foctatoyHas duanyeckas akTMBHOCTb, paLMOoHanbHOe
nMTaHue), Tak U NEKapCTBEHHbIE CPeaCTBa (aHTUrMNEPTEH-
3MBHbIE N aHTUTPOMOOTUYECKME CPEACTBa, CTaTWHbI) [2-5].
Ha ctagun pemeHumMm HeobXxoAUMbI NCUXOCOLManbHbIE U MO-
BeJleHYeckne BO3LEVCTBUS; OHW [LOSMKHbI MPOBOAUTLCS Kak
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MOXHO paHbLle MOCNe YCTaHOBMEHUS AnarHo3a. PekomeHay-
eTCs Noadepxusatb MakCUMasbHYI0 akKTMBHOCTb MaupeHTa B
CeMeliHbIX Aenax, Hanpumep, nNpuroToBNeHNW efpl, yXoae 3a
CafiloM 1 0ropofoM, CNocobCTBOBaTb, EC/IN 3TO BO3MOXHO, Er0
0OLLEHMIO C PY3bSMU, 3HAKOMbIMU 1 cocensimu. Pekomenay-
eTcs perynspHas dusmyeckas akTMBHOCTb B BUAE MPOrynoK 1
NneyebHOV MMMHACTUKN, UHTEHCMBHOCTb U OJIUTENBHOCTbL KO-
TOPbIX OMPEeAensioTcs QYHKUMOHANBbHBIMWU  BO3MOXHOCTAMM
naumeHTa, HalmuMeM ConyTCTBYIOLMX 3abonesaHuii. [na co-
XPaHEHNS 1 NOAAEPXAHUS KOTHUTUBHBIX QYHKUMIA Y MaLmMeH-
TOB C YMEPEHHbIMU 1 BblpaxeHHbIMU KP Gonbluoe 3HaveHne
UMeeT CTUMYNALNSA YMCTBEHHON OeATENbHOCTU. KOrHUTUBHBIN
TPEHUHT MOXET CONPOBOXAATHCS CYLLECTBEHHBIM Yy4LLEHNEM
nokasarenei KOrHUTUBHbIX QYHKUWMIA, OKa3blBaeT Gnaronpusr-
HOE NCMX0NOrM4eckoe BO3OENCTBINE U LOIKEH ObITb HANPaBeH
Ha pasfIMyHble KOrHUTUBHbIE QYHKLMK, 4TO Gonee 3P DEKTUBHO,
4yeM TPEHUPOBKA OAHOM U3 PYHKLMIA, HanpyumMep namsaTi [20].

JlevyeHne Al - Bepyllee HanpasneHve B NpodunakTuke
pa3BuTuA 1 nporpeccuposarmns KP [21]. MosBneHve naxe ner-
kux KP y naumeHToB ¢ Al TpebyeT 6onee akTUBHbIX Meponpus-
TViA no koHTposio ALl 1, BuamMmo, 6onee arpeccuBHOM aHTUMM-
NepTEeH3VBHO Tepanuu, XoTs Npyu 3ToM Heo6xoAMMO n3beratb
GbICTPOr0 ¥ 3HAYUTENbHOrO CHukeHus ALl, KOTOpoe MOoXeT
MPUBECTY K CHUXEHUIO MO3rOBOrO KPOBOTOKA W YXYALUEHWIO
KOTHUTUBHbIX GYHKLMIA, 0COBEHHO Y MOXMIIbIX MaLUMeHToB [22].

ODDEKTMBHOCTb QaHTUIMNEPTEH3MBHOW TEPANMM Kak cpes-
cTBa NPodUNakTuK passutug 1 nporpeccuposaHuna KP npo-
[EMOHCTPMPOBAHA B HECKOMbKMX MccnenoBaHusx. CHuxeHne
yacToTbl pa3eutus KP 1 femeHumn 66110 LOCTUTHYTO NPenMy-
LLLECTBEHHO 3a CYET CHVDKEHMS YACTOThl PA3BUTUS MHCY/BTOB.

B wuccneposanum  Syst-Eur (Systolic Hypertension in
Europe) y 2000 noxunbix NauMeHTOB C U30JMPOBAHHON CU-
cTonunyeckon Al n3ydanu P eKTMBHOCTb NPUMEHEHMs 610~
KaTopa KanbLUMEBbLIX KAHANIOB HATPEHAMMNMHA B TeYeHNe 2 neT
C OLEHKON KOTHUTUBHBIX QYHKUMA. B KOHLE nccnefoBaHus y
32 60/bHbIX Obla YCTAHOBIEHA AEMEHLMS, MPY 9TOM OHa NoY-
T B 2 pa3a pexe BO3HvKasna B rpynne naunMeHToB, Noay4aBLLmnX
NIeYEHNE HUTPEHAMMNMHOM [23].

B wuccnenosanun PROGRESS (Perindopril Protection
Against Recurrent Stroke Study) nsyvanacb ap@ekTMBHOCTb
NPUMEHEHUS  MHIrMOUTOpPa  aHrMOTEH3UHMNPEBPALLAOLLEro
depmeHTa nepuHaonpuna (B KOMOMHaUMK C MHAANAMULOM)
Ona npenynpexaeHns passuTug NOBTOPHOMO MHeybTa 1 KP'y
NauMeHTOB, NepeHEeCLUMX UHCYILT UM TPAH3UTOPHYIO ULLEMU-
yeckyto ataky [24]. 3a 4-neTHuin neprof HabNOAEHNS MOMU-
MO CHUXEHUS pUCKa Pa3BUTUS MOBTOPHOrO MHCYNbTa Ha 28%
6b1110 3aPUKCUPOBAHO LOCTOBEPHOE CHUXEHWNE pUCKa Pa3Bu-
TMs gemeHumn n ymeperHoix KP Ha 34 n 45% COOTBETCTBEHHO
B CPaBHEHWU C rpynnoii nnauebo.

B wuccnepoBanun SCOPE (Study on Cognition and
Prognosis in the Elderly) y 4937 noxunbix naumentos ¢ Al (CAL
160-179 mm pt. cT., JAL, 90-99 MM pT. CT.) n3yyvanacb adbdek-
TUBHOCTb 6110KaTOpa PELENTOPOB aHrmoTeH3nHa Il kaHoecap-

TaHa [25]. B rpynne nnaue6o n B rpynne kaHaecapTaHa asisi
Hopmanusaumn ALl ncnonb30BanuCb 1 APYyrme aHTUrnunepPTeH-
3MBHbIE CpeacTBa. B TeueHune noutu 4 net neveHus AL B o6enx
rpynnax cH13unoch B cpeaHem Ha 20/10 mm pT. CT., 6onee 3Ha-
4MTENBHOE Ero CHUXEHWE HABIIOAANOCH B Fpynne kaHaecapTa-
Ha. B Lenom He yCTaHOBNEHO OCTOBEPHOIO CHNXEHNS HacTo-
Tbl pa3euTus KP Ha ¢oHe neveHnsa kaHpecaptaHom. OgHako
Y MAUMEHTOB C UCXOLHO HUSKUMU KOTHUTUBHBIMU (PYHKLMAMUI
npu NeYeHNN KaHAeCapTaHOM OTMEYaNOCh MEHEE 3HAUYNTETb-
HOE VX CHUXEHWe, YeM B rpynne nnauebo, YTo yKkasbiBaeT Ha
3DDEKTUBHOCTb aHTUMMNEPTEH3NBHOM Tepanuu, OCHOBAHHOM
Ha KaHZecapTaHe, B OTHOLLEHMIN 3aMELIEHNS NPOrpeccmpoBa-
H¥a KP 'y noxunbix naumeHTos ¢ Al

B nccneposanun MOSES (Morbidity and Mortality After
Stroke, Eprosartan Compared With Nitrendipine for Secondary
Prevention) nayyanacb AuHammka pasBuTUS KOFHUTUBHbBIX Ha-
pYLUEHWIA Y BONbHBIX, NEPEHECLLNX UHCYLT UV TPAH3UTOPHYIO
ULIEMUWYECKYIO aTaky, npu nedeHun Al ¢ nomMoLLbio 610kaTopa
KasbLIMEBbIX KAHAIOB HATPEHAMMNMHA UK 6iokaTopa peLenTo-
poB aHrmoTeHsmHa |l anpocapTaHa [26]. 3a BeCb nepuog, neye-
HWS KaK B Fpynmne anpocapTaHa, Tak v B rpynne HATPEHAMNMHA
He 0TMEYEHO CYLLLECTBEHHOrO YXYALIEHUS! KOTHUTUBHBIX DYHK-
LA, 4TO MOXET BbITb PACLIEHEHO KaK MONOXUTENbHbIV Pe3yib-
TaT, y4WUTbIBas, YTO 32 ATO BpeMs 60/bHbIe NOCTapenu Ha 4 roga
1N HEKOTOPbIE U3 HWX NEPEHECN UHCYBT.

Helponcuxonornyeckne UCCNefoBaHns y MNauMeHTOB C
Al' nokasblBaloT, YTO yCTOM4YMBasi Hopmanusaums AL Bcneg-
CTBME aHTUIMNEPTEH3VNBHOWM TEPaNUM NPUBOAUT K YYYLLIEHMIO
KOTHUTUBHbIX YHKLUMIA Oaxe Npu OTHOCUTENLHO HEBOMbLUMX
(3-6 mec) cpokax neyenus [19]. Pe3ynbratel 4ANTENBHOIO Ha-
onoaeHus (9-12 net) NOXMNbIX NAUMEHTOB, cTpaaaoLmx Al
Takxe CBUAETENbCTBYIOT O TOM, 4YTO CHuxeHne CAJL cnocob-
HO npeaynpexaate KP, npy 3ToM NonoxuTensHbln 3 ekt ot
Hopmanusaumn ALl oTMevancs faxe y nauMeHToB, Y KOTOPbIX
3a nepuog, HabnaeHns He 6bi10 MHCyNbTa [27].

Mpw HabnoaeHnn 848 noxunneix naumeHTos ¢ Al (cpeaHuii
BO3pacCT 77 NET) B TeyeHue 7 neT Obina oTMedeHa adpdekTuB-
HOCTb @HTUrMNEPTEH3NBHLIX CPEACTB B NpedynpexaeHnm
KP [28]. OnnTenbHOCTb MPUMEHEHUS aHTUrMNepPTEH3MBHBIX
cpencTB Oblla acCoLMMPOBAHA CO CHUXEHWEM pUCKA pa3Bu-
TMS gemeHummn n nporpeccuposanuns KP. Y naumeHTos, npuHu-
MaBLUMX aHTUTMNEPTEH3UBHLIE cpeacTBa bonee 12 net, cHu-
Xancs puck pasBuTus OEMEHUMU, 1 B YacTHOCTK BA, B cpas-
HEeHUW C NauyeHTamu, KOTopble cTpaganu Al HO He nonyyYanm
QHTUTMNEPTEH3UBHOW TEpanmu.

B oOoHOM 13 MOCNefHVX MeTaaHanu30B, BKIOYABLLEM
1346176 naumeHToB ¢ Al, OTMeYeHa HeCOMHeHHas addek-
TUBHOCTb @HTUIMNEPTEH3UBHOW Tepanuu B NpemynpexaeHun
pa3euTKs 1 NporpeccupoBanns KP; npyMeHeHne aHTurunep-
TEH3VBHbIX CPELCTB CHUXAN0 PUCK Pa3BUTUS HE TONTbKO COCY-
IVCTON AemeHumK, Ho 1 BA [21]. MonoxuTenbHbili addekT ne-
YeHns y naumeHToB ¢ Al NIPUHUMABLLNX aHTUMMNEPTEH3UBHbBIE
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cpencTBa, Obin 60nee 3HAUMTENBHBIM B CIy4asix HOpManuaauum
AJl, koTopas Habnoganachk TOALKO Y 4acTy naumeHToB [29].
Mpu passuTn demMeHumn y naupenTa ¢ Al ons koppekuum
KOTHWUTUBHBIX U MOBEOEHYECKMX HapYLIEHWA MOryT WCMoSib-
30BaTbCS MHIMMOWUTOPbI LIEHTPANbHOM  aLEeTUNXONMHACTEPasb
(pvBaCTUrMuWH, ranaHTamMuH, JOHENe3wn), KOTopble NpeacTas-
NS0T npenapatbl 3aMecTUTENbHON Tepanuu (NepBoro BbiOO-
pa) B neveHun BA B nerkom n yMepeHHom ctagum, YTo CBA3aHO
C Hanuunem npu aToi 60NE3HN XONMHEPTrMYECKOro Aeduumnta
[2]. Ha doHe ncnonb3oBaHWs MHIMOUTOPOB aLETUNIXONMHICTE-
pa3bl BO3MOXHbI yMeHbLLEeHMe cTeneHn KP, ynydlieHne namsTu,
BHVUMAHUS U MHTENNEKTYaNbHbIX OnepaLunii, HopManusauus no-
BELEHVS, MOBbLILIEHNE CTEMEHN CaMOCTOSTENIbHOCTY MaLyeH-
ToB. Bonee yem y nonoBumHbl (>60%) NauneHToB C AemeHumen
HabMoAaNCcs NONOXUTENbHBIN 3PHEKT NPU NPUMEHEHNUN UHI -
OGUTOPOB aLETUIIXOIMHICTEPA3bl, MNPV 3TOM KOTHUTUBHBIE PYHK-
LMK ynyyLwanucb B cpegHem Ha 4 6anna no wkane ADAS-Cog
(Alzheimer’s Disease Assessment Scale Cognitive Subscale —
LLKana OLEHKN KOrHUTUBHBIX GyHKLmIA npu BA) [30]. UHrnbuto-
pbl aUETUIXONNMHACTEepPasbl Hanbonee addekTnBHLI Npu BA, B
MEHbLLIEI CTEMEHM OHM MOMOTatOT NPU IETKOI 1 YMEPEHHOW CO-
CYOMCTON 1 cMellaHHoi aemeHumn [31]. Hamnydwmin addekt
VHIMBUTOPBI aueTUNXONMHACTEPasbl OKa3blBaOT Y MaLMEHTOB
601ee NoOXMIoro Bo3pacTa, npu “nokopkoBoM” BapuaHTe Co-
CYAMCTON AEMEHLMM (MHOXECTBEHHbIE NaKyHapHble NHPAPKTbI
rnyGUHHOI NoKanM3aumu, Neinkoapeos) 1 Npu HaaMyumMm conyT-
CTBYIOLLErO AereHepaTvBHOr0 mpouecca (CMellaHHasi cocy-
ONCTO-AereHepatuBHas aeMeHums) [31]. YnydweHue KorHu-
TVBHbIX QYHKLMIA HA HOHE XONMHEPrMYECKON Tepanum 0ObIYHO
COXpaHsieTCs B TeyeHve roga. B panbHenem, HECMOTPS Ha
npoBoOAUMOE fiedeHne, KP HapacTatoT, HO pekoMeHayeTCs po-
[O/MKaThb JIeYeHne MOCTOSIHHO, Tak Kak Ha GOHEe MCMoNb30Ba-
HWS AUETUIXONMHEPTMYECKUX NPENapaToB NPOrpeccupoBaHne
CUMMTOMATUKM NMPOUCXOAUT MeHee BbICTpbIMM Temnamu [2].
Mpu oemeHuMmn y naumeHToB ¢ Al MOXHO MCMONb30BaTb
MEMaHTUH — HEKOHKYPEHTHbI aHTaroHuct N-metun-D-ac-
naptat-peuentopos (NMDA-peuenTopoB), 61okaaa KOTOpbIX
paccMaTpuBaETCs Kak Tepanusi, HanpaBfeHHas Ha YMEHbLLe-
HME 9KCAMTOTOKCMYHOCTM M MATONOMMYECKOr0 HAKOMIeHUs
KanbLmsi B HepoHax [2-5]. OPdeKTUBHOCTb 1 6E30MaCHOCTb
MEMaHTUHA NPU AEMEHLIMN YMEPEHHO 1 BbIPaXXEHHO cTene-
HW NPOAEMOHCTPVPOBAHbI B HECKOJIbKMX PaHA0MU3MPOBAHHBIX
[BOWHbIX Cnenbix MnaLeboKOHTPONMPYEMbBIX MCCNEA0BaHUNX
[32-34]. Mpu npoBeaeHMN KOMOMHMPOBAHHOIO aHaNM3a TPex
KPYMHbIX NnaueboKOHTPONMPYEMbIX MCCNefoBaHUiA NO Npu-
MEHEHWIO MEMAHTUHA NPU YMEPEHHOW Y BbIPaXEHHOW AEMEH-
LMK BbINO BbISIBAEHO, YTO JIEYEHNE MEMAHTUHOM MPUBOAUT K
[OCTOBEPHOMY Y/YYLLEHMIO MOBEAEHUS NALMEHTOB, BKOYas
rokasatenn Bo30yxaeHus u arpeccuBHocTy [35]. B Gonee
no3gHeM MeTaaHanuse muccnepoBaHuii 3ddeKTMBHOCTU Me-
MaHTMHA B CPaBHEHWU C nnauebo Takxe YCTaHOBIEHO ero no-
JIOXUTENBbHOE BAUSIHME HA NOBEAEHWE NaUWMEHTOB, NpY 3TOM
ObII0 OTMEYEHO, YTO JIEYEHWE MEMAHTMHOM CMOCO6CTBYET
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YNYYLIEHMIO MCUXONOTMYECKOro COCTOSIHMS 0BCIYXMBAIOLLNX
NIAL, U YBENMYEHUIO BPeMeHU NnpebbiBaHUs NauyeHTa B CEMbe
(HeT HeoOGX0AMMOCTM HaNPaBNATb NauUueHTa B MHTepHaT) [36].
MeHee 3HauuTenbHa 3POEKTUBHOCTL MEMAHTUHA MPU JIErKON
ctenenn geMeHummn [37]. OPPeKTBHOCTbL MEMAHTUHA B OT-
HOLLEHWMN YNYHLIEHUSI KOTHUTUBHBIX QYHKLUMWIA Y NALNEHTOB C
JIErKOi N YMEPEHHOI CTENEHbIO COCYAMUCTOM AeMeHUMn Obina
[loKkasaHa B 1BYX 60/bLUNX PaHAOMU3NPOBAHHbIX NNaLeb0oKOoH-
TPONMpyemsbIx nccnenosanmsix [38, 39].

Ha ctaguv ymepeHHOM 1 BbipaXeHHON aemeHunn addek-
TUBHA KOMOMHALMA MEMAHTUHA U UHTMOUTOPOB LEEHTPANbHOM
aLeTUNX0NMHACTEPasbl (ranaHtaMmHa v AoHenesmna), KoTo-
pasi [axe npy COCYAUCTOW AEMEHLMM MPUBOOUT K YAYYLLIEHUIO
KOTHUTUBHbIX GYHKUMIA 1 noBedeHust naumeHTos [40]. Hanbo-
Jiee BblpaxeHHbI 3GdEKT B OTHOLLEHUN YNYHLIEHNSA KOTHUTUB-
HbIX GYHKLMI 1 MOBEAEHNS OTMEYAeTCs Y NaUMeHTOB C AEMEH-
LMen, BbI3BAHHON NopaXeHnem Menknx aptepuin [40].

Mpn ymepeHrHbix KP He foka3aHa 9P dEeKTUBHOCTb HU MHIU-
6GUTOPOB aLETUNXONMHACTEPAsbl, HA MEMaHTVHa, TPebytoTcs
[JanbHeLne CCNeaoBaHNs No N3YHEHUIO ATUX JIEKAPCTBEHHbIX
CPEACTB, TaK Kak MUHUMAnbHbIA 3PDEKT OT MX NPUMEHEHWS
KOHKYPUPYET C BbIPAXEHHOCThIO NOO0YHbLIX 9P dekToB [5, 16].

B Haluen cTpaHe Npu yMepeHHbIX U BbipaxeHHbIX KP wupo-
KO MCMONB3YIOTCS U Apyrve NekapCTBEHHbIE CPEACTBA — aKToO-
BErVH, BUHMOLETVH (KaBUHTOH), npenapaTbl r’mHkro 6unoba (Ta-
HakaH), nupaueTam (HOOTPONwA), UMTUKOAMH (LepakcoH), Lle-
pebponnanH 1 HekoTopble apyrve npenapartsl [1, 3, 13]. Jnwb
Y HEMHOTVX U3 3TUX NIEKAPCTBEHHBIX CPEACTB 3D EKTUBHOCTb
1 6e30MacHOCTb M3y4eHbl B HONbLINX MEXAYHAPOAHbIX MHOIO-
LIEHTPOBbIX NNaLeboKOHTPONMPYEMBIX MccnenoBaHusx. K Ta-
KVM NIeKaPCTBEHHbLIM CPEACTBaM OTHOCUTCS LiepebponnauH.

MpumeHeHue LlepedbponusmnHa

LlepebponnaunH npeactaenset coboi HaTypanbHbIA npe-
napat, NOMYYEHHbI N3 FONOBHOMO MO3ra CBUHEN 1 cogepxa-
LLINIA BUONOTMYECKM aKTUBHbIE NOAMNENTUABI 1 AMUHOKUCIOTHI,
KOTOPble 0Ka3blBAlDT MHOrOCTOPOHHEE MONIOXMTENbHOE BO3-
[LEeNCTBME Ha rONOBHOM MO3T. B akCnepumeHTe BbISIBIIEHO, YTO
aKTMBHbIe BelLecTBa LiepebponuanHa okasbiBaloT Ha HEPOHI
rOJIOBHOr0 MO3ra AerncTsune, aHanornyHoe adoekty dakropa
pocTa HEPBOB; OTMEYAIOTCS NOBbILLEHVE HEVPOHANLHON nna-
CTUYHOCTU U YBENWYEHME YMcna [AeHApuTOoB, 0Opa3oBaHue
HOBbIX CMHAMNCOB, aKTVBALLMS BHYTPUHEPOHaIbHOro meTabo-
Nn3ma, HeliporeHesa, 06pa3oBaHMe HOBbIX COCYLIOB U aKTUBH-
3aLMs KPOBOCHabXeHNS ronoBHOro moara [41].

B npoBeaeHHbIX nccnefoBaHmsx yctaHoBneHa adpbekTrs-
HOCTb Tepanuu LiepebponmanHom npu BA, yepenHo-mMo3roBoi
Tpasme 1 cocyamncTbix KP, a Takxe y nauMeHToB C HapyLeHneM
MO3roBoro kpooobpatuerus [41]. B 2007 . 6bin BbINOMHEH
MeTaaHann3 UCCnefoBaHuii, NOCBSLLEHHbIX OLEHKe addek-
TuBHOCTU LlepebponmanHa npu BA [42]. B Hero Bownm pe-
3ynbTaThl LIECTV NCCNEA0BAHMIA, BKNIOYABLUMX 772 NALMEHTOB.
[Jo3za LlepebponusmHa B 3TMX UCCNEOOBaHMSX BapbupoBana
ot 10 go 60 mn, HO B MeTaaHann3 OblIN BKIOYEHbI AAHHbIE



22

Hay4Hbih 0630p

TONbLKO Anst fo3mpoku 30 Mn. Bbino BuIsBNEHO, 4TO Liepebpo-
JIN3MH OKa3blBAET JOCTOBEPHOE MONIOXUTENbHOE Ae/iCTBUE Ha
KOTHWUTMBHbIe GYHKUMM Yy naumeHToB ¢ BA (oueHka no KLLOMC,
LUKane oueHkn rnobanbHOro ynyyieHms) n 6esonaceH B npu-
MeHeHun. CornmacHo pesynbTaTtam MeTaaHanv3a, BBEAEHWe
LlepebponmanHa B 0o3e 30 mn 5 oHeit B Hepento B TeveHune
4 Hep, [OCTOBEPHO YMEHbLLUAET BbIPAXEHHOCTb KAMHUYECKUX
nposiBneHnii BA. 9ddekT 0T Kypca Tepanum COxpaHseTcs B
TeyeHune 6 Mec. IHTepecHble flaHHble Obln NMOJTyYEHbLI POCCUIA-
CKUMW NCCNeaoBaTeNsMun: COrNacHoO pe3ybrataM ccnefoBa-
Hus C.U. TaBpWnoBoiA C COABT., BK/oYaBLLero 60 60/bHbIX BA,
npu COBMECTHOM NpuMeHeHun LlepebponuauHa n pueacTur-
MUHA YMEHbLLIANOCh YYCO0 NALMEHTOB, Y KOTOPLIX HE ObIIO OT-
BETA Ha IeYeHNE MHIMOUTOPaMM aLeTUNIXONMHaCcTepasbl [43].

B meTtaaHanuse adpdekTneHocTn LiepebponuanHa, BKo-
yaBLUEM pe3y/bTaThl WecTu uccnenoBannii (597 naumeHTos),
ObINO YCTaHOBMEHO, 4TO LlepebponnsnH okasbiBaeT MONOXM-
TenbHOe AENCTBME HA KOFHUTUBHbIE DYHKLMW Y MALMEHTOB C
cocyamcTon aemeHumeit [44]. STOT MeTaaHanM3 NoaTBepaun,
4To LlepebponnaunH okasbiBaeT LOCTOBEPHOE MONOXUTENBHOE
[e/icTBMe Ha KOrHUTUBHbIE PyHKUMK (oueHka no KLUIOMC wn
ADAS-Cog+, wkane oueHku rmobansHoro ynydwexus n CIBIC+
(Clinician Interview-Based Impression of Change plus caregiver
input — WKkana OUEHKN COCTOSHWS MauMeHTa Ha OCHOBAHWK
BMEYaTNIEHNS Bpaya M yXaxmBaloWyMxX 3a nauyeHTamu nuu))
n 6e3onaceH B npumeHeHun. B nccnegosanunsx gosa Llepe-
6ponunaunHa coctasuna 20-30 Mn Ha OQHOKPATHOE BBEAEHME.
B poccuiickom nccnepoaHun addektnsHocTn Liepebponu-
31MHA B PaHHEM BOCCTAHOBUTENIbLHOM MEPUOAE MLLEMUYECKO-
ro nHcynsTa (76 naumeHToB) npumeHeHne LiepebponuamHa B
n03e 20 M 0ka3biBao NMoOSOXUTENIbHOE BAUSHUE Ha ObICTPOTY
1 Ka4eCTBO peabunuTaumm naunmeHTos [45].

MonyyeHHble OaHHbIE YKa3blBAIOT HA LLENeco0Opa3HOCTb
ncnonb3oBaHus LlepebponusmnHa B fo3e 20-30 mn B TeueHne
20-30 gHelt B BUAE KypcoB (1-2 pa3a B ros) y naumeHTos ¢ Al
n KP. B cnyyasx BoipaxeHHbix KP (aemeHumm) nokasaHa Kom-
GuHaumsa kypcoB LlepebponunsmHa ¢ NOCTOSIHHBIM MPUEMOM
WMHrMOUTOPOB aLETUNIXONNHACTEPAa3bl U (MNK) MeMaHTuHa. He-
COMHEHHbLIMU MpeuMyLlecTBamn LiepebponnanHa aBnsioTcs
ero apdekTnBHOCTL M 6e30nacHOCTb Npu KP kak cocyamncToro,
Tak 1 fereHepaTMBHOr0 NPOVCXOXAEHNS, XOPOLLas MepeHocu-
MOCTb, & TaKXX€e BO3MOXHbIA HEMPONPOTEKTUBHBIV U HEMPOTPO-
duyecknin adekT (akTrBaums BOCCTAHOBUTESbHbLIX NPOLLEC-
COB B FO/I0BHOM MO3re).

Taknm obpazom, KP BxoosaT B 4micno Hanbonee YacTbix HEeB-
PONOrNYeCcKnX HapyLeHmn y naumeHToB ¢ Al Passutne KP y
naumeHToB ¢ Al MOXET OblTb CBSI3AHO Kak C COCYAMCTbLIM Mo-
paXeHWeM rONOBHOr0 MO3ra (MHCYNbT, “HeMble” nakyHapHble
nMHbAPKTbI, NeKoapeos), Tak 1 C BO3HMKHOBEHMEM 1 MPOrpec-
CUPOBaHNEM JereHepatuBHOro npouecca (bA). Hopmanusa-
ums AL C NOMOLLIO aHTUTMNEPTEH3MBHON Tepannn ABASETCS
OCHOBHbIM HampaBieHWeM B MPOPUNAKTUKE Pa3BUTHS 1 MPO-
rpeccupoBaHua KP y nauneHtoB ¢ Al Ocobyio posib B 3TOM
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aCneKkTe UrpaeT aHTUrMNepTEH3BHAS TePanMs y NOXUAbIX na-
LIMEHTOB, UMEIOLLMX BbICOKMIA PUCK Pa3BUTUS AiEMEHLM B B1n-
Xanwwve rogbl. Mpun BeipakeHHbIX KP (ZemeHummn) y naumen-
TOB C Al MOryT 6bITb 3 PEKTUBHLI UHTMOUTOPLI LEHTPaNbHOM
aLETUIX0IMHACTEPa3bl 1 MEMaHTUH. B kayecTBe KypcOBOro
NleYeHnst BO3MOXHO npumeHeHne LepebponuanHa, adpdek-
TUBHOCTb M 6E30MacHOCTb KOTOPOro MpOAEMOHCTPUPOBAHBI
Kak npu COCYAMCTbIX, Tak 1 MPU OEereHepaTUBHbIX MOPAXKEHNSAX
rOSI0BHOr0 MO3ra.
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YToMi19eMOCTh 1 HHCOMHMUSA
npu 0oe3nu I1apkuncona:
00mmMe MexXaHU3Mbl ¥ MYTH KOPPEKINH

M.P. Hooeav

B cTaTbe npuBeaeHbl COBPEMEHHbIE MPeACTaBeHns 0 HeaBuUraTesbHbiX cumnTomMax 6onesHu MapkuHcona (BIM) — yromnse-
MOCTU N HapyLUEHNsIX CHa (MHCOMHUSX). NMoapOBHO OCBELLEHbI AaHHbIE aBTOPA Y MUPOBOW NUTEPATYpPbl O POSIY YTOMJIIEMO-
CTU U UHCOMHUW B YXYJLLEHUU Ka4eCcTBa XU3HN 60nbHbIX, CTpagatowmx bIM, npusoautcs nHdopmaums o YyacToTe BCTpeyae-
MOCTU [@aHHbIX PACCTPOMCTB Ha pasHbIX CTaauax 3aboneBaHns. BoickasbiBaeTCa KOHLENLMA NaToPU3nN0normieckor HeoaHo-
POAHOCTUN YTOMIIEMOCTM Ha pasHbix cTaamsx Bl O6cyxaaloTcs COBPeEMEHHble Noaxoabl K TepaneBTUYeckor Koppekumm
YTOMASEMOCTU N MHCOMHMK npw BI1. NpruBOAATCSA AaHHbIEe KOHTPONUPYEMBIX NCCNEeA0BaHUN 3PDEKTUBHOCTUN MPUMEHEHNS
MenaToHvHa ANs NeYeHnss MHCOMHMI npu BI, Bkntoyas pedynstatbl COOCTBEHHOMO UccnenoBaHns asTopa. CaenaH BbIBO, O
BO3MOXHOCTUN YMEHbLLEHUS NMPOSIBAEHNA YTOMSIEMOCTM Ha GOHE Tepanuu MenaTOHMHOM NPEVMYLLECTBEHHO Y NaLMEHTOB
Ha 3-1 1 4-11 cTagmsx 3aboneBaHus. [logyepknBaeTcs NepcnekTMBHOCTL BbiIBIEHNS 00X 3 dEKTMBHbBIX NOAX0A0B K KOp-
peKLmMM pas3nnyHbix cuMnTomoB Bl B nnaHe orpaHnyeHns nonmnparMasuu.

KnioueBble cnoBa: 601e3Hb napKI/IHCOHa, HeaBuratesibHble CUMMNTOMbI, YTOMIAEMOCTb, MHCOMHUSA, Ka4€eCTBO XNU3HW, MeJia-

TOHUH.

CornacHo coBpeMeHHbIM NpeacTaBneHnsmM, 60ne3Hs Map-
knHcoHa (BIM) sBnsieTcs MynbTUCUCTEMHbIM 3a60NEBAHMEM,
KOTOPOE OTIMYAETCS KNMHUYECKM NOANMOPPU3MOM 1 NPOSIB-
NSETCS LUMPOKMM CMEKTPOM ABUrATESNIbHbIX U HEABUraTENbHbIX
CMMNTOMOB. B TeyeHue nocnegHero OecaTuneTus akTMBHO
N3y4aloTcs KNMHMYeckne, naToPpuanonormieckne acnekTbl He-
OBUraTenbHbIX paccTponcTs nNpu bl - amoumoHanbHo-adpdek-
TUBHbIX, KOTHUTUBHbBIX, NMOBEAEHYECKNX, CEHCOPHbIX, BEreta-
TUBHbIX HAPYLLEHWA. BHUMaHWe HEBPONOroB K 3TO Npobneme
00bSCHAETCA pe3ynbTaTamy UCCNefoBaHUiA, YTOYHSIOLLMMM
BNSIHNE OBUraTENIbHbIX N HEABUraTEbHbIX NPosiBAeHnin Bl Ha
Ka4eCTBO XU3HU MaLMEHTOB.

Mo maHHbIM MacwTabHOro NONynsLUMOHHONO UCCNenoBa-
HWS1 Ka4ecTBa Xm3HW npu BI1, ¢ oueHKol kayecTBa Xm3Hu 6o-
flee TECHO CBSI3aH CyMMapHbIil nokasaTtesb HeaBuraTenbHbIX
HapyLUeHWn, 4eM CyMMapHas OLeHKa ABUraTesbHbIX CUMMTO-
MoB 3aboneBaHus [1]. Lenpeccus aBnseTcs Hanbonee xopo-
WO MOATBEPXAEHHBIM (GAKTOPOM HMU3KOrO KavyecTBa XXW3HU
naumneHToB. AKTUBHO 06CYXAAEeTCs TakKe POsib YTOMASEMOCTA
1 UIHCOMHUM Kak CUMMATOMOB, 3HQUYMMO YXYALLIAIOLLMX KQ4EeCTBO
XM3HW naumeHToB ¢ BI1.

HecMoOTps Ha OTCYTCTBUE CTAHOAPTM3NPOBAHHOM AePUHM-
LMK, Nog, yTOMIIEMOCTbIO MOHUMALOT OLLyLLieH e GU3NHECKON
YCTaNoCTM 1 OTCYTCTBUS 3HEPrvu, HapyLlatoLLlee NoBCeLHEB-
HYI0 GU3NYECKYIO 1 COLMANbHYIO XN3Hb, HE CBA3aHHOE C YM-
CTBEHHbIM NEPEYTOMAEHVEM, OENPECCHEN, COHIMBOCTbIO, Ha-
pyLeHnem AsuraTeNibHbiX QYHKUMIA BCNEACTBME CMMMTOMOB
BN [2]. YTomnsemocTb kak peakuin cumntoMm Bl ynommHaeTcs
B knaccmyeckom Tpyae M.M. Hoehn u M.D. Yahr, ony6nuko-

MapuHa PomaHoBHa Hopenb — kaHA. Men,. HayK, OOLEHT
kadenpbl HEPBHbIX 6one3Hel neyebHoro dakynsreta lMNep-
BOro MOCKOBCKOIro rocyapCTBEHHOr0 MeaULIMHCKOrO YHU-
BepcuteTa um. .M. CeveHosa.

BaHHOM B 1967 r. [3]. KnuHnyeckne nccnegoBaHns NoCAeaHnX
5-10 net nokazanu, 4TO JaHHbIA GEHOMEH He ABNSeTCA pea-
KM 1 BCTpevaeTcs B cpegHeM y 33-58% naumeHtos ¢ BI,
YTO MPEBbLILWAET MO KpanHen Mepe B ABa pasa ero 4acTtoTty B
BO3PaCTHON nonynsumu 340poBbIX N, [4]. Mo pesynstatam
Hallero HeJaBHEro MCCNnenoBaHWs, YacToTa YTOMISEMOCTM
y naumeHTtoB ¢ bl cocTaBnsiet 66% [5]. Mo AaHHLIM HaLlero
npeabloyLiero nccnenoBaHns, 64% naunMeHToB CHMTAOT YTOM-
NISEMOCTb OJHUM 13 Tpex Hambonee OrpaHNYNBaIOLLUX MOBCE-
[HEBHYI0 XW3Hb NPOSIBNEHNIA 60ne3Hu [6].

YacToTa HapyLweHuin cHa npu Bl no gaHHbIM auTepaTypbl
BapbupyeT ot 40 0o 98% [7]. MNpwn atom oHa B 1,5-3,5 pasa
BbilLE, YEM B @HaNIOMMYHOM BO3PACTHON MOMYASUMM UK NpK
psane Apyrux XpoHudeckux 3abonesanuii [7]. Mo HawmmM gaH-
HbIM, Hanbonee 4acTbiM MPOSIBJIEHNEM MHCOMHUM SBNSIOTCS
HOYHble NPOBYXaeHUs (dparmeHTaumns cHa). Y 55% naupen-
TOB OTMEYaNioCh 10 ABYX NPOOYXAeHNI 3a HOYb, ay 31% 60Mb-
HbIX — Gonee AByX NPobyxaeHwWit. MpecomMHnyYeckme paccTpoii-
CTBa B BUAE HapyLLeHU 3acbinaHuns (0T TPEX pas B HEAENIO U
60nee) otmevanuch y 34% naumeHToB. PaHHWe NpobyxaeHns
(paHbLUe 5 4 yTpa) € 4acTOTOW OT TPex pas3 B Heaenmo 1 6onee
Habnoganuce y 48% naumeHToB [7].

[narHocTuka yTOMASIEMOCTU 3aTPYOHSETCS CyObEKTUBHO-
CTbIO 3TOrO CUMMTOMA, OTCYTCTBUEM OOBEKTUBHBLIX KPUTEPUER
[NarHOCTUKU, @ TAKKE MHCTPYMEHTASTbHBIX METOA0B €€ OLIEHKU.
YeTKO OTrPaHNYUTL YTOMSIEMOCTb OT NMPOSIBNEHWIA MMMNOKNHE-
31w, Aenpeccumr, AHEBHOM COHNMBOCTU HE BCeraa nerko. B psae
CNy4aeB BbIAENAIOT Nepnudepnyeckyto 1 LEHTPANbHYIO yTOMAsSe-
MOCTb. MNepudepuyeckast, Unm MbllleyHas, yTOMASeMOCTb BO3-
HVKaEeT NPV NOBTOPHOM MbILLEYHOM COKPALLEHNUN. DTOT BapuaHT
YTOMISIEMOCTM MOXET ObITh OLLEHEH OTHOCUTENBHO 06BEKTUBHO
YMEHBLUEHVEM CW/bl COKPALLEHWS MBbILUL, MM HEBO3MOXHO-
CTbIO OCYLLECTBASATL NMOBTOPHbIE ABUXEHWS. 104, LeHTpanbHOM
YTOMJIIEMOCTbBIO MOHUMALIOT OLLYLLEEHWE YTOMAEeHUs, cnabocTtu,
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GU3N4ECKOro 1/mnm NCMXMYECKOro NCTOLWEHMS. MTOMUMO 3TOrO
MHOrga paccMaTpueatoT GrU3NYECKYHo 1 MCUXNYECKYIO YTOMIIse-
MOCTb. of, GM3n4ecKon yToMAsSeMOCTbIO MOHUMAIOT OLLyLLe-
HVWe GU3NYECKOro MUCTOLLEHUS MU OTCYTCTBUSI SHEpPruv Ons
noaaepXxaHns GrU3nYeckon akTMBHOCTY, a MNOA NCUXMYECKOW —
YMEHbLUEHME CMOCOBHOCTM BLINOMHEHUS 3afad, TPebytoLwmx
noaAePXaHNS aKTUBHOCTU KOTHUTUBHBIX QYHKLMIA [8].

Y naumeHnToB ¢ Bl oTMeueHa 60blwas cTeneHs nepude-
PUYECKOW YTOMNIAEMOCTW B CPaBHEHWM C BO3PACTHOW rpyn-
non kKoHTpons. OaHako 06BEKTUBHBLIE OLLEHKW YTOMISEMOCTU
He COBMAfaloT C CYObEKTVBHLIM OLLYLLEHNEM — (DUNYECKON
YTOMNISIEMOCTHIO [8]. PasHble acnekTbl yTOMISEMOCTM He BCer-
na nerko anddepeHuMpoBaTb KIMHUYECKU. [narHOCTUKy
KONIMYECTBEHHYIO OLIEHKY YTOMISEMOCTY 00NervyaeT cneumanm-
3MpOBaHHas LuKana oLeHkM yromnsemocTu npu bl - Parkinson
Fatigue Scale 16 (PFS-16), pa3paboTaHHast R.G. Brown etal. [9].

[wnarHoctnka MHCOMHUM TpebyeT BHMUMaTENbHOro cbopa
aHamMHe3a C YTOYHEHVEM xapakTepa v CTENEHW BbIPaXXEHHOCTH
npe-, MHTPa- MM NMOCTCOMHUYECKUX PACCTPOMCTB. MpuHu-
Masi BO BHUMaH1e MHOrohakTopHOCTb MUHCOMHUM, HEOOXOLNM
aHann3 BO3MOXHOr 0 BK/1afia B T€ WAN NHbIE MPOSBIEHNS HAapy-
LUIEHWIA CHA ABUraTesbHbIX CUMNTOMOB, 3MOLMOHANbHbIX, CEH-
COPHbIX, HEMPOYPONOrN4eCKnx PacCTPorCTB. KonmyecTBeHHas
OLEHKa PacCTPONCTB CHA M BO3MOXHbIX akTOpPOB ero Hapy-
WeHns (NapecTe3unin, AUCTOHUK, HUKTYPUW 1 4p.) BKAOYEHa B
Creuvann3vpoBaHHYI0 aHaI0roBYO LKAy OLLEeHKN CHa npw BIl
(PDSS - Parkinson’s Disease Sleep Scale), paspaboTaHHyto
K.R. Chaudhuri et al. [10].

HeraTvBHOe BO34ENCTBME YTOMASEMOCTM Ha KayeCTBO
XU3HW NaLMEHTOB OblN0 NPOAEMOHCTPUPOBAHO B HECKOJIbKMX
ncenegosanuax [2, 11]. Mo ganHbim K. Herlofson n P. Larsen, y
NaLUMEHTOB C YTOMASIEMOCTbIO MOKA3aHO YXYALLEHNE HE TONbKO
[BUraTesibHbIX acnekToB KayecTsa XW3HW, HO U 3MOLIMOHaNb-
HOro Gnarononyumns, coumanbHbix KOHTakToB [4]. B pabotax,
MOCBSILLEHHBIX OLEHKE BAVSIHWS PAa3Nn4HbIX CMMNTOMOB Bl Ha
Ka4eCTBO XM3HW MaLMEHTOB, 3Ha4YEeHe UHCOMHUY BapbupyeT
OT BeayLlero gakropa ee yxy[LleHus [0 HEBbICOKON CTeneHu
3HauumocTtmn [11, 12]. Mo aaHHbIM POCCUIICKOrO UCCNeaoBaHus
MeVLMHCKINX 1 CoLmanbHblX acrnekTos bl B kayecTse He3aBu-
CVMBIX (GaKTOPOB, ONPeSensioLLyX noka3aTenm ka4ecTsa Xns-
HW, MOMUMO ABUraTeNbHbIX HAPYLLUEHWUIA, OTMEYEHbI IEMEHLMS,
Jenpeccus U HapyLueHust cHa [13].

MpPOTMBOPEYMBOCTb AAHHbIX, B YAaCTHOCTU, B OTHOLLIEHWUM
KIMHNYECKON 3HAYUMOCTU MHCOMHUK, BO3MOXHO, HaCTUYHO
00ycnoBneHa pPa3HOPOAHOCTLIO MONynsuMM 06CNef0BaHHbIX
NauyeHToB, NO3TOMY NMPEACTaBASIOT MHTEpeC paboThl, oLe-
HVBatOLLVe BNNSAHMNE HEPBHO-NMCUXMYECKMX HapyweHui (HIMH)
Ha Ka4eCTBO XM3HW ¢ y4eToM ctaaum BI1. Mo pesynsratam 06-
cnepoBanus 104 NauMEHTOB C HEAABHO YCTAHOBMEHHBIM AMa-
rHo3om BI1, npoeenerHoro G.W. Duncan et al., n3 cnektpa He-
[BUraTesibHbIX CUMNTOMOB Bl 3Hau1Moe HeraTnBHOE BIUSIHUE
Ha Ka4eCTBO XM3HW OKa3blBAET YTOMASEMOCTb Hapsay C ae-
npeccuewn, TPEBOron, HapyLLEHNEM BHUMAHNS 1 namsatu [14].
CornacHo nccneposanuio D.A. Gallagher et al. 94 nauneHToB
Ha pasHbIX CTaauUsX, YTOMASEMOCTb W HAPYLLEHWUS CHA Hapsay
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C [EeNpeccuen HeraTMBHO BAMSIIOT HA KQYeCTBO XMW3HU nauuy-
€HTOB Ha HavanbHbIX 1-2-i ctagusax Bl [12]. Mo gaHHbIM rc-
cnepoBaHus kadecTBa XusHu Z. Qin et al. Ha npumepe rpynnbl,
cocTosBLIen 13 391 naupeHTa, 6bi10 NOKa3aHo, YTO Aenpec-
CUYsl, HApPYLLEHUS CHa MU YTOMJIIEMOCTb SIBSIOTCS OCHOBHbIMU
NpeanKTopaMun yXyALeHNs Ka4yecTBa XU3HW Y NaLMeHTOB Ha
npoTsXeHUM nepsbix 5 net 3abonesanus [15]. B nccnenosa-
Hum P. Valkovic et al. 100 naumeHnToB ¢ BI1, kKoppensumus mex-
[y HapyLweHsSMUN CHa, YTOMISEMOCTbIO 1 OLEHKON kavecTsa
XW3HW, HA060POT, Habnaanach Ha Pa3BepPHYTLIX U MO3AHNX
2,5-4-1 ctagmsx Bl no Xen-9py [16].

CornacHo HaleMy HefaBHO MPOBEOEHHOMY MCCNenoBa-
Huio 188 naumeHToB ¢ Bl Ha pasHbix cTaguax 3abonesaHus,
YTOM/ISEMOCTb, HAapyLleHUs CHa, Hapsgy C Aenpeccuen u
TPEBOroMn, SIBASNNCL BEAyWMMU (HaKTOpaMU CHUXEHWS ca-
MOOLLEHKN Ka4ecTBa XM3HU naumeHToB [17]. Mpu yTO4YHEHUM
B/IMSIHASI CUMMTOMOB Ha OTAE/IbHbIE acrnekTbl KayecTBa Xu3-
HM Ha pasHbIX cTagusix 3aboneBaHns Gbinn MOJTyYeHbl CBU-
[eTenbCTBa BeAyLlen ponv yTOMASEMOCTU, HapyLIeHU cHa
Hapsay C Aenpeccuein 1 TPeBoroin B CaMOOLIEHKE YXyALLleHns
MOOWUIILHOCTW 1 NMOBCEAHEBHOMN aKTUBHOCTU Ha 1-3-11 cTagusax
BIN, T.e. Ha aTanax 3aboneBaHus, korga nauneHTbl COXPaHaoT
(YHKUMOHaNbHYI0 HE3aBUCUMMOCTb. [oMUMO 3TOro Gbina 0TMe-
YyeHa CUIbHas KOPPENsALUMOHHAs CBA3b MEXAY OLEHKaMU Hapy-
LUEHWI CHA, YTOMJIIEMOCTY N OLLYLLEHNEM SMOLMOHANBHOrO
6narononyynsi, coumasnbHbIX KOHTAKTOB, CTUrMaT13aumm (ca-
MOOLLEHKA BOCNPUATUS KAPTWUHbLI GONE3HW APYrUMA JIIOALMN).
Taknm 06pa3om, Mbl NONYYUIM [OKA3aTENLCTBA BeAyLLEe ponv
WHCOMHUW 1 YTOMASIEMOCTM B CAMOOLIEHKE OCHOBHBIX COCTaB-
NISIOLLMX KQYeCTBA XMN3HU — NOBCEOHEBHOM aKTUBHOCTM, OLLY-
LLIEHNS AMOLMOHANILHOO 1 COLManbHOro 6,1aronosnyyms.

Bbicokas KMHMYeckas 3Ha4MMOCTb WMHCOMHWUW U YTOM-
NSieMOCTM 06OCHOBBLIBAET HEOOXOAMMOCTb UX ANArHOCTVKA Y
COOTBETCTBYIOLLEN Tepanuu y Kaxaoro naumeHTa ¢ yCTaHoB-
NeHHbIM anarHo3om bBll. Bmecte ¢ TeM noaxoppl K Tepanmu
06cyxaaeMblx HapyLLEHM, 0COBEHHO YTOMJIIEMOCTM, HYXaa-
l0TCA B AanbHenweli paspaboTke. PesynsTathl BNsHWUS foda-
MUHEPIrUYECKON Tepanvm Ha yTOMASIEMOCTb AOBOILHO NPOTU-
BOpeuMBbl. IPGDEKTUBHOCTb aMaHTaaMHaA NPy YTOMASEMOCTH,
OTMEYEHHas paHee y MaumMeHTOB C PaCCEsHHbIM CKI1EpO30M
(B cpaBHeHuUn ¢ nnaue6o) npu bI1, HACKONBKO HaM M3BECTHO,
He mayyanacb. KocBeHHble foka3aTenbCcTBa 3hdEKTUBHOCTU
NIEBOAOMbI B OTHOLLEHWMN YTOMIIEMOCTM ObIIN NOSTYYEHbI B pe-
3ynbTaTe nnauedbokoHTpoaMpyemoro nccnenosaHus ELLDOPA
(Earlier versus Later Levodopa Therapy in Parkinson's Disease),
rfe CPaBHMBAOCh BAVSHME PAHHErO U OTJIOKEHHOMO Ha3Haye-
HVS1 IEBOAONbI Y MALMEHTOB Ha HayvanbHbIX aTanax bll. Y na-
LMEHTOB M3 rpynnbl niauebo (B CPaBHEHWMU C NauUMEHTaMK,
nonyyaioLmMmm nesopony) 6bino 3adukcuporaHo 6onee 3Ha-
YUTENbHOE HapacTaHue TSAXECTU YTOMASEMOCTU K 42-1 He-
nene Habnopexus [18]. [pyrum cBMOETENLCTBOM POAW [0-
damuHepruyeckoro geduumta npy yToMAsSEMOCTH SBASIOTCS
[aHHble 06 YMEHbLUEHUN (DUINYECKON YTOMASEMOCTU, OLe-
HEHHOW NpW NMOBTOPHOM KPaTKOBPEMEHHON (OPCUPOBaHHOM
MbILLEYHOV Harpyske Npv nasabLeBOM TeNMNuHre, Ha GoHe Npu-
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ema pas0Boli 103kl IeBOAOMLI B ABOVHOM CNienoM nnauebo-
KOHTpOMpyemom nccnepoBaHum J.-S. Lou et al. [19]. B 10 xe
Bpemsi B uccnepnosanum P.O. Valko et al. He 66110 06HapyXeHo
KOppensuum yToMnseMocT C CyMMapHOI 0301 AodamuHep-
rMYecKyx NpenapaTos — eBOAOMbI, arOHUCTOB AOMAMUHOBBIX
peuenTtopoB (ALP). Mpu cpaBHEHWUN NALMEHTOB, NOAYYaBLUNX
MOHOTEPANWIO NIEBOAOMNON, C NauMeHTaMu, HaxOAMBLUMMUCS
Ha KOMOMHMPOBAHHOW Tepanuu nesogonoin u AP (ponuHu-
POAIOM 1AW MPAMUMNEKCONIOM), PA3ANYNIA B HACTOTE U TAXECTU
YTOMASIEMOCTM BbISIBNEHO He 6bino [20]. PaHee mMbl oTMevanu
adbdekTnBHoCTb AP Nnpammnekcona npy yToMasaemocTv y na-
umeHToB ¢ bl [6]. OTcyTcTBME Pa3paboTaHHbIX PEKOMEHAALINIA
no Tepanuu yTomnseMocTy 06yCclioBNEHO HEAOCTATOYHBIM MO-
HYMaHVeM NaTtodr3nonorum 3Toro PacCTPONCTBA.

B psige nccnenosaHuii oTMeYeHa KOppensums yToMasemo-
CTu co cTagment BI1, oueHkon auratenbHbix GYHKUMA YHUDHN-
UMpPOBaHHOM Wwkanbl oueHkn Bl (YLLOBM) [4, 18, 20], B apyrux,
Haob0pPOT, 3HAYMMOCTb 3TO CBS3U He noaTBepxaeHa [21].
HeoaHO3HauHbl B3aMMOOTHOLIEHUST YTOMASIEMOCTU C ApYru-
Mu HIMH. Kak n3BecTHO, yTOMASEMOCTb SBSIETCH BO3MOXHbIM
NposiIBNEHNEM AENPECCUn N PaCCMaTPUBAETCS B KAYeCTBE Of-
HOrO U3 ee AOMONHUTENbHbBIX AMArHOCTUYECKMX KPUTEPUEB.
B 60MbLUMHCTBE MCCNEfoBaHWUIA, TAe OLEeHMBaNaCb Koppens-
LMOHHAs CBA3b MeXZy YTOMJIIEMOCTbIO U Aenpeccueit, oHa
noareepxaaetcs [4, 20, 21]. Hapsigy ¢ aTM B HEKOTOPLIX pa-
60Tax accoumaums yToMIseMoCTn C AeNPECCUEN He MoKasaHa
[22]. Bbicokasi yacToTa yTOMASIEMOCTM Y naumneHToB ¢ bl 6e3
aenpeccum (32 n 43% COOTBETCTBEHHO) BbISIBIEHA B UCCNEA0-
BaHuM G. Alves et al. 1 B paboTe van J.J. Hilten et al., 4To Takxe
CBUAETENbCTBYET B NMOMb3Y TOr0, YTO 06CYXAaeMblii GEHOMEH
MOXET SBAATHCSH CaMOCTOSITENbHLIM CUMNTOMOM 3a60neBaHus
[2, 23]. Mo pesynbTatam pspa UCCNEA0BaHWIA, YTOMASIEMOCTb
aCCcoUMMPYETCS C HapyLleHnsamm cHa [23, 24]. B To e Bpems no
JaHHbIM Apyrmx paboT aTa cBaA3b He nofaTeepxaaetca [4, 22].

MpOTVBOPEYMBOCTb AA@HHLIX NUTEPATYPbl MO3BOUNA HaM
NPeAnoNOXUTb NAaTOGU3N0NOrNHECKYI0 HEOAHOPOAHOCTb YyTOM-
NISeMoCTH, Kak 1 paga apyrix HIMH, Ha pasHbix cTaamsx 3abo-
neBaxusi. MoaTBEPXAEHVE AAHHON KOHLUENUMy BbINo NoyYeHo
Hamu B XOA4e HeAABHO NPOBEAEHHOrO nccnegosarms 188 naum-
€HTOB C AnarHo3om bl 6e3 nemeHumnn Ha 1-4-i1 ctagusix 3a60-
nesaHus (cpegHuin Bospact 63,84 + 0,6 roga, ctaams 2,6 + 0,3,
anutensHocTb Bl 6,3 £ 4,1 roga). MNaupeHTbl C yTOMASEMOCTbIO
CTaTUCTMYECKM 3HAYMMO HE OTAIMYanMCh OT 6OJbHLIX 6e3 3TOro
CMMMTOMA MO TSXECTV ABUraTeNbHbIX CMNTOMOB Bl cornacHo
YLLOBI. B pesynstate uccnegosaHus Obina nokasaHa crtatu-
CTUYECKM 3HAYMMas MOMOXMTENbHAS KOPPENsSLUMOHHAs CBS3b
MeXay Oenpeccuen, yToOMNSEMOCTbIO M TpeBoron Ha 1-3-i
ctagusix BI. Habnioganacb TeHOEHUMsI K 0CNabneHuio Cusbl
KOPPENsLMOHHOM cBA3K OT 1-i ko 2-I 1 3-i cTagmsm bI: Ha
1-i ctagum r > 0,9 (COOTBETCTBOBANA CUIILHOW CBSA3U), Ha 2-1
ctagun r = 0,5-0,6 (cpeaHei cunbl) n Ha 3 ctagun r = 0,3-0,5
(cnaboli-cpegHert cunbl). Mo mepe ocnabneHns cuibl KOPPens-
LIMIOHHOW CBSA3M YTOMJISIEMOCTM C Lenpeccueli n TPeBOroin oT-
MeyeHo ee nosieneHne Ha 3-i ctagum (r = 0,36) 1 ycunexune k
4-in ctapym (r = 0,69) [5]. Taknum 06pa3om, NONYYEHHbIE AaHHbIE

MOryT CBMIETENbCTBOBATb O MAaTOdU3NON0rMieckoin 0bLLHO-
CTN YTOMASIEMOCTM U JeNPeCccun Ha HavanbHbIx ctaguax brl, a
TaKXKe 0 HAIMYMK OBLLIMX MEXaHN3MOB YTOMSIEMOCTU U MHCOM-
HUW Ha Pa3BepPHYTLIX 1 NO3AHMX cTaamsx 3abonesaHust. He nec-
KIOYEHBI Y MPUYNHHO-CNEACTBEHHbBIE B3aMOLAENCTBUS B BUOE
CYObEKTMBHOIO OLLYLLIEHWS! YTOMASIEMOCTY BCIIEACTBUE HU3KO-
ro ka4yecTBa cHa. PaHee Mbl OTMeYanu CBS3b YTOMASEMOCTU C
HapYLUEHUSIMU CHA (KONMYECTBOM MPOOBYXAEHWIA) U CUMITOMA-
MU, HAPYLIAIOLLMMM COH, — HOYHBIMM NMApPeCTE3NIMMN B PyKax 1
HOrax, akatusmen B MOCTENM, HEMPUSATHBIMWA CHOBUAEHUSMM,
601€3HEHHBIMU HOYHBIMY U YTPEHHUMU ANCTOHUYECKMMY CMa3-
Mamm/kpamnu [6]. YuutbiBas BO3MOXHbIE 06LLmMe naTodusno-
JIOTMYECKME MEXAHU3Mbl YTOMISIEMOCTU Y UHCOMHWW, Npef-
CTaBNISIET MHTEPEC NOUCK OBLLIMX MOAXO0B K MX TEPANuu.

OfHVMM U3 NOAXOAOB K KOPPEKUMM MHCOMHUM SBASETCS
NPUMEHeHNEe MenaTtoHnHa. MenaToHWH fBASETCS FOPMOHOM
annodusa; aGdeKTUBHOCTL Npenapara npu MHCOMHUSAX CBA3bI-
BAlOT B MEPBYI0 04Yepedb C CUHXPOHM3aume XpoHobronoru-
YECKMX UM LUMPKAZHbIX PUTMOB. lonaratoT, 4To, BO3AENCTBYS
4epe3 MT,- u MT,-mMenaToHvHeprudeckrie peuenTopsl cybTa-
namuyeckoro sapa (CTH) runotanamyca, MenaToHWH MHIMou-
pyeT uMpkagHble CUrHanbl, CnocobCTBYOLIME NOAAEPXKAHNIO
6oapcTeoBaHus [25]. Mommumo CTHA runotanamyca, menato-
HMHepruyeckne peuenTopbl 0OHAPYXeHbl B runnokamne,
cTpuaTtyme, XBOCTATOM S4pe, YEPHOI CyOCTaHLMN, NOKPbILLKE
MOo3ra 1 psiae opyrux CTpyKTyp Moara. YMeHbLIeHne MenaTo-
HVMHePrnyecknx PeLenTopoB B YepHoW cyGCcTaHUMM U MUHOA-
NIMHEe y naumneHToB ¢ Bl B cpaBHEHMM C Fpynnoi KOHTPONS, BO3-
MOXHO, 0OBSICHAET OAMH U3 NAaTOGU3NONOTUYECKNX MEXaHN3-
MOB HapyLLEHMS LMPKaHbIX PUTMOB CHa 1 60APCTBOBAHMS NpU
3TOM 3abonesaHun [26]. Jpyrum nokasaTenscTBOM Hapylue-
HWs MeTabonm3ama menaToHuHa npu bl sensoTCa pesynsTathl
MCCNenoBaHus, CBUAETENbCTBYIOLME 00 OTCPOYKE HOYHOIO
nvika BblAENEeHNs MeNaToHrHa y naumeHToB ¢ Bl B cpaBHeHNM
C BO3PACTHOW rpynnow koHTpons [27]. Kpome Toro, otcpoyka
IOCTVXEHMSI MUKa Cekpeumn MenaToHuHa Obina Gonee 3Ha-
unTENbHONM Y GOMBHBIX, MOMYYaBLIMX NPenaparthl JIEBOAOMbI, B
CpaBHEHMM C BO3PACTHOW IPYMMON KOHTPONS 1 MaLMeHTamMu Ha
Gonee paHHux ctagusax BI1, He neunBmxcs nesogonoli [28].

ADDEKTUBHOCTb MeNaTOHMHA Y NAUMEHTOB C MHCOMHMEN
npw Bl 6bina fokasaHa B pesynbrate NPoBeAEHNS HEOONbLIMX
nnaueboKOHTPOIMPYEMBIX UCCNea0BaHNI 3a PyGEXoM 1 psaaa
0TEYECTBEHHbIX OTKPbITLIX UCCNenoBaHMin [29-32].

PaHee Mbl nybnukoBanu peaynbraTbl COOCTBEHHOrO K-
HMYEeCKOro HabnaeHNs NPUMEHEHNS NpenapaTa MenaToHHa
(MenakceHa) y 20 nauveHToB ¢ Bl (cpegHuii Bo3pacT 58,56 *
* 8,24 ropga, oamTenbHocTb 3abonesanus 4,44 + 3,46 roaa,
ctaausa bl 2,5 + 0,47) [32]. OCHOBHbIM KPUTEPUEM BKIIIOHEHUS
B MCCNEAOBaHWE SBASIOCh HaNMyMe HapyLlleHWn 3acbinaHus
N/VNN YaCTbIX HOYHBIX NMPOBYXAEHWIA. MaLmneHTbl He BKIIoYannch
B HabntogeHne npv OMarHOCTUKE AEeMEHLUMM, NMCUXOTUHECKMX
HapyLleHusX, Mpueme NekapcTBEHHbIX NpenapaTos, obnagato-
LLIMX TMMHOrEeHHbIM OENCTBMEM (aHTUAENPECCAHTOB C CeaaTnB-
HbIM 3 dEKTOM, aHKenonuTukoBs). Mpu peweHnn Bompoca o
LenecoobpasHOCTM Ha3HaAYEHWs! MeNaToHMHA Y NaUMEeHTOB MC-
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KAnMHUn4ecKkunin onbIT

KNOYaNIMCb CUMMTOMbI M CUHAPOMbI, KOTOPbIE MO SBASTHCA
BEOYLLMMW NPUYMHAMU MHCOMHUKN, — HEAOCTATOYHAS KOMMEH-
cauvsi ABuraTenbHbIX HapyLweHuin Bl ¢ npossneHnamm Taxenom
HOYHOI TUno- 1 GpagnkMHe3nn, cUHOPOM BECrOoKONHBIX HOT,
NPOSIBNEHNS YMEPEHHOM AN Tskenon genpeccun. OueHka ad-
$EKTMBHOCTM Tepanuy MENATOHNHOM Y KaXaoro nauveHTa no
METOAMKaM KNMHUYECKON OLLEHKN MPOM3BOAMIACH [0 Ha3Haye-
HWSt MENATOHMHA, a Takxke Yyepe3 4-8 Hep ero npvema. Menato-
HWH Ha3Ha4anCcs B AOMOJSHEHVE K MPOTUBONAPKMHCOHNYECKMM
npenapartam B fo3e 3 Mr 3a 30-40 MUH 10 0TX0Aa KO CHY.

KnuHnyeckn 3HaumMblin addekT Tepanun Obll OTMEYEH
B BUAE YNyHLIEHUS CyObEKTUBHOM OLEHKN KayecTBa CHa, CO-
KpaLleHWs KpaTHOCTU SN3040B HAPYLUEHWS 3aCbiNaHNS B He-
[ento, YMeHbLUEHVs! OJIUTENBHOCTY Neprofa 3acbinaHus, co-
KpaLleHWst HoYHbIX NpobyxaeHwin. Kpome Toro, Habntoaanoch
YMEHbLUEHMNE HOYHOWM akaTuanm, cokpalleHue npobyXOAeHWiA,
KOTOpPbIE NaLMEHTbI CBA3bIBAIM C MO3bIBAMM HA MOYEMCyCKa-
Hue [32]. CnenyeT 0TMETUTL, YTO paHee Mbl He 0BHapYXuIu
NONOXWTENbHOW AUHAMUKN B MAHE YTOMASIEMOCTN Ha HOHe
Tepanuu MenatoHUHOM. [prHMMas BO BHVMMaHuWe MOJy4eH-
Hbl€ HAMW JaHHblE O MPEUMYLLECTBEHHOW CBA3U YTOMASEMO-
CTV C WHCOMHMEN Ha Pa3BEepHYTbIX M NO34HUX cTtagmsx BIl,
Mbl MEPECMOTPENN MONYYEHHbIE pPaHEee pe3ynbTatbl MyTem
UCKIIOYEHNS] U3 aHANN3MPYEMbIX OAHHbIX UCTOPUi 60ne3Hu
NauMeHToB Ha 1-2-i cTagusax v OOMONHUTENLHOIO BKITIOYE-
HUS B 06CNesoBaHme nauyeHToB Ha 3-11 ctaamy 3aboneBaHus.
KpvTepumn BKIOYEHWSI U UCKIIIOYEHNS NALMEHTOB U3 UCCNELO-
BaHWsl, ONM1caHHble paHee, Obln CoXpaHeHbl. TakmM 06pasom,
utoroeas 06paboTka AaHHbIX NPOBOAMNIACL HA OCHOBE pe-
3ynstatoB 06cnenosarmns 20 naumeHToB ¢ Bl (cpeaHwnin Bo3-
pacT 63,42 + 5,21 roga, AnMTenbHOCTb 3abonesaHns 6,23 *
+ 2,35 ropa, ctagusa BIM 3,2 + 0,34), npuHumasLumx MenakceH
B 403€ 3 Mr B CyTKK. B pe3ynstate npoBeaeHns BTOPOro arta-
na vccnenoBaHns 1 06paboTKM MONYYEHHBLIX PEe3yNbTaToB C
nomoLbio kputepus CTblOAEHTA M KPUTEPUS CYMMbl PaHIrOB
BunkokcoHa, KoppensiLyMoHHOro aHanm3aa 6bina NoaTBEPXAeHa
YyCTaHOBNEHHAs paHee 9O HEKTUBHOCTb IEYEHUS B OTHOLLIEHWUN
OCHOBHbIX NPOSBNEHWUIA MHCOMHUK. 13 14 naumMeHTOoB C yTOM-
NSEMOCTbIO 10 Hadyana Tepanuun y 11 66110 0TMEYEHO YMEHb-
LLEHVE €€ BbIPaXeHHOCTU. [InHamumKa KONMYeCTBEHHOM OLEHKM
YyTOMASIEeMOCTM No Lwkane PFS-16 6bina cTaTmcTmyeckn 3Hadum-
ma. Tak, Ao Havana obcnepoBaHua cpefHuid Gann no wkane
coctaBun 3,65 + 0,14, nocne Tepanun — 3,21+ 0,12 (p < 0,05).
YMeHbLUEHNE YTOMASEMOCTM NposiBAsnocb Ha 7-10-n gHu
npuema npenapaTta. BoisBieHa cTaTUCTUYECKM 3Ha4YMMas Kop-
penaumns KONM4EeCTBEHHOMO 3HAYEHNS OVHAMUKN YTOMASEMO-
CTU C N3MEHEHVNEM CYMMAPHON OLLEHKM MHCOMHMU MO LiKane
cHa PDSS (r=0,42, p < 0,05).

Takum  06pa3oM, peaynbTaThl  Hallero uccregoBa-
HUSI CBUAETENLCTBYIOT O BO3MOXHOCTM YMEHbLUEHUS MpO-
SBNEHUIA YTOMNIIEMOCT Ha (OHe Tepanuu MenaTOHUHOM
(MenakceHoM). Hawm pedynstathl 0 MONOXUTENbHOM ANHAMM-
Ke YyTOMNIIeMOCTY Ha GOHE NpuemMa MeflaTOHMHA COrnacytTcs
C AaHHbIMW HefaBHO onybnmkoBaHHoW paboTsl B.K. Jatuesoi
¢ coaBT. [33]. OcobeHHOCTbIO Hallero HabntoaeHUs SBUNOCH

HepsBHbI€e 6w1e3HH 172015

noaTeepxaeHne abdEKTUBHOCTM NeYeHUsT Y NauMEeHTOB Ha
3-11 1 4-in ctagusx BIM. OgHAKo He NCKNOYEHO, YTO OTCYTCTBME
3HAYMMOW ANHAMVKM Y NaUMEHTOB Ha 6onee paHHUX CTaausx
BN B NnpeablayLLeM HalleM nccneaoBaHnm Hbi10 CBA3aHO C He-
[LOCTaTO4HO BbIGOPKOI NaLLMeHToB. Hanuyne koppensiummn am-
HaMUKM YTOMASIEMOCTU C YMEHbLUEHNEM THXECTU UHCOMHUMU
MOXET CBUAETENLCTBOBATL O MPUHNHHO-CNIEACTBEHHON CBS-
31 MEeXAy HU3KMM Ka4yeCTBOM CHa W NPOSIBIEHMEM YTOMIISE-
MOCTW. TeM HE MEHEE HE UCKITIOHEHA POJIb HAPYLLEHWS XPOHO-
610NOrMYEeCKMX PUTMOB B NATOMU3NONOrUM YTOMASIEMOCTM Y
naumeHToB ¢ Bl1. Mbl nonaraem, 4To BONPOCHI YTOYHEHWUS Na-
TOOU3MONOrMN YTOMASIEMOCTM 1 NOAXOLA0B K Tepanunm BeCbMa
akTyanbHbl Npu BIN 1 TpebytoT AansHenwero uyyeHus. Kpome
TOro, BbifiBNEHWE 00X 3PDEKTUBHBIX MNOAXOL0B K KOPPEK-
L pasHblx cMMNTOMOB Bl 9BnsieTca nepcnekT1BHLIM B NaaHe
OrpaHnyeHns noanparmasmn.
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KAnHndecknin pasbop Hay4Horo ueHTpa HeBpoAOrnn

TpyaHocTu AMarHOCTHKH
JHIe(aJIonaTHN XalmnuMOTO

HU.C. bakyaun, JI.C. Adapuesa, JI.III. Ackapoesa,
H.U. Cmoiioa, O.C. Kopenuna, M.H. 3axapoea

OHuedanonatus XalwmmoTo npeacTasnset cobo peako AMarHoCTUPYEMOE ayTOMMMYHHOE 3aboNieBaHNe HEPBHOWM CUCTE-
Mbl, aCCOLMMPOBAHHOE C BbIPaBOTKOM aHTUTUPEOUOHbIX aHTUTEN. [ToNMMOPPHOCTb KIMHUYECKOM KapTUHbI, PeAKOCTb 3a-
60neBaHVs N OTCYTCTBME CNeLMPUIECKMX MHCTPYMEHTalIbHbIX MAPKEPOB CYLLECTBEHHO 3aTPYAHSIOT CBOEBPEMEHHOE pac-
no3HaBaHWe 3TOro COCTOAHUSA. B cTaTbe NpUBOANTCS ONMCaHNE KITMHUYECKOro HabIoAeHM NaLMEHTKN ¢ aHUedanonaTmnei
XawmnmoTo, 06CyXaatTcs BONPOCh AMArHOCTUKN, AnddepeHUmansHoi AnarHocTukmn n nedebHol Taktuku. NoavepknsaeTcs
BaXXHOCTb CBOEBPEMEHHOI0 YCTAaHOBJIEHUS AMArH03a, y4MTbiBasi BbICOKYI0 3P PEKTMBHOCTbL NAaTOreHEeTUYECKON Tepanuu.

KnioueBble cnoga: sHuedanonatns XawmMmoTo, TMpeonant XawmmMoTo, KOFTHUTMBHbIE HapPYLLEHWS, ayToaHTMUTesNa, CTepo-

MOHbIE TOPMOHbI.

OHuedanonaTtms Xawmmoto (IX) npeactaenser coboit
ayTOMMMYHHOE 3a00/1eBaHNE HEPBHOW CUCTEMbI, XapakTe-
puayioLleecs B O0NbLIMHCTBE Cly4aeB OCTPO/MOAOCTPO pas-
BMBAlOLLLENCA 3HUedanonaTnen, accoummpoBaHHoe C Bbipa-
60TKOIN aHTUTUMpeonaHbix aHTuten (AT) [1-3]. 3abonesaHne
BrepBble OblI0 OMMCAHO W3BECTHbIM HeBponoroM L. Brain
etal. B 1966 r. [4].

[lo HacToAWEero BPEMEHM Ha3BaHWe yka3aHHOro 3abo-
NeBaHNS SBNSIETCS NMPEAMETOM AMCKYCCUIA, MOCKObKY SIMOH-
ckuii xupypr H. Hashimoto onucan B 1912 r. Tupeonaut, a He
sHuedanonatuio. [pennaraeTcs MCMNONb30BaTb Ha3BaHWE
“cTeponavyBCTBMTENbHASA 3HUEdanonaTns”, ooHako cTepoua-
Hble FOPMOHbI 3P dEKTMBHBI HE Y BCEX NaLMeHTOB. BeposTHo,
Hanbonee TOYHbIM ABASETCS TEPMUH “SHUEedanonatus, acco-
LMUPOBaHHAs C ayTOMMMYHHbIMK 3a60/1€BaHUSMUN LMTOBW-
HOW Xenesbl”, 0TPaXaloLLmMin OTCYTCTBME NPSIMO NaTOreHeTH-
4eckol B3avMOCBA3N Mexay 3Huedanonatuen n Tmpeonam-
TOM M OEMOHCTPUPYIOLLMI BO3MOXHOCTb pPasBuTus 3abone-
BaHMS HE TOMbKO MPY ayTOMMMYHHOM Tpeonamte XalmnmoTo,
HO 1 NpW LPYyroM ayTOMMMYHHOM 3a60ieBaHUN LLIMTOBUIHON
xenesbl — 6onesnn Mpeitsca. OpgHako TepMuH IX, HECMOT-
psi HA ero HEKOPPEKTHOCTb, MPOYHO 3aKPEMNWICS B MUPOBOM
nuTepaType M NpoOoXaeT TPAAMLMOHHO MCMNONb30BATbCH
60/bLUMHCTBOM aBTOPOB [1, 2, 5].

Anuaemunonorna X octaeTcs manondyydeHHon. K HacTos-
LLLEeMy BPEMEHU OMMCaHO HECKOJbKO COTEH crlydaeB 3abore-

®rBHY “Hay4Hblli ueHTp HeBponorun”, Mockea.

Unbsa CepreeBuy BakynuH — KnvHMYeCKUiA OpanHATOP.
Jliopmuna CepreeBHa AgapueBa — KaHA,. Me[. Hayk, Bpay-
HeBponor VI HeBPONOrn4eckoro OTAENEHUS.

Jlona WaBkaTtoBHa AckapoBa — KaHA. Mef. Hayk, Hayu.
coTp. VI HEBPONOrM4ECKOro OTAENEHUS.

Hatanba WUropeeHa Crtovipa — KkaHA. Me[. Hayk, Bpad-
HeBponor VI HeBPOJIOrM4eCKOro OTAeeHNS.

Onbra CraHncnaesoeHa KopenuHa — kaHa,. 610n. Hayk, CT.
Hay4. coTp. nabopaTtopun KIMHUYECKO HEMPODU3NONIOTUN.
Mapus HukonaeBHa 3axapoBa — [OKT. Mef,. Hayk, 3aB.
VI HEBPOSIOrNMYECKUM OTAENEHVEM.
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BaHWS, OOHAKO WCTMHHAs PacrnpoCTpaHeHHOCTb X MOXET
COCTaBnsATb He MeHee 2 cnyyaeB Ha 100000 Hacenexus [6].
OnucaHns OX B OTEYECTBEHHON nuUTEpaType eauHWuHbI [5].
Hanbonee 4acto 60ne3Hb BCTpeyaeTcs B Bo3pacte 45-60 ner,
yavle y XeHwwuH [1, 6].

YuntbiBas noAMMOPOHOCTb KINHUYECKON KapTUHBI, BKO-
YaloLLEeln NPakTUYeCKn BECb M3BECTHBIN CNEKTP HEBPONOrMYec-
KX 1N HEMPONCUXMATPUYECKMX CUMMTOMOB, AMArHOCTMKa X
npepcrasnseT 6onblimne TpyaHoCcTU. CuTyaumst yCnoxHseTcs
OTCYTCTBMEM CNeundUIYeCcKMx N3MEHEHW NpY NPOBEAEHUN
HenpoBuayanu3aumm uam anekTpoaHuedanorpadum (33r).
Kpome TOro, €AMHCTBEHHOE M3MEHeHMEe NabopaTopHbIX Mo-
Ka3aTenemn, UMmeioLlee AMArHOCTUYECKOe 3HA4YeHUe, — MOBbI-
LLEHMe TUTPa aHTUTUPeonaHbIX AT k Tpeonepokcugase (TrO)
n/vwnn tupeornobynuny (TI) — BCTpeyaeTcs B 0OLLer nomny-
nsummn 300poBbix A B 10% cnyvaes 1 06s3aTesibHO AOMKHO
TPaKTOBaTbCS B KOHTEKCTE KIMHUYECKOW KapTuHbl [1, 3].

[ns wnnioctpaumm npueBoamm cobCTBeHHOE HabnofeHve
cnyyast OX.

KnuHuueckuin cnyyai

MaumnenTka C., 50 net, BNnepBbie KOHCYNbTMPOBaHa B Ha-
YYHOM LieHTpe HeBposiorun B okTsiope 2014 r. O6pasoBaHune
cpenHee cneuvanbHoe, 0o 3aboneBaHus paboTtana npo-
[aBLOM.

XKanob He npeabsBnsana 13-3a BbIPaXEHHbIX KOrHUTUBHBIX
HapyLleHn.

13 aHamMHe3a, cobpaHHOro CO CNOB A04Yepu U MO AaHHbIM
MEAMNLIMHCKOV JOKYMEHTALLMW, U3BECTHO, YTO 3abonena ocTpo
B anpene 2014 r., korga BHE3anHO NOSBUIMCH FOJIOBOKPYXKE-
HMe, WaTKOCTb 1 HEYCTONYMBOCTL NPK Xoab0e, TOLWHOTa, Bbina
OfHOKpaTHas pBoTa. Yepes HeCKOSIbKO AHEN POACTBEHHUKM
OTMETUNN HeagekBaTHOCTb NoBeneHusi, GonbHasi He Morna
OTBETUTL Ha NPOCTble BOMPOCHI. Bbina rocnutanuanposa-
Ha B HEBPOJIOrMYECKOe OTAeNEeHWe ropoAcKoi GONbHULLI C
OMarHo3om “XpoHuyeckas mwemust ronoBHoro mosra”. MNpu
NPOBEAEHNM MarHUTHO-PE30HAaHCHOM ToMorpadum rosos-
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HOro mosra (Ha 3-1 CyTKM OT MOMEHTA Pa3BUTUS CUMNTOMA-
TUKW) NaTONOrUK BbISIBNEHO He Obino. Ob6Lwmii aHanua Kpo-
BU, OOLMIA aHann3 Moyu, BUOXMMMYECKMIA aHann3 KpoBWU —
6e3 natonormn. Ha ¢oHe npoBoaMMoOi Hecrneumdryeckomn
HelipomeTabonnyeckon Tepanmmn B TEYEHNE HECKOJIbKMX OHEN
OTMeYancs MOJSiHbIA perpecc cMMnNTOMOB. [locne BbINUCKM
cnpasnsinack ¢ paboToit No Aomy, npoaosxana padoTtaThb.

Yepes HECKONbKO HedeNb POACTBEHHWKM BHOBb 3aMeETU-
N HeadekBaTHOCTb NoBefeHNst 6ONbHON, ee cTana 6ecrnoko-
UTb exenHeBHas aubody3Has ronoBHas 6onb AABSLLETO Xa-
pakTepa, roBopuia, YTo “CAbILMT rofioca U BUAUT YMEpPLUMX
POOCTBEHHUKOB, KOTOPbIE YrpOXaloT pacrnpaBoi ee cembe”.
B noHe—aBrycte 2014 . Haxoaunacb Ha CTaLMOHAPHOM fleye-
HUK B MCUXMATPUYECKON 60nbHULE. 10 AaHHBIM BbINUCKK, NPU
NOCTYNNeHNM 60bHAs KOHTAKTHA, NPaBUIbHO OPUEHTMPOBAHA
B MECTE, BPEMEHUN 1 COOCTBEHHOW NMYHOCTU. Ha BONpPOCHI OT-
BEYAET NPaBUIbHO, KPUTMKA K CBOEMY COCTOSIHUIO COXPAHEHa.
OTmeyannchb 3pUTENbHLIE M CIYXOBbIE FafiouMHaLum, BTO-
PWYHBIA MHTEPMPETaLMOHHbIN 6pes. B HeBponornyeckom cra-
TyCe — Nlerkme KOOpAMHATOPHbIE HApYLLEeHUs, B OCTanbHOM 6e3
naTonoruu.

NabopatopHoe o6cnefoBaHune: TUPEOTPOMHbIA FOPMOH
(TTI) B npegenax HOPMbI, OOHAKO OTMEYanoChb MOBbILLIEHNE
ypoBHa AT kK TI o 961,2 E[l/mn (Hopma — meHee 18 ELL/mn); AT
K TMO He onpeaensnuce.

MarHMTHO-pe3oHaHCHas Tomorpadus ros0BHOrO MO3-
ra, WenHOro oTaena no3BOHOYHMKA U CMIMHHOrO MO3ra (Mionb
2014 r.): 6e3 ANarHoCTMYECKM 3HAYNMbBIX UBMEHEHWIA.

KomnbtoTepHas Tomorpacdusi opraHoB GpIOLLHON NONOCTH,
masoro Tasa: 6e3 naTonoruu.

CocTosiHME pacLeHeHO Kak “NCMX00pPraHNyYeCcKmin CUHAPOM
BCNeACTBME OPraHM4yeckoro MnopaxeHusl rofaoBHOro mosra”.
MpoBoaunack HelipoMeTabonuyeckas Tepanus, duanoTtepa-
nus. MNcuxoTponHasa Tepanns (Mo LaHHLIM BbINUCKM) HE Ha3Ha-
yanacbk. 3a BpemMsi rocnutanM3aumm 0TMeyanach BbipaXeHHas
oTpuLaTeNbHas AMHAMUKA B BUAE MOJSIHOW Ae30pUeHTaumm B
MECTE W BPEMEHMW, CHUXEHUS KPUTUKK, DONbHas nepecrtana
noazepXxusatb Pa3roBOp U 0TBEYaTb Ha BONPOCHI, 0TMEYannch
anun304bl NCUXOMOTOPHOro BO30YXAeHWsl. B HeBponoruyec-
KOM cTaTyce — nosiBneHve pednekcoB OpasibHOr0 aBTOMa-
Tm3ma (pednekc MapuHecky—PapoBuun, HasonabuanbHbil),
NMPamMnaHOro CUHAPOMA B BUAE CUMMETPUYHON CYXOXMIbHOM
runeppednekcuy 1 NaToNornyeckmnx CTOMHbIX 3HAKOB C ABYX
CTOPOH, HapacTaHe KOOPAMHATOPHbLIX HapyLueHuii. OTmeye-
Hbl €VHWNYHBIE MUOKITOHUN.

lMocne BLIMUCKM COCTOSIHME OCTaBanoCb OTHOCUTENbHO
cTabunbHbIM. Becnokovna yactas ouddysHas ronosHas 60sb
JaBALEro xapakrepa, Ha BOMPOChl POACTBEHHUKOB OTBEYana
He No cyLlecTy, Oblna 1e30pUEHTMPOBaHA B MECTE 1 BpeMe-
HW. PaboTy No AOMy He BbINOJNHSNA, OHAKO CaMOCTOSITENIbHO
(npn HanomuHaHuW) npuHuMana nuwy. OTMedyanack 6eCCoH-
HMLA HOYbIO U COHNMBOCTb B AHEBHbIE Yachbl. CO CNoB goyepu,
4aCTO roBOpUIA 0 “HanMyMM B KBAPTUPE NOCTOPOHHUX NIOAEN 1

HecyLLeCTBYIOLMX NpeaMeToB”. Ann3oanyeckm bina BO30YX-
[IeHHOM, arpeccmBHOi. 3a BpeMst 6051e3HM noxyaena Ha 15 kr.

lpyu ocmoTpe: COCTOSHME OTHOCUTENBHO YAOBNETBOPU-
TenbHoe. KoXHble NOKPOoBbI YMCThIE. JInMbaTnyeckme yanbl He
yBenuyeHbl. [lbixaHne Be3nKynspHoe, XpUnoB HeT. ApTepuranb-
Hoe paeneHve 110/70 MM pT. CT., 4aCTOTa CEPAEYHBIX COKPa-
LWeHni 76 B 1 MUH, pUTM NpaBuibHbIA. TOHbI CEPALA ACHbIE,
pUTMKYHBIE. XKMBOT Npu nanbnaumn 6e3601e3HEHHbIN BO BCEX
otaenax. CMNToOM MOKOIa4YNBaAHNS OTPULLATENbHBINA.

HeBponornyeckuii ctatyc: CO3HaHNE ACHOE, MEHUHreasb-
HbIX CUMNTOMOB HeT. [le30pMeHTMpPOBaHa B MeCTe U Bpeme-
HW, CBOE MMSA 1 daMuUInio HasblBaeT nNpaeuibHO. Ha Bonpo-
Cbl OTBEYAET C 3aAePXKOW, HacTo He Mo cyliecTtsy. [pocTbie
WHCTPYKLMW BbIMOAHSAET NPaBWibHO, OAHAKO MPOM3BONbHOE
BHUMaHMe ObICTPO ucToLlaeTcs. MbiTaeTcs YTO-TO CTPSIXHYTh
¢ cebs. YacTo B3aparvBaeT, OrnsabIBAaeTCS, NbITAeTCs BCTaTh.
foBopwT, 4TO “B YrAy nnavywmii pebeHok”, a Ha cTone “Kycok
mMsca”. lNblTaeTcs B3ATL NPeAMeThl CO CTOMa Bpaya, AocTaTb
KHUMM 13 Wwkada. 3a MONOTOYKOM CNEANT HEMOCTOSHHO. MMa-
30BUraTeslbHbIX HAPYLIEHWA HeT. [MasHble Lienu, 3payky
paBHble. doTopeakuym xmuBble. JINLO CUMMETPUYHO, S3bIK MO
cpenHen nuHuK. Pedrnekcbl opanbHOro astomatmama (ped-
nekc MapuHecky—PanoBuumn, X00OTKOBLIA, COCATENbHbIN),
XBaTaTesbHbIN pednekc ¢ ABYX CTOPOH. Crna MblLLL, HECKOb-
KO CHMXeHa B MpoKcuMMasbHbIx otaenax. CyxoxusbHble ped-
NIEKCbl OXMBIIEHHbIE, C PaCLUMPEHHbIMU pPedeKkCoreHHbIMU
30Hamu, cuMMeTpuyHble. Kucteson aHanor pednekca Pocco-
JIMMO ¥ naTonoruyeckne pednekcol babrnHckoro n Onnexrei-
Ma C ABYX CTOPOH. KnoHyc cTon. MbILEeYHbI TOHYC YMEPEHHO
CYMMETPUYHO MOBLILEH MO CMELLUAHHOMY Tumy. MuoknoHum
He BbISIBJIEHbI. BbINOMHEHWE KOOPAMHATOPHBIX NPOO6, YyBCTBU-
TENbHOCTb HE OLLEHUBANNCh. BbipaxeHHas WaTKOCTb NP X04b-
6€e, XOANUT TOSILKO C NMOCTOPOHHEN NMOMOLLBID. Ta3oBble (YHK-
Lyu (CO CNOB L0YEPW) HE HaPYLLEHbI.

O6LUnii 1 BUOXUMUNYECKUIA aHa/IN3 KPOBU, OBLLMIA aHaIn3
MOYu: B MPeAenax HopMbl.

AHann3 kposu Ha RW n BUY: oTpuuaTenbHbIi.

KoHcynbTaums ncyxmarpa: NncuxoopraHNyYeckmini CUHAPOM,
opraHunyeckoe 6pesoBoe pacCTPONCTBO; COCTOSIHME CMyTaH-
HOCTV CO3HaHUS.

OnekTposHuepanorpapus (PUCYHOK, a): BbISBASIOTCS Bbl-
paxeHHble 0OLLLEMO3rOBbIE N3MEHEHWS, XaPaKTEPHbIE OIS 9H-
uedanonatmn (3Ha4MTENBHOE 3aMeaieHe OCHOBHOMO KOPKO-
BOrO pUTMa C HapyLUEHUEM ero 30HANbLHOIO pacnpeaeneHuns,
npeobnagaHnemM B NOOGHO-LEHTPaNbHbIX OTAENax, BCMbILKM
6unarepasnbHbIX MeaJIeHHbIX BOJH).

[ns ncknioyeHns napaHeoniacTM4eckoro reHesa 3abone-
BaHWS OCYLLECTBNANCS OHKO0rnyeckuii movck. Npu nposeae-
HWM racTpoCKonun, mammorpadum, peHTreHorpacdum opraHos
rPYZHON MONOCTU MaToforMnm He BbiSiBNEHO. OHKOMapKepsbl
(CA 125, CA 15-3, CA 19-9, POA, ADI) — B npenenax Hop-
Mbl. AHTUHepoHanbHble AT (kK aHTureHam Hu (ANNA 1), Yo-1
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AnekTposHuedanorpammbl naumeHtkm C. (yeunenune 70 MkB/MM): @ — 00 NeveHUs BbISBISIMCL 3aMeaJieHMe OCHOBHOMO KOPKOBOrO putma
0o 6-7 'y, HapyleHne ero Tonorpadun ¢ nepepacnpeneneHnemM B N0OHO-LEHTPaNIbHbIE OTAENbI, BunatepasnbHble BCbILWKY MEANEHHbIX U
OCTPbIX BOJIH, [1a30[BUraTesbHble apTedakThbl; 6 — Nocne NeYeHs NPeaHN30/I0HOM PErUCTPUPYETCS KOPKOBLIN PUTM, MapameTpbl KOTOPOro
COOTBETCTBYIOT BO3PaCTHONM HOpMe: YacToTa a-putma 9 M, 30HanbHbIe pPasnnyms COXpaHEeHb!, onpeaenseTca npeobnagaHme B 3aTbliIOHHbIX

otaenax.

(PCA1), CV2, Ma2, Ri (ANNA2), amdndpusnH) B CbiBOPOTKE
KPOBW HE BbISIBNEHBI.

YuntbiBas 0COBEHHOCTU KAMHUYECKOW KapTMHbI 3abose-
BaHWA, GAyKTYyMpyoLLee Te4eHne C ann304amm CrOHTaHHON
cTabunmaaumm, ocTpbIii MHCYNLTONOA00OHbIA AebloT, a Takke
yKasaHus B aHaMHes3e Ha nosbileHne Tutpa AT K TT, y naumeHT-
kv 6bIN0 NpeanonoxeHo passutre nogoctpoit IX. Mpu nabo-
pPaTopHOM 06C1e40BaHNY BbISIBNIEHLI MPU3HAKN CYOKIMHMYEC-
koro runotupeosa (TTI 5,1 MME/n (Hopma 0,4-4,0 MME/n),
T, cBOGOAHbIN 1 T, cBOGOAHBIN — B Npeaenax Hopmbl). OaHoO-
BPEMEHHO OMPEAENANOCh NoBbilleHne yposHs AT k TIO - 6o-
nee 1000 EO/mMn (Hopma — meHee 5,6 EO/mn) n AT x TI - no
233,6 E[l/Mn (Hopma — meHee 18 E[l/Mn), 4To noaTBEpPXAAN0
NPeanonoXeHHbI AnarHo3.

Bbina HavaTa UMMyHOCYNpeccrBHas Tepanus ex juvantibus
npegHn3oaoHoM B fo3e 80 Mr per 0S kaxaplin aeHb. Jonon-
HUTENBHO Takxe BblNn Ha3HAYEHbI KBETUAMNMH 25 Mr/CyT, OMe-
npasos, npenapatsbl Kanbuus 1 ButamuHa D,. Ha 5-i paeHb
JIeYEHNS OTMEYEHA NONOXMTENbHAA AVHAMMKA B BUAE 4acTu4-
HOr0 perpecca KOrHUTWBHBIX M MOBEAEHYECKMX HApYLLEHWI,
yayyLeHnst xoapbbl 1 HOYHOrO cHa. Ha 7-i aeHb naumeHTka
cTasa BbINOHATL AOMALLHIOW paboTy, akKTMBHO CnpalimBaTh y
POACTBEHHUKOB O MPOU3OLLEALLEM C HEW; OTMEYaNCs NOJHbINA
perpecc ncuxoTUYeCKMX HapyLLeHuid. Yepes 2 Hep nauueHT-
Ka cTana CcaMOCTOSITENbHO BLIXOAMTH Ha YIuUL, MOMAHOCTbIO
cnpaensnack C [AoMallHel paboToi, OTMevancs perpecc
KOOPAMHATOPHbIX HapyleHwit. CobbiTns 3abonesaHus non-
HOCTbIO aMHe3vpoBana.

lpn ocmotpe yepe3 1 mMec nocne Hadvaaa JIe4eHus:
nauMeHTka KOHTaKTHa, afekBaTHa, BEPHO OPMEHTMPOBAHA B
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MecTe 1 BpeMeHn. MHCTPYKLMK BbINONHSAET NpaBuibHO. cu-
XOMaTON0rMYEeCKON NPOAYKLUMM HE BbISBAEHO. Jlerkue KorHu-
TUBHblE HapyLueHus. CymmapHsbiii 6ann no MoCA (MoHpeanbc-
Kasi LKana OLEHKN KOrHUTUBHBIX GyHKUMIA) — 25. CO CTOPOHSI
yeperHbIx HepBOB — 6e3 NaTonoruu. JIerkuin, NPeMMyLLECTBEH-
HO NPOKCUMAnbHbIA HUWKHWIA napanapes. CyxoxunbHble ped-
NIeKChbl BbICOKME, paBHble. [latonormyecknx pednekcoB HeT.
TOHYC MbIWL, HE U3MEHEH. YyBCTBUTESIbHBIX HAPYLLIEHUA HET.
KoopanHaTopHble Npo0bl BLIMOMHAET C NEerkon AucMeTpuen,
VNHTEHLMOHHBLIM ApoxaHneM. B npobe Pombepra noatbiBaeT-
ca. Moxoaka CyLeCTBEHHO He 3MeHeHa. Ta3oBble PYHKLMM He
HapyLUEHbI.

SnekTpoaHuepanorpapus (pucyHok, 6): oTyeTnmBas no-
NIOXUTENbHAA OMHAMMKa C YMEHbLUEHVEM BbIPAXEHHOCTU
INdPY3HbIX U3BMEHEHWIA, BOCCTAaHOBNIEHNEM HOPMasbHOM Yac-
TOTbl KOPKOBOW PWUTMUKM, NMPaBUBLHOMO 3aTbl0YHO-106HOM0
rpagveHTa, OTCYTCTBMEM MATON0rMYEeCcKX GOPM aKTUBHOCTHU.

JlabopaTtopHoe o6cien0BaHME: COXPAHSIOTCS CYyOKIMHU-
yeckumin runotmpeos (TTI 4,9 MME/n), BbicOkMe ypoBHU AT K
TNO (876,2 EA/Mn) n AT k TI (234,5 EA/™Mn).

Bbina npofomkeHa Tepanvs NPeaHN3010HOM C NMOCTENeH-
HbIM CHUXEeHMeM 103bl A0 30 Mr/CyT, C NocneayoLLyM Nepexo-
[I0M Ha Mpuem npenapaTa Yepes AeHb. B cBA3M ¢ coxpaHeHu-
€M CYOKNIMHMYECKOro rMnoTMpeo3a AOMNOHUTENBHO Takxe Obin
HasHauyeH L-TvpokcuH 25 mkr/cyt. lNpu nocneaytowem Hab-
oAeHNN (B TEYEHME 5 MEC) COCTOSIHME MaUMEHTKM 0CTaeTcs
cTabunbHbIM. B HEBPONOrMYECKOM CTATYCE COXPAHSIIOTCS Ner-
KV€ KOTHUTVBHbIE M KOOPAMHATOPHbIE HapyLUeHus. MaumeHTka
MOJSIHOCTBIO CAMOCTOsITENbHA B BbITY, MAaHNPYET BEPHYTLCS K
paborte.
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06cyxpeHue

MpencTaBneHHbI KMMHUYECKINIA CyYaii, C OAHON CTOPOHDI,
LLEMOHCTPUPYET OCOBGEHHOCTU KIMHUYECKUX MPOSIBNEHUIA ©
TPYAHOCTW AMArHOCTMKM 3X, C APYroi — NOAHEPKMBAET BaX-
HOCTb CBOEBPEMEHHOV MOCTAHOBKWU AMarHosa U cBuaeTeSib-
CTBYET 0 611aronpusaTHOM NPOrHO3e NpY aieKBaTHOM Tepanuu.
Mo panHbIM F. Ferracci, A. Carnevale, npoaHanuavpoBaBLIMX
121 onucaHHbIN B nuTepatype cnyyai 3abonesanusi, HaMbo-
flee 4acTbiMM cuMnToMamy OX SBASIOTCA 3NUAEnTUYECKUe
npunagku (52%), cnyTaHHOCTb CO3HaHus (43%), MUOKIOHMM
(837%), korHuTMBHBIE HapyLeHus (36%), N3MEHEHME YPOBHS
co3HaHua (36%), atakcusa (33%) 1M NCUXMYECKME HapYLUEHUS
(30%) [1]. B npenctaBneHHOM Hamu ciydae B KJIMHUYECKOM
KapTuHe 3ab0oneBaHys 4OMUHMPOBAN CUHAPOM NOAOCTPO pas3-
BUWBLUENCS AEMEHLUMM B COYETaHUM C MCUXOTUYECKUMU (3pU-
TeNbHbIe U TaKTW/bHbIE FaloLMHaLmMm, 6pes), KoopaMHaTop-
HbIMW 1 MMpaMnaHbIMK HapyweHusamun. Mo gaHHeim F. Ferracci,
A. Carnevale, rannoumHaumm npu 9X BbiBASOTCA B 26% cny-
4yaeBs, NMpamuaHble 3Hakn — B 21%.

Bblzensiot aga TMna TedeHus 3aboneBaHns: BACKY/INTHBIM,
NPOSIBASIOLLMIACS OCTPLIMU MHCYNLTONOLOBHBIMM 3NM304amMK,
N riporpeccupyowmin and@y3Hbid, xapakTepUayoLWwmninecs no-
OOCTPbIM Pa3BuTMEM 3HLedanonatum, a Takke nx codyeTaHue
[2, 7-9]. B npenctaBneHHOM ciy4yae MMEN0 MeCTO OCTpoe
Hayano, MMUTUPYIOLLLEE HapyLLIeHne KPOBOOOpaLLeHWs B BEp-
TebpanbHO-0a3UNAPHON CUCTEME, C NOCNeayoLLIMM NPorpec-
CYPYIOLMM HapacTaHnem cumntomatumku. ns 9X BecbMa xa-
pakTepHO GAYKTYMPYIOLLEE TEHEHNE C aNN304aMV CIOHTAHHOW
cTabunusaumm nnu faxe ynyyweHnem npu oTCyTCTBUN Cneum-
dryeckoro neyeHus, 4To 1 HabNOAANOCH B ONMCAHHOM CllyyYae
B AebioTe 3abonesaHns.

Mpwn nabopaTopHOM 06CNEf0BaHMN, HECMOTPS Ha BbICO-
KMe TUTPbl aHTUTUPEOUAHbIX AT, B GOMBLUMHCTBE Cly4aeB Bbl-
SBNSIETCS 3YTUPEO3, pexe — CyOKNMHUYECKINIA rnnep- nuin ru-
noTnpeos (kak B npeactaBneHHom HabntoaeHun) [1]. Cnenyet
OTMETUTB, YTO 3HAYMMOE U3MEHEHNE YPOBHS FOPMOHOB LLMTO-
BMAHOI xenesbl (T, cBoGoaHoro nm T, GBO60AHO0) NCKoHa-
eT ayarHo3 39X, NOCKObKY Kak rmnoTMpeos, Tak U rmneptTnpeos
MOTFYT CAYXWTb CAMOCTOSTENBHOW NPUYNHON 3HUEedanonaTmm.
B Takmx cnyyasix nepBooyepenHOn 3aJaden SBnseTcs OCTu-
XEeHne ayTmpeomaHoro coctosHus. Aututena k TNO npu 9X
BoisBnsoTca B 100% cnyyaes, AT k TI - B 70% [2]. Mpu uc-
CNnepgoBaHUM CMIMHHOMOS3MOBOM XWAKOCTU MOXET BbISBAATLCS
NoBbILLEHME YPOBHS Beska, pexe — NMMOOLMUTAPHLIA N1eoLm-
TO3 1 ONUrokNioHanbHble AT. Bonee 4em y NoNoBKHbI GOMbHBIX
HabntoaaeTcst NoBbileHNe TUTPa aHTUTUPEOUaHbIX AT B NnK-
BOpE, 0OHAKO WX ANArHOCTMHYECKOE 3HAYEHNE HE OMPeaeneHo
[1]. B npeacraBneHHOM KAMHWYECKOM cliyyae ntombanbHas
NYHKLUMS HE BbINOMHANAC.

Mpn npoBeneHUy HelpoBuayanm3aumm B OGONbLUMHCTBE
Cny4yaeB U3MEHEHUI He 0OHApPYXMBAETCs, YTO UMENo MecTo
1 B ONMCbIBAEMOM HabnoaeHun. Pexe BoisisnseTca andaoys-
Has KOpTUKanbHas atpodust UM TMNEPUHTEHCUBHBLIE O4aru

B CyOKOPTMKambHbIX OTAENax MoMylwapuii MM MO3XKeyke B
T2-pexume MarHUTHO-pe3oHaHCHOW Tomorpadum. Mpu npo-
BefeHun 930 BbIABAAIOTCS Hecneunduyeckme U3MeHeHUs B
BUAE 3ame[sIeHns KOPKOBOro puTMa ¢ npeobnafaHvem 6- un
8-aKTVBHOCTU, pexe — anunenTMPopmMHas akTUBHOCTb, aTu-
nuyHble TpexdasHble BOMHbI, GoKanbHOE 3amenfieHne putma
[1-3, 6].

[nddepeHumanbHylo anarHocTuky HeobxoayMo MpoBo-
onTb ¢ 6onesHblo Kpeitudenbara-dkoba (BKHA), napaHeo-
NAacTUYECKUMM CUHOPOMAMW, 3HAOrEHHBIMU MCUXNYECKUMM
3a60neBaHVIMU, MHOEKLUMOHHBIMM 1 MeTaboMYeckuMm Mno-
paXeHVsIMIU TONIOBHOTO Mo3ra. B npencraBneHHoM Habito-
[eHU OCOBEHHOCTU KIIMHWMYECKOW CUMNTOMATUKM (ObICTPO
NporpeccupyioLlas AEMEHLMS, MCUXMYECKUE, MO3XKEUKOBBIE 1
nMpamMuaHbIe CUMNTOMbI, aHAMHECTUYECKM — MUOKJIOHUS) MO-
3Bonanv npegnonarate ayarHo3 bKA. B 10 xe Bpemsi obpatia-
110 Ha ce0st BHMMaHne GaykTympytoLLee TedeHne 3aboneBaHns
C 3NM30[aMu CMOHTAHHOW cTabunmsaumm, a Takke 0CTPOe UH-
cynbTONoA06HOE Havano, YTo HexapakTepHo ana BKA. Kpome
TOro, npu npoeeneHn Al He GbINO BbISBNEHO XapaKTepHbIX
ona BKA gyx- nnm tpexdasHbix komnnekcos (PSWS - periodic
sharp wave complex). NMapaHeonnactuyeckunii reHe3 3abone-
BaHWs Obl MCKNIOYEH HA OCHOBAHMU HOPMAJIbHOTO YPOBHS OH-
KOMapKepoB, OTCYTCTBUS @aHTUHENPOHaNbHbIX AT B CbIBOPOTKE
KPOBW 1 [@HHbIX B MONb3Y ONYXONEBOr0 NPoLLEecca nNpy npoBse-
OEHUM BM3Yann3auMOHHBIX MCCNefoBaHuidi. Hannume ovaro-
BOV HEBPOJOrMYECKOM CUMATOMATVKMN MO3BOAMIO UCKIOHYNTD
ncmxmyeckoe 3aboneBaHne, B HaCTHOCTU LUM30PPEHNIO, @ OT-
CYTCTBME W3MEHEHWI B OBOLLEKITMHUYECKMX aHanM3ax KPoBW 1
MOYM — MeTabonIMyeckyto Nnpupoay 3aboneBaHus.

[MaToreHes 9X B HacTosLLEe BPEMS OCTAETCS Manousy-
YeHHbIM. [peanonaraeTcs, 4TO B OCHOBE 3a60N1eBaHNS MOTYT
nexatb LepebpanbHblii BACKY/INT, BbI3bIBAIOLLMIA NEPUBACKY-
JIAPHYI0 MIMMPOLUTAPHYI0 MHPUALTPALMIO Y BA30TEHHBIN OTEK,
nnbo BbipaboTka ayTOaHTUTEN K CNeuuduyeckmM aHTUreHam
HepBHoOI cucTeMsl [1, 3]. YCTaHOBNEHO HECKOMbKO @HTUMEHOB,
KOTOpPbIE MOTEHUMANbHO MOMYT ObiTb MULLEHbIO AN1F ayTOMM-
MYHHOI aTaku npu AX. B 4aCTHOCTH, K HUM MOXET OTHOCUTLCS
aMVHOTEepPMUHaNbHas 0.-3H0J1a3a, IKCMPECCUPYIOLLAsCs B TKa-
HU LUMTOBMOHOM Xenesbl 1 rofIOBHOM MO3re, AMMEeTUnaprHa-
3a-1 v anbpernopenykrasa-1, a Takke HeM3BeCTHbI B HACTO-
Auee Bpemsi 6e/10k ¢ MonekynsipHoit maccoit 36 ka, AT K Ko-
TOPOMY BbISIBJIEHBI Y 2 60/bHbIX OX [10-13]. BaxHO OTMETUTB,
4TO aHTUTMPEOUaHbIE AT, aBnstoLmecs nabopaTopHbIM MapKe-
pom 3aboneBaHusl, BEPOSITHO, HE 00N1aaaloT NaToreHeTnyec-
KON 3HAYMMOCTbIO, @ /Wb YKa3biBAIOT HA OAHOBPEMEHHOE
Hannyme ayToMMMyHHOro 3abonesanust [7, 14, 15]. B npea-
CTaB/EHHOM Cly4yae Apamatnyeckoe KAMHUYECKOe yhyulle-
HVE COMPOBOXAANOCh WLIb HE3HAYUTENbHLIM CHUXEHUEM
TMTpa aHTUTMpeonaHbix AT. [pyrue aBTopbl Takke 0TMEevaloT
OTCYTCTBUE KOPPENALMN MEXIY YPOBHEM aHTUTUPEOUHbIX AT
N TAXECTbIO KIIMHUYECKMX NPOSIBNEHUI 3a601eBaHMs, a Takke
3bPEKTUBHOCTLIO NeveHuns [1, 2, 15].
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Ons neyenus 9X Hanbonee 4acTo MCMONb3YITCS [IOKO-
KOPTMKOCTEpOUabl B BMAE MyNbC-TEPANMU METUANPESHN30-
noHoM no 1000 Mr exefHeBHO B TedeHne 3-7 AHel ¢ nocne-
JOYIOLLMM NEPEXOSOM Ha Nprem NpeaHU30sioHa per 0Ss B 4o3e
1-2 Mr/Kr/cyT, pexe cpa3y Ha3Ha4yaeTCs MPEeaHWU30SI0H per
0s. Tepanus gomkHa ObiTb ANUTENbHON (He MeHee 2-4 mec),
C MOCNEAYIOLLMM NOCTEMEHHLIM CHUXEHWEM [103bl MPEAHN30-
noHa [1-3, 15]. 9dPeKTMBHOCTb NATOreHETUYECKOW (UMMY-
HOTPOMHOW) Tepanuu pacCcMaTprBaETCs B Ka4eCTBE BAXHOIO
ANarHOCTUYECKOrO KPUTEPUS, MO3BOMSIOLLErO OKOHYATESbHO
noATBEPAMTL AMarHos. B npencraBneHHOM cnyyae 13-3a Ha-
NINYUS BbIPQXKEHHBIX MCUXOTUYECKUX HApYLUEHWA Bbino npu-
HATO peLleHVe O Hayane Tepanuu ¢ NepopanbHOro mpuema
NPEefHN30/10Ha; BbIPAXEHHOE KJIMHUYECKOe YnydlleHue OT-
MEYEHO yXe Ha 5-e CyTku OT Hayana nmpuvema npenapaTta.
Mpy HeabdeKTNBHOCT CTEPOMLOB BO3MOXHO MPUMEHEHUE
LUMTOCTATMKOB (a3aTmonpuH, uuknodocdamma, MeToTpek-

cat u ap.), putykcumaba, nnasmadepesa unm BHyTPUBEHHOTO
uMmMmyHornobynuHa [1, 8]. Beneacteue peakocTu 3a6oneBanns
NCCNEef0BaHNU N0 U3YHEHNIO CPABHUTENBHON 9P dEKTUBHOCTU
pasnnyHbIX CXem Tepanum npn X He NPOBOANIOCH.

Takum o6pa3om, SX ABNSETCSH BaXHOW 1 pefiko AuarHoc-
TUPYEMOW MPUYUHON NOLOCTPO MAM OCTPO Pa3BUBAIOLLENCS

HUHTEHCHUBHASA TEPAIUWA

aHUedanonatnum, AnarHoCT1Ka KOTOPO OCHOBAHA Ha aHann3e
0COOEHHOCTEW TeYeHUs 1N NPOsiBNEeHn A 3ab0NeBaHNs, BbisSB-
JIEHUN MOBBILUEHHBLIX TUTPOB aHTUTMPeonaHbIX AT, ncknoye-
HUM OpYrux NpudvH 1 3G@EKTUBHOCTY UMMYHOCYNPECCUBHOM
Tepanun. CBOEBPEMEHHAs AMArHOCTMKa 3TOro 3aboneBaHns
MOXET He TOJIbKO CMacTu 60MBLHOr0, HO U NMO3BOANTL EMY BEP-
HYTbCS K MOSHOLEHHOW N aKTUBHOW XN3HW.
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HHTEHCHBHaj TeEpanHj B nynbMmoHonoruu / lNon, pea.
Abaeepa C.H. (Cepusn monorpadpun PoccHrunckKoro
PECNHPATOPHOro odwWecTBa; ri. pea. cepun dyuanun A.I'.)

B [NIYABMOHOAOTHMH

[ByxTOoMHas MoHorpadus dyHLameHTanbHoi cepum Poccuilckoro pecnupaTtopHoro obuecTtsa
0606LaeT HAKOMIEHHbI MUPOBOI U OTEYECTBEHHbI OMbIT N0 BCEMY KPyry npobaeM, CBA3aHHbIX
C UHTEHCMBHOW Tepanuen B nyibMoHoNOrnn. B nepsom Tome npepacraBneHsl pasfensl, paccmaTpu-
BallMe AbixaTenbHyo HefocTatodHocTh ([H), ypreHTHyo KucnopopoTepanuio, NnpUMeHeHne UH-
Ba3MBHOW U HEMHBA3MBHOMN BeHTUAALMUK Nerkux npu [1H, MHranauMoHHYI0 Tepanuio, MUHTEHCUBHYIO
Tepanuio Npu 060CTPeHNU XPOHUYECKON 0BCTPYKTUBHOI G0E3HU NTErKUX, aCTMAaTMYECKOM CTaTyCe,
OCTPOM pecnupaTopHOM UCTPECC-CUHAPOME, TAXKENO0N BHEOONbHUYHOK U HO30KOMUANbHOW NHEB-
MOHUU. Bo BTOpPOM TOMe paccMOTpeHbl NMpobaemMbl MHTEHCUBHOM Tepanuu npu acnupaLMoHHOM
MHEBMOHUM U aCMMUPALMOHHBIX CUHAPOMAX, TAXeNblX popMax rpuMnna, TpaBMax rpygHoON KneTku,

cencuce, octpoit [1H npu HenHEKLMOHHBIX AUdDY3HBIX MTAPEHXUMATO3HbIX 3a601€BaHUAX NETKUX, 0COOEHHOCTUN UHTEH-
CUBHOI Tepanuu npu TpoM603MOONNN NIETOYHBIX apTEPUIl, KPOBOXapKaHbe U IEFOYHOM KPOBOTEYEHUMU, MIeBPabHbIX Bbl-
notax, nHeBMoTopakce, [1H npu HepBHO-MbIlLEeYHbIX 3ab0neBaHuaX n MHoroe gpyroe. T. 1,304 c., un. T. 2. 312 c., un.
Ana nynbMoH010208, mepanesmos, XUupyp208, peaHuMamoJsi0208, KAUHUYUCMOB8 U 8payell obwel npaKkmuKu.

3TU U apyrve KHUrn nsgarenbcrtea “Atmocdepa” Bbl MOXeTe KynuTb Ha caiite http://atm-press.ru

wnu no tenedoHy: (495) 730-63-51

lNMpooomn)kaeTcyi NnoANHCKd Ha HAaYy4HO=-NPAKTHYECKHH )KypHar
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ﬂe‘lcﬁﬂoe lleml — nepHomndeckoe 4EsHOE H3nAHME PHHMY mw. H.H. Muporosa

KypHan BxoguT B [lepeyeHb BeayLLMX PELEEH3VPYEMbIX HayYHbIX XYPHAI0B 1 U3AAHWIA,
B KOTOPbIX AO/KHbI ObITh OMY6IMKOBaHLI OCHOBHBIE HAY4YHbIE PE3YNLTaThl ANCCEPTaLIA
Ha COMCKaHWEe Y4eHbIX CTEMEHEN LOKTOpa M KaHauaaTa Hayk.

XKypHan BbIxoauT 4 pasa B rog. CTOMMOCTb NOANMUCKM Ha moaroaa
no katanory areHtcTea “Pocneyats” — 240 py6., Ha oauH Homep — 120 py6.
MognucHom nHaekc 20832,
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