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NPEAUCNOBUE

Lenb co3maHus KIMHUYECKUX PeKOMEHIALM — obecriedeHrne TMPUHITUS BpauoM
KIMHUYECKN KOPPEKTHBIX JISTUTUMHBIX PEIIeHU, CITOCOOCTBYIOIIMX TTOBBIIIEHUIO Ka-
YecTBa OKa3aHWs MEIUIIMHCKOM TTOMOIIIM MPH 3a00IeBaHUSIX/COCTOSTHUSIX C YIETOM HO-
BEUIIIMX KITMHUYECKUX JAHHBIX M IPUHIIMIIOB TOKA3aTeIbHON MEIUIITMHBI.

Ilepen BamMu COOpPHUK KIMHUYECKUX PEKOMEHIAINI, KOTOPBIA COOEPKUT UH(POP-
MaInio 0 Hanbojee pacrpoCTpaHEHHBIX B HEBPOJOTUM U HEMPOXUPYPTHH CUHAPOMAX.
TekcT BKITIOYEHHBIX B COOPHUK pEeKOMEHAAINA aKTyaJeH Ha MOMEHT CIaYu M3MaHUs
B T1€YaTh.

C yueToM 00IBLIOr0 00beMa BKIIIOUEHHBIX B COOPHUK CBEACHUI OBLIO IIPUHSITO pe-
IIEHWE O TIPEICTaBICHUM YacTH KIIMHUISCKUX PEKOMEHIAIIMM WA UX Pa3aesioB B JIeK-
TpoHHOM Buze. JlocTyn K 3Toi nH(pOopMaLuyu BO3MOXKeH nocpeactBoM QR-komoB.

[lnamkamMu ¢ cepbiM (DOHOM BBIIEJCHBI TE3UCHI PEKOMEHAAIMI C METKAMM IIKaJ
JI0Ka3aTeIbHOCTU M YPOBHeH yOemutTeabHOCTH pekoMmeHmauuii (YYP) niasa MmeTomon
npoUIaKTUKN, IUATHOCTUKHU, JICUCHUSI U peadmiuTaluy (IpoduiakTUuIecKux, aua-
THOCTUYECKMX, JIEUeOHBIX, peaOMIMTALIMOHHBIX BMEIIATEILCTB), a TAKXKE IIKAJI OLIEHKH
YPOBHEI JOCTOBEpHOCTU A0Ka3aTeabCcTB (Y1) nj1s1 METOmOB IMarHOCTUKHY (IUarHOCTH -
YeCKUX BMEIIATEIbCTB).

VVP PacumucpoBka

A CunbHaa pekomeHaaums [Bce paccmatpuBaemblie Kputeput 3DMEKTUBHOCTY
(ncxombl) ABNAOTCA BaXKHbIMU, BCEe NCCMEN0BAHNA UMEIOT BbICOKOE UM Y0B-
neTBOPUTENbHOE METOAO0NOrMYEeCKOe KauecTBo, UX BbiBOJbl MO NHTEPECYIOLLUM
NCXOAaM ABIATCA COMMAcoBaHHbIMM]

B YcnoBHas pekomeHAaums [He Bce paccmaTpuBaemble Kputepumn spekTUBHO-
ctu (MCXOoAbl) ABNAOTCA BAXHBIMM, HE BCe UCCIEA0BAHNA UMEIOT BbICOKOE NN
YAOBNETBOPUTENIbHOE METO0/IOTMYECKOe KauecTBO, U/UKN UX BbIBOAbI MO WH-
TepecyiLM NCXOAaM He ABNSAIOTCA COMMacoBaHHbIMU]

C Cna6as pekomeHaauus [oTcyTcTBME AOKA3aTENbCTB HAANeXaLLEro KauecTea —
BCE paccMaTpuBaemble KpUtepum 3heKTUBHOCTU (MCXOAbI) ABNAIOTCA He-
BA)XXHbIMU, BCE UCCNEL0BAHNSA UMEIOT HIU3KOe METOA0MOMMYEeCcKoe KauecTBo,

1 UX BbIBOAbI MO NHTEPECYIOLMM NCXOAAM He ABMAIOTCA COrMacoBaHHbIMM]

C 2019 r. xuHUYeCcKUE peKOMeHIAlMK Tocie ono0peHus: HaydHo-npakTuyecKum
coBeToM MuH3apaBa Poccuu rnpu ux cCOOTBETCTBUU YCTAHOBJIEHHBIM TPeOOBaHUSIM CO-
m1acHo npukazy Munsapaba Poccum Ne 1031 ot 28.02.2019 «O0 yTBepXIeHUHU ITOpsiaKa
U CPOKOB pa3pabOTKM KIMHUYECKUX PEKOMEHIAIINM, X TepecMOoTpa, TUTIOBOI (dop-
MBI KIIMHUYECKUX PeKOMEHIAUi U TpeOOBaHUI K X CTPYKTYpe, COCTaBY M HAyIHOI
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/1111 PacumdpoBka

1 CucTemaTyeckme 0630pbl MCCNEAOBAHMIA C KOHTPONEM pedhepeHCHbIM MeTo-
[IOM UMM CUCTEMATUUECKUN 0630p PaHLOMU3NPOBAHHbIX KIUHUUYECKUX Uccre-
nosaHui (KW) c npumeHeHnem metaaHanusa

2 OTaenbHble NCCNe0BaHNA C KOHTPO/ieM pedepeHCHbIM METOAOM UMN OTAENb-
Hble PaHAOMU3UPOBaHHble KW 1 cucTemaTnueckme 0630pbl UCCef0BaHU
no60oro An3anHa, 3a UCKNIOYEHNEM PAaHAOMU3UPOBaHHbIX KW, C npumeHeHnem
mMeTaaHanusa

3 WccnepnoBaHus 6e3 nocnenoBaTesibHOro KOHTPONs pedepeHCHbIM METOLO0M
WM NccnefoBaHnsa ¢ pethepeHCHbIM METOAOM, He ABNAIOWMMCA He3aBUCU-
MbIM OT UCC/IeayeMOoro MeToaa, Uiu HepaHAOMU3MPOBaHHbIE CPABHUTENbHbIE
NCCNeaoBaHus, B TOM YMCIEe KOTOPTHbIE UCCNeAoBaHus

4 HecpaBHuTenbHble nccnegoBaHns, onnMcaHue KNMHNYeCKoro cnyyvas

5 NmeeTcs nuiub 060CHOBaHUE MeXaHU3Ma JeCTBUS NN MHEHME IKCNEepToB

000CHOBAaHHOCTHY BKJIIOYAEMOM B KIIMHWYECKME PEKOMEHIALIMN HH(pOopMaum»' pasme-
1Ia0TCs B pyopukaTope MuUHUCTEpCTBa 3npaBooxpaHeHust Poccuiickoii Menepaiimu.

Knnaunyeckune pekomeHmaluy JOJDKHBI IlepecMaTpuBaThCcs He pexe 1 paza B 3 roma
u He yaiie 1 pasa B 6 mecsues (1. 10 mopsiaka 1 cpoKoOB pa3pabOTKU KIIMHUYECKUX Pe-
KOMEHIAIWi, uX TepecMmoTrpa, npukas MwmH3npaBa Poccum Ne 103u ot 28.02.2019
«O0 yTBEPXKISHNU TTOPSIIKA ¥ CPOKOB Pa3pabOTKN KIMHUIECKUX PEKOMEHIAINA, X TIe-
peCcMOTpa, TUTTOBOM (POPMBI KIMHUYECKUX PEKOMEHIAIINI 1 TPEOOBaHUI K MX CTPYKTY-
pe, cocTaBy M HaydYHOI 000CHOBAHHOCTH BKITIOYaeMOM B KIIMHUYECKNE PEKOMEHIAITNN
nHMOpPMALIAN» ).

MemnunHCKUM pabOTHUKAM ClieAayeT TPUACPKUBAThCS peKOMEHIAIIMI B TIpoliecce
MPUHATUS KIMHUYECKUX PEIICHUI IJisd oOecIieueHus manueHTa Hanooee 3¢ GeKTUuB-
HOM 1 6€30TacHOM MEIUIIMHCKOM MOMOIIIBI0. B TO XXe BpeMsT KIIMHU4YeCK1e peKOMeHIa-
LMY HE MOTYT 3aMEHUTD TTPOheCCUOHATbEHOE U KITMHUIECKOE MBIIIIJICHNEe METUITMHCKUX
pPabOTHUKOB: Bpay JIOJKEH OLIEHMWBATh MOTEHIIMAJIbHBIE TTOJIb3Y M PUCK IS TallMeHTa
TIPUMEHEHNST MEIUITMHCKIX BMEIIATEIBCTB, YKa3aHHBIX B KIIMHUYECKUX PEKOMEHIAII -
SIX, C YYETOM UHIUBUIYAJTbHBIX OCOOEHHOCTEN TMalMeHTa.

MenuunmHcKre pabOTHUKKM HECYT OTBETCTBEHHOCTh B OTHOIIEHNH UCITOJTHEHUS BCEX
HaJUTeXXalIX TpeOOBaHWI 1 TIpaBUJI B paMKax BBIITOJTHEHUS MPOdecCuOHATbHOM mes-
TEJTLHOCTH.

! PyOpuKaTop KIMHMYECKUX peKOMeHAauuii — pecypc Munsapasa Poccuu, B KOTOpoM pas-
MEUIAI0TCsl KJIMHUYECKUEe PEeKOMEHAAlMU, Pa3pabOoTaHHble W YTBEPXKIEHHbIE MEAMIMHCKUMU
npodeccuoHaTbHBIMU HEKOMMEpUECKUMHU opranusauusiMu Poccuiickoit Penepannu, a Takxke
MeTonnJYecKre pyKOBOJICTBA, HOMEHKIIATYphI, CIIPABOYHUKM W IPYTUe CIIPaBOYHBIE MaTepHUaIbl,
CBSI3aHHbBIC C KIIMHUYECKUMU PEKOMEHIALIUSIMM.

PyOpukarop KIMHWYECKUX PeKOMEHAAIMiA CO3laH B LIEISAX OOECIeUeHUsT TOCTyra Meau-
IIMHCKUX paOOTHUKOB K KIIMHUYECKUM PEKOMEHIAIUsIM, pa3paboTaHHBIM B COOTBETCTBUU C 3a-
KoHonateabcTBOM Poccuiickoit Penepaiiny v mpuHLIMIIAMU 1oKa3aTeabHoi MenuunHbl (https://
cr.minzdrav.gov.ru).
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1. KPATKASl UHOOPMALIVS N0 3ABO/IEBAHUIO NN COCTOAHUIO
(rPYNNE 3ABOJIEBAHNI MK COCTOAHMN)

1.1. ONPEAENEHUWNE 3ABOJIEBAHUA N/TN COCTOAHNA
(rPynnbl 3ABOIEBAHNI NN COCTOSIHNN)

ITapKuHCOHM3M — CHHIPOM TIPOSIBIISTIONIEIICST cCOUeTaHWEeM TUTIOKMHE3WN ¢ MBIIIIeY-
HOM pUTUIHOCTHIO, TPEMOPOM ITOKOS ¥ TIOCTYPATBbHON HEYCTOMIMBOCTHIO, OOBIYHO CBSI-
3aHHBIN ¢ TTOpaskeHreM 6a3aIbHBIX TAHTIINEB W MX CBI3C.

OcHoBHasI TIpMYMHA TTApKUHCOHN3Ma — 6oJie3Hb [TapkuHcoHa.

Boaesun ITapkuncona (BII) — mynabTHcUCTEMHOE HelipoaereHepaTuBHOE 3a00seBa-
HUE, TP KOTOPOM Pa3BUBAIOTCS MOTOPHBIE M HEMOTOPHBIE HApYIIEHUS, TIPUBOISIIINE
K COIMaTbHOI, OBITOBOI M TTpOoheCCUOHABHOM Ae3aTanTallii, CHUKEHIUTO TIOBCETHEB-
HOI aKTUBHOCTH 1 KaueCTBa XXM3HMU.

BropnyHblii MAPKUHCOHU3M SIBJISIETCS OCJIOXKHEHHEM JIPYTOro 3a0oJieBaHUs M3BECT-
HOW 3THOJIOTUHU (COCYAMCTOTO ITOBPEXIESHNST MO3Ta, TPaBMBI, OITYXOJIY, TUApOIedanu,
JIeKapCTBEHHOM Tepalmui ¥ TOKCMIECKUX (haKTOPOB).

ITapkuHCOHM3M NpPH APYTHX MYJIbTHCHCTEMHBIX HeEipoJereHepaTHBHBIX 3200JeBaHUAX
pa3BuBaeTcs Mpu MyIbTH(hOoKaTbHOM TopakeHnu LIHC ¢ BoBiedeHMEM KaK 3KCTpaITi-
paMHUIHOM, TaK U APYTUX CUCTEM MO3Ta.

1.2. 3TUONOrnNg N NATOrEHE3 3ABO/IEBAHNA NN COCTOSAHMSA
(rPynnbl 3ABOJIEBAHNI U COCTOSAHUN)

1.2.1. 3Tnonorusa n natoreHes 6one3Hn MapKMHCOHa

DBomouust B3rsanoB o npuunHax BIl orpaxkana ypoBeHb pa3BUTHUSI HEBPOJOIUU
W MEIVKO-OMOJIOrMYECKMX HayK B LIEJIOM M MPOIIUIa CIOXHBINA MyTh OT MPeACTaBICHUIA
00 MCKJTIOYUTEbHO 3K30T€HHON mpuponae 00Je3HU 10 MpU3HaHUS (M BpeMeHaMu ab-
COJIIOTU3ALIMU) POJU TeHEeTUYECKUX (DaKTOpPOB B ee aTuosioruu. Ha ceronHsiHuii 1eHb
TBEPIO YCTAHOBJIEHA 3HAYMMOCTh KaK 3K30T€HHBIX, TaK WM SHAOT€HHBIX MEXaHW3MOB
B pa3Butum BII, mpuyeM B pa3HbIX BO3PACTHBIX IPyINax COOTHOLIEHUE 3TUX (PaKTOPOB
paznuyHo [1].

CornracHO COBpEeMEHHBIM MpeACTaBIeHUsIM, OKojio 5—7% caydaeB BI1 mpencras-
JIEHbI HACJeACTBEHHBIMU (MOHOTEHHBIMU) (hOpMaMU, TOrJa KakK OOJIBIIMHCTBO Cllydya-
€B SIBJISIIOTCSI CIIOPAaAWYECKMU U UMEIOT MYJIbTU(aKTOpUaibHYO npupony. B ocHoBe
cropaguyeckux ciaydaeB BIT MoxeT jexaTh B3auMoAeiCTBUE TeHETUUYECKUX (DAKTOPOB
M 9K30T€HHBIX BO3JICUCTBUI, B COBOKYITHOCTU OIPEIEIISIIONINX XapaKTep MPOIECCOB
KJIETOYHOU MEeTOKCUKAIMU U perapalunn, Kpyroooopota KCEHOOMOTUKOB, SHEpreTuye-
CKOT'O U HeMPOTPaHCMUTTEPHOTO MeTab0JIM3Ma Y KOHKPETHOTO MHAUBUAYYMA [2].

[TatoMopdosornyeckn mpu 0ose3Hu IlapkrHCOHA XapakKTepHO CHUXKEHUE YHC-
JIEHHOCTU NO0(haMUHEPrUYeCKMX HEMPOHOB B KOMITAKTHOM YacTHW YEpHOU CyOCTaHIIUM,
MPUBOJIAIIEEe K YMEHBIICHUIO cofepXaHus JodaMUHa B TTOJIOCATOM TeJie, YTO, B CBOIO
ouepe/ib, BbI3bIBACT NUC(PYHKIIMIO HETPOHOB APYrUX Oa3albHbIX TAHIJIMEB, TTPEXK/IE BCETO
pacTopMaKMBaHWE W U30BITOYHYIO aKTUBHOCTh HEIPOHOB BHYTPEHHETO CEIMeHTa OJie -
HOTO Il1apa U PETUKYJISIPHOI YaCTU YepHOI CyOCTaHIIMU. DTO MPUBOAUT K TOPMOKEHUIO
TaJaMOKOPTUKAIbHBIX HEHPOHOB U Je(PUIIMTY aKTUBALMM HEHPOHOB NOMOJHUTEIBbHOMN
MOTOPHOM KOpPBI, C KOTOPHIM CBSI3bIBAIOT Pa3BUTHE OCHOBHBIX mposiBaeHuid BIT [1].
KnnHunko-naromMopdosiornyeckrie cornocTaBiIeHUs MOKa3bIBAIOT, YTO MEPBbIE CUMIITO-
Mbl 0OJIE3HU MOSIBJISIIOTCS, KOTAA YMCIEHHOCTh HEMPOHOB KOMMAKTHOM YacTW YEpHOU



8 BonesHb MapKMHCOHA, BTOPUYHbIA MAPKUHCOHM3M 1 Apyrie 3a60MeBaHus...

cyOcTaHIIMM CHIKaeTcst 6ostee yeM Ha 50%, a conepkaHue 1oaMuHa B CTpUaTyMe IajaaeTt
6osee yeM Ha 80% [4].

[ToMuMo moamMuHepruuyecKux HeMpoHOB YepHoit cyocTtaHuu ripu bIT nereHepanumn
MOJBEPIaloTCs U APYrue IPymIibl HEUPOHOB, B TOM YKMCJIE€ HEMPOHBI TOPCATBLHOTO Siapa
OIy>XAalolero HepBa, HEMPOHBI OOOHSITEIbHOM JTYKOBUIIbI, HOpaApeHEPIrHUeCKUe HEM-
POHBI TOJTYOOTO MsATHA, CEPOTOHMHEPIMYECKUE HEHPOHBI SIep 1IBa, XOJUHEPTruIecKue
HEWpOHHI sipa MeitHepTa, a Takke HEHPOHBI KOPbI OOJIBIIMX MOJIyIIapuil U HEKOTOPhIE
BereTaTMBHBIE CIIeTeHusl. B cuy aToro, momumo nedunura ropaMmuHa, BOSHUKAET AUC-
(yHKUMST CEPOTOHMHEPTUUECKUX, HOPAAPEHEPTUYSCKUX U XOJMHEPTUUECKUX CUCTEM.
C nopaxxeHHeM 3KCTPaHUTPAJIbHBIX CTPYKTYP CBsI3aHbI TaKUE MPOSIBIICHSI 00JIE3HU KaK
aHOCMMUSI, BEreTaTMBHAsI HEJOCTaTOYHOCTh, nenpeccus, aeMeHus [1]. Takum obpazom,
BII ¢ onpeneneHHON TOYKU 3peHUST MOKHO paccMaTpUBaTh KaK MYJbTUCUCTEMHYIO J€-
reHepaluio.

1.2.2. 3Tonorus v natoreHes BTOPUYHOro NAPKUHCOHU3MA

HauGonee dacThiM BapMaHTOM BTOPUYHOTO TIAPKMHCOHM3MA SIBJISIETCST /eKap-
cmeennblil napkunconuzm. IlaToreHeTmdecKuit >(h(eKT aHTUTICUXOTUIECKUX CPEICTB
CBSI3BIBAIOT C HapylIeHWeM modaMUHEepTruIecKoi mepemayn Ha (GoHe OJIOKambl TOCT-
CHHATITUIECKUX PEIeNTOPOB, a TakXkKe TOKCMYecKMM 3ddekToM TmpemapaToB. Puck
pPa3BUTHS HEWPOJIEITHYECKOTO TTAPKUHCOHM3MA YBEIUIMBACTCSI C TOBBIIIEHUEM O3B
AHTHUIICUXOTUIECKOTO cpencTBa (6ojiee 3 MecsIia), a TakKe CIIeIUMUIHOCTHIO €TO CBSI3bI-
BaHUA ¢ 12-10DaMITHOBBIMU PEIIETITOPAMU B COUETAHHNU CO CJIA00I XOIMHOIMTHIECKOM
AKTUBHOCTBHIO M HU3KOM ap(PUHHOCTHIO K CEPOTOHMHOBBIM pelieTITOpaM, YTO XapaKTepHO
JUTST TATTMYHBIX aHTUTICUXOTUYECKUX CPENICTB — TaJIoNepuao **, Tpudra3uH, nmepdeHa-
3uH**. [IpreM npemnapatoB U3 TPYMITHl IMA3ETMHbI, OKCa3eTTMHBI, THA3ETTMHBI 1 OKCETTH -
HBI (KJIO3alMH, KBETHANMH **, ojaH3anuH **), W pyrue aHTUNICUXOTUYECKUE CPEACTBA
APUITMIIPA30JI) COMPSKEH ¢ MEHBIIUM PUCKOM Pa3BUTHUS CUMIITOMOB MTapKMHCOHM3MA.
Yaie Habsonaercs y JIMILL KEHCKOTO 1oJia, TTOXUIOro Bo3pacTa, UMeIoINX (DOHOBYIO
OpPraHMYeCKyI0 IMaToJOTUIO WM YEPEITHO-MO3TOBYIO TpaBMy B aHaMHe3e, a TaKXKe Ha-
CJIEICTBEHHYIO MPENpacrnoyioKeHHOCTh O 3KCTpanupaMMUIHON marojoruu. Pazsutue
MMapKMHCOHM3Ma BCTpevaeTcs Takke Ha (oHe mpuemMa MeTOKJIompaMmuma**, Terpade-
HazuHa**, (hyHapu3MHa, IMHHAPU3MHA, aHTUIEPECCAHTOB U3 TPYMIIbI CEJIEKTUBHBIX
MHIMOUTOPOB 00paTHOTrO 3axBaTa cepoToHuHa (CUO3), mpor3BOAHBIX XKUPHBIX KUCJIOT,
kapbamaszenuHa**, (oeHuTouHa **, IMKIOCTIOpUHA ** [5].

Cocyoducmutii napxunconuszm (CII) cBs3aH ¢ 1uddy3HbIM TTOpaXeHreM 0es1oro Bellle-
CTBa B MIYOMHHBIX OTIEjax MoJylliapuid, JMOO IBYXCTOPOHHUM MYJIbTUJIAKyHAPHBIM
rnopaxkeHueM Oa3alibHbIX FaHIIMEB (KaK OCJIOXHEHUEe LepedpaibHON MUKpOaHTHOTa-
TUM Yy TTALIMEHTOB C apTepuabHO rMNepTEeH3UEe, aMUIOUIHOW aHTHOoNaThel, BacKy-
JIMTaMU, CEHUJIbHBIM aTepocKyiepo3oM u ap.). MHorna passutuio CIT npeamiecTByer
OIMH WJIM HECKOJIbKO 3MU30[0B UHCYJIbTOB, MPU 3TOM 3KCTparupaMuaHasi CUMIITO-
MaTuKa MOXET pa3BUBATHCSI B OCTPOM MEPUOJIE UM OTCPOUEHO — CHYCTSI HECKOJBbKO
MecsILeB Moc/e MHCYJIbTa, MHOTIa Ha (hOHe perpecca MUpaMUIHbBIX MM MO3KEYKOBBIX
HapylIeHWi, 00JIaJaloIMNX CIIOCOOHOCTBIO «MaCKMPOBaTh» CHUMIITOMBI MHapKHUHCO-
HusMa. Hauano CIT MoxeT ObITb OCTPbIM, HO Yallle ObIBAET MOAOCTPHIM WJIM XPOHU-
YecKuM |[5, 6].

Toxcuyeckuii NapKuHCOHU3M MOXET OBbITb BbI3BaH OTPaBJICHUEM MapraHieM,
B YaCTHOCTU YMOTpeOJieHMEM MapraHelcoAepXKalliuX HapKOTUKOB Ha OCHOBe 3(e-
JIPUHOTIOMOOHBIX TIpernapaToB, IMaHUIAMU, TTeCTUINIAMU, PTOPOPTaHNIECKIMH CO-
equHeHusI MU [7].



BonesHb MapKUHCOHA, BTOPUYHbIA MAPKUHCOHU3M 1 ipyrue 3a60/eBaHus... 9

1.2.3. 3TMonorua n natoreHes NapKMHCOHN3IMa
npu MynbTUCUCTEMHBIX HeMpoaereHepaTUBHbIX 3a60/1eBaHUAX

K 9acTbiM MyJBTUCHCTEMHBIM HelpoaeTeHepaTUBHBIM 3a00JIeBaHUSIM («ITapKUHCO-
HU3M-TITIOC», ATUIUYHBIA TIAPKUHCOHM3M) OTHOCSIT MYJIBTUCUCTEMHYIO aTpoduio
(MCA), niporpeccupytoiiiuii HaabsaepHblii napanuy (ITHIT), nemeHuMio ¢ teapliamu
JleBu (ATJI), kopTukobdazanbHyto aereHepauuto (KB/I).

Myavmucucmemnas ampogus (MCA) npeacrapiisieT co00il HelipoereHepaTUBHOE 3a-
6oJieBaHNE ¢ HEYKIIOHHO MPOTPECCUPYIONINM TeUeHUEeM, KOTOpOe TIPUBOAUT K THOETN
MnalyeHTa B CpeHeM CIyCcTs 9 JIeT nocjie BOSHUKHOBEHUS TIEPBbIX KIMHUYECKUX TTPO-
SIBJICHWI. B mereHepaTWBHBIN TIpoOIlecC BOBJIEKAIOTCSA IIPEUMYIIECTBEHHO 0Oa3aibHBIC
TaHTJIMY, HIKHUAE OJIUBBI, MOCT, MO3KEYOK, OOKOBBIC pora CIIMHHOTO MO3Ta M SIAPO
Onya B KpecTLIOBOM OTJejie CIIMHHOTO MO3Ta, UTO KIMHWYECKHU MPOSIBSIETCS] pa3inyg-
HBIMH COYETAaHUSIMU MapKUHCOHU3MAa, MO3KEUKOBOI aTaKCUM, BeTETaTUBHOM HEIOCTA-
TOYHOCTH ¥ MUPAMUIHOTO CUHApoMa. HecMOTpss Ha MHOTOUYMCIICHHBIC MCCIICIOBAHMUS,
Ha CeTONHAIIHUI IeHbh TOHUMAaHWe TTPOIIECCOB, JIEXKAIINX B OCHOBe TmatoreHe3a MCA,
ocTaeTcsd HemoJHBIM. [loydeHBI mJaHHBIEC, YKa3bIBaloOIIMe Ha OCOOYIO pOJIb HAKOILIC-
HHE TOKCUYHBIX (hOPM O-CUHYKJIEWHA (CUHYKJIEMHOTIaTUM) B KJIETKax 3aIlycKaeT LeJblii
Kackaj rarojoruueckux peakuuii. Ocoodyro poab npu MCA, Mo-BUAMMOMY, UTParOT
MUTOXOHIpHUAIbHAS HEMOCTATOYHOCTh, HapyIIeHNE ITPOIIeCCOB ayToharu U yMeHBIIIe-
HUe TpoUUeCcKO MOAIEePKKM aKCOHOB BCleACTBUE YMeHblleHus akcrpeccun GDNF
(rmuanbHbIi HelipoTpoduueckuit dakrop). [lopaxkeHue OAUTOAESHAPOTIUU MPUBOIUT
K BTOPMYHOM JeTeHepallni HEMpOHOB U1, KaK CIIEACTBHUE, K 3aITyCKy TIpollecca Helpo-
BOCTIAJIEHUsI, BKJIIOYasi aKTUBAIlMI0 MUKPOIJIMKA M BBIOPOC LIMTOKMHOB. TOKCHYHBIMI
O-CUHYKJIEWH Jajiee MOXET pacIpoCTPaHSAThCS MPUOHOMOMOOHBIM IyTeM B Ipyrue
(byHKILIMOHATBHO CBSI3aHHBIE 00JIACTU TOJOBHOTO MO3ra, MPUBOAS K MYJbTUCUCTEM-
HOMY MopaxkeHuo. MyJbTHCUCTeMHas aTpodusT TPaTUIIMOHHO CYMTATIACh CIIOPaIM-
yecKoit (popmoit HelipoaereHepall, HO B INTepaType MPUBOASITCS JIUIITh CIMHUYHBIC
OITMCAHMST CEMEMHBIX CIIydaeB KaK C ayTOCOMHO-IOMMHAHTHBIM, TaK U C ayTOCOMHO-
peliecCMBHBIM HacjienoBaHueM [§].

IIpoepeccupyrowuii nadssdeproiii napasuy (ITHII) BXoauT B TpYIINy HelipolnereHepa-
TUBHbBIX 3200JieBaHUU, OOILEeil YepTOil KOTOPBIX SIBJISIETCS] HAKOTUJIEHUE B KJIETKaX ro-
JIOBHOTO MO3Ta IMaTOJIOTUIECKOTO (pochopmIMpoBaHHOTO Tay-TIPOTEMHA, 00pa3yIoIIeTro
HelipouOpUUIsIpHbIE KIyOOUKHU 1 HeliponuiabHble HUTU. B ocHoBe ITHII nexur cenex-
TUBHAasl TMOEJIb OTAEJbHBIX TPYII HEWPOHOB U TIMAIbHBIX KJIETOK B pa3jIMYHbIX 00Jia-
CTSIX MO3Ta, TIpeX/ie BCEro B CTBOJIE U 0a3aibHbIX raHmusaX. CeMeiiHble cliyyand KpaiiHe
MaJIOYMCJICHHHI [9].

Lemenuuro c meavyamu Jleu (JI'TJI) MOXXHO OTHECTU K TPYIITE CUHYKJIEMHOIATU I, Ky1a
Takke oTHocsATcst BIT u mynbTucucTeMHast arpodusi. MakpocKonuuecku y 00JbIIMHCTBA
oosnbHbIX ATJI, KaKk ¥ Mpu MHOXECTBE APYrMX HelpolaereHepaTUBHbBIX 3a00JeBaHUSIX,
BoIsIBIIsIETCS 1rhy3Hast aTpodust MO3ra ¢ pacllIMpeHUEM KOPKOBBIX 60p03/1 1 OOKOBBIX
JKeJTyJOUYKOB, XOTsI B CpellHEM OHa MeHee BbIpaxkeHa, yeM npu bA. O0 aToMm Xe cBUIe-
TEJbCTBYIOT U JaHHbIe HelipoBu3yan3aiuu, Xxotst u npu A TJI, u npu BA cienyet otme-
TUTh KpaliHI010 BaprabeJbHOCTb CTENeHU LiepedpalibHOM aTpodun. PazButue nemMmeHIIMM
npu JATJI accomupyetcst ¢ nereHepaTUBHBIM MPOLIECCOM B HEOKOPTEKCe U JIMMOUUe-
CKOI Kope, TIpexk/ie BCero B IMepeaHeil MOosICHOM, maparurnmnokamIajlbHONW U3BUINHAX,
JIOOHOM 1 TeMeHHOo# Kope. Kak moka3bIBalOT COBpeMEeHHbIE METO/Ibl (DYHKIIMOHATbHOMN
HeWpOoBU3yaIU3alliU, YK€ Ha paHHEM 3Tare BO3HUKAeT CHUKeHUEe (DyHKLMU (TUroMe-
Tabosu3M/Tunorepdy3usi) 3aTbUIOYHON KOPbI, UYTO MOXET CIYXXUTb OMHUM U3 nudde-
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peHILIMAJIbHO-AUAarHOCTUYECKUX Mpu3HakoB, oTinyamomux I TJI or BA. Takum o6pasom,
JUCHYHKIIMS 3aTBLIOYHOM KOPBI, KOTOPAasi MOXKET aCCOLIMUPOBATHLCS ¢ pAHHUM Pa3BUTH-
€M 3pUTEJIbHO-ITPOCTPAHCTBEHHbBIX HAPYIIEHUH, TTO-BUAMMOMY, CBSI3aHa C HApYLIEHUEM
HENPOXMMUYECKHUX MPOLIECCOB (HAIIpUMep, XOJIMHEepruyecKoi aeHepBanueii). Pazputue
NapKMHCOHM3Ma, HabmogaeMoe y 6oablnHCTBa 00abHbIX A TJI, cBsI3aHO ¢ BOBJIEYEHU -
€M B JIereHepaTUBHbIN MPpolLIecC YepHO#l CyOCTaHIIMU U MOJIO0CATOro Teja, pacCTPOMCTBO
CHa C TopaXXeHWEeM CTBOJIOBBIX CTPYKTYp. PazBuTue BereTaTuBHON AUC(HYHKLIMU OObSIC-
HSIETCSI KaK TMOpaKeHUEeM CTBOJIOBBIX SIIEP, TaK U BOBJAEYCHUEM MepudepuyIecKux Be-
reTaTUBHBIX CTPYKTYP, UTO YK€ Ha paHHEM dTare 3a00jieBaHUs BeAeT K BereTaTUBHOM
neHepBaluu cepana. bonsmmHcTBO cydyaeB I TJI HocUT criopaaryeckuil XxapakTep, TeM
He MeHee, CKJIaabIBaeTCsl BIeuyaTjieHue, 4YTo ceMeiHbie ciaydyau npu A TJI BcTpeyaroTcs
yaie, yeM 1pu BA nnu cocyaucroii gemenuu [10].

Kopmukobazanvhas odeecenepauuss (KbJl) — cnopannueckoe JereHepaTUBHOE 3a00-
neBanue LIHC, BoBiekaroliee MperMYILIECTBEHHO JTOOHO-TEMEHHYIO KOpPY U UYEPHYIO
CcyOCTaHLIMIO, peXe — CTpUaTyM, BEHTpoJaTepabHbIA TajlaMyc, siapa CPeaHEro Mo3ra,
3y0OyaThkle siIpa Mo3KeuKa, HUKHUE oJuBbI [11].

1.3. ANNAEMNO/NOrng 3AbO/IEBAHUS /TN COCTOSAHUSA
(rPyNnbl 3ABOJIEBAHUIA WA COCTOAHWNI)

1.3.1. Anugemnonorus 6onesHun NMNapKUHCOHA

CorylacHO MOIYJISIMOHHBIM KMCCAeA0BaHMUSIM pacnpocTpaHeHHOCTh BII cocrasiser
ot 120 mo 180 na 100 000 Hacenmenus, 3adboneBaemMoctbh — oT 12 mo 20 Ha 100 000 Ha-
cenenus [12]. o 50 net BIT BcTpevaeTcs: peako, HO ¢ BO3paCcTOM IMOKa3aTeaInd pacripo-
CTpPaHEHHOCTH M 3a00JIeBa€MOCTM HEYKJIOHHO pacTyT, IpuyeM y jull crapiie 70 jer
3aboneBaeMocTh gocturaet 55 Ha 100 000 B ron [13, 14], a y nui ctapiie 85 netr —
220—304 Ha 100 000 B rox [15, 16].

Pacnipocrpanennocts BIT cpean nuiy crapie 65 et gocturaer 1-2% [17, 18]. He-
0oJibllIOe TIOMYJISILIMOHHOE UcceaoBaHue, npoBeaeHHoe B COMHEYHOrOpcKOM paito-
He MOCKOBCKOI 001acTH, MMOKa3ajao, pacuyeTHasl pacrpocTpaHeHHOCTh BII cocraBuia
139,9 cityuaes Ha 100 000 HaceneHus, a 3aboneBaemocth — 16,3 ciyyas Ha 100 000 Ha-
cenenus Bron [19, 20, 21, 22].

BIl Heckombko yale BcTpeuyaercss y MyxXuuH. CoOOTHOIIEHHE 3a00JIeBaeMOCTU
Yy MYKYMH U XEeHIIUH Bapbupyet oT 1,1 mo 1,8, coctaBisisa B cpeanem 1,2—1,3. Tlocie
70 net pasnuuus B 3a00JIEBAGMOCTU MEXAY MYXUMHAMM U KEHIIMHAMM BO3PacTaioT
[23]. B GoJbIIMHCTBE BMUAEMUOJOTUYECKUX MCCIIeJOBAHMIM MTOKa3aHa OTHOCUTEJIbHAs
cTabuiabHOCTh 3a0oneBaeMocTu BIl u TeHmeHIMS K yBEIMUECHUIO PacIipOCTpaHEHHO-
ctu BII, cBsg3aHHas ¢ «1moctapeHUeM» HaCceJIeHUsT W YAyJIIeHeM BbIKMBAEMOCTHU TTa-
uuenToB ¢ BII. IIpeamnonaralor, 4To B pa3BUTHIX CTpaHAX yKa3aHHAsl TCHACHIIMS MOXKET
MIPUBECTH K TOMY, YTO YUCICHHOCTD MamreHToB ¢ BI1 yBenmunTcs B Ommkaifinme mecs-
TvieTus B 2—3 paza [24].

1.3.2. INUAEMUONOrus BTOPUUYHOIO NAPKUHCOHU3MA

Yalie BCero sekapcmeentblil NapKUHCOHU3M CBSI3aH C TIPUMEHEHUEM aHTUTICUXOTHUYEe-
CKUX CPENCTB U pa3BuBaeTcs y 15—60% nalmeHToB, IPUHUMAIOLIMX 3TH ITperaparsl [25].
3ab0J1eBaeMOCTb HEMPOIEIITUYSCKUM ITapKMHCOHU3MOM cocTtanisieT 2,1—4,3 1a 100 000
HaceneHus [26].

Cocyoucmotii napkurconusm (CIT) OTHOCUTCA K AOCTAaTOYHO PEIKUM BapuUaHTaM
MapKMHCOHM3Ma. Ha ero moio mpuxoantcs He 6ojiee 3—6% ciydaeB MapKWHCOHM3MA.





