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IlepexpecTHas cCHIJIKA HA POJACTBEHHbIE 3aABKH

Hacrosimiast 3asBka nMpuTA3acT Ha MPEUMYILECTBO NpeaBapuTenbHbIx 3aiBok CIITA Ne 62/779232, nonan-
Hoi#t 13 nexadps 2018 roaa, u Ne 62/801450, nonanHoii S dheBpansg 2019 roaa, koTopbie MOJTHOCTHIO BKIIIOYCHBI B
HACTOSIIUHA TOKYMEHT B KAYECTBE CCHUIOK.

Oo6nacTh TEXHMKH, K KOTOPOii OTHOCUTCS U300peTeHne

PackpeiTHE OTHOCHUTCS K coco0aM JedeHus TMCKMHE3UH NTPHU liepebpanbHOM napanuye y O0JbHBIX JIIOACH, B

TOM YMCIIE TAI[MEHTOB JIETCKOTr0 BO3PACTa, C UCTIOIB30BAHUEM JciiTeTpabeHa3MHa M €ro aKTHBHBIX METAOOIUTOB.
YpoBeHb TEXHHKH

HeliterpabeHa3un ((rr,s8)-1,3,4,6,7,1 1b-rekcaruapo-9,10-nu(meroxcu-d3)-3-(2-metunnponun)-2h-6en-
30[a]XMHOIH3UH-2-0H) MPEACTaBIAET CO00I BE3UKYIAPHBIM NEPEeHOCYHK MOHOAMHMHOB THna 2 (vmat2). buono-
THYECKH aKTHBHBIC METabOIUTHI, 00pa30BaHHEIC U3 AciieTeTpabeHa3uHa (anbda-uruaporerpabeHasut [a-htbz)
u 6eta-nuruaporerpadbeHasut [P-htbz]), sBnAroTcs MOIIHBIMU HHTHOUTOPAMHU CBS3BIBAHUS vmat2 co 3HaYeHHUS-
MU KOHCTaHThl UHIMOUpOBaHUA 3,8 U 22 HM COOTBETCTBEHHO. [leliTeTpabeHa3uH NposBIsAET YBEIUUCHHBIH Ne-
PHOJI TOTYXKU3HU CBOMX AKTHBHBIX META0OJIMTOB IO CPAaBHEHUIO ¢ TeTpabeHa3suHOM (Hampumep, nareHT CIIA
Ne 8524733).

Hetiterpabenasun onodpen ynpasneaueM CIIA no caHuTapHOMY HaaA30py 3a KaUueCTBOM MHIICBBIX MPO-
JIYKTOB M MEIUKAMEHTOB MO TOProBoil Mapkoi austedo® niis JedeHUs XOpeW, CBA3AHHOW ¢ OOJE3HBIO XaH-
tunrrona (hd), u s tewenus no3aneit muckunesuu (td) y B3pocnsix. GapMaleBTHUECKUE KOMIIO3UIIMH, BKIIIO-
yaronme neiirerpabenasun, packpbitel B mateHte CIIIA Ne 9233959. B omybauxoBanHOU 3asBke CIIA Ne
2016/0287574 packpeiBaeTcs neiTeTpaOCHA3UH /I JICUCHUSA MaTONOTHUYECKUX HEMPOU3BOIBHBIX ABUIATCIBHBIX
paccTpouCTB.

Herckuit nepedpanpusiii napanuu (DCP) - 310 Henmporpeccupyromee HapyluieHHe QyHKIUM MO3ra, KOTO-
poe 00BIYHO BO3HMKAET B Pa3BUBAIOIEMCS MO3re Ioja WM MiaaeHna (Bospact <2 net). CP sBusercs Haubo-
Jiee pacnpoCTpaHeHHO U nqoporocrosmei GopMoil XpOHUUECKOl IBUraTeIbHON MHBATMIHOCTH Y JIETEH, € pac-
NpOCTPaHEHHOCTHIO OT 2 10 4 Ha 1000 xuBopoxneHHbIX B CoenuneHHbIX Illtatax (CIA), u 310 cocTosHue
YaIe BCTPEYAETCs Y MATbYUKOB, YEM Y AeBOUEK. XOTs OOIMX HCCIEI0BaHUI 0KUIAEMO TPOAODKUTEIBHOCTH
®u3HU y mojaeii ¢ CP He npoBoaunock, 60nsmKHCTBO AeTel, crpanatomux CP, xusyTt 10 30 -70 ner, B 3aBUCH-
MOCTH OT TSXKECTU COCTOSHUA. B nienom, pebeHok ¢ aerkoii hopmoit DCP 00bI4HO XUBET T0JbIIE, YEM PEOCHOK
C orpaHMYeHUAMH NOABWKHOCTH U uHTEIekTa. B CIIIA oxomo 764000 neteii u B3pocnsix ¢ CP, B ToM uucne
oxono 500000 nereit B Bozpacte 10 18 ner. HemoHomeHHOCTS sBiIsAeTcs Haubonee yactoil mpuuuHoit CP, HO
JIpYyTHE MPUYUHBI BKIIOYAIOT HHCYNBT, TMIOKCHYECKOE UIIEMHUYECKOe MOBPEKACHUE, UH(EKIMIO WIH MOPOKH
pa3BUTHS FOJIOBHOTO MO3ra.

Ocnoxuenus CP MOryT BKJIIOYATh HapyIICHHUS JBIKEHMS I71a3, MPOOJIEMBI ¢ OOIIECHHEM, 3aTpyAHECHHUE
IJ0TaHus, TI0OX0H Habop Beca, CONHUATBHYIO M30AHIO, IUCIIA3MI0 U BEIBUX Ta300€APEHHOIO CycTaBa, CKOIHU-
03, ocTeoneHuro U nepeaomsl U 601b. C CP cBA3aHBI pa3nuyHbIe JBUraTresbHBIE PACCTPONCTBA, BKIIIOYAS CIia-
CTUYHOCTD, TUCKUHE3UIO (IUCTOHHUS, XOpEes, aTeTo3 U Aaxe 06amu3M) U arakcuio. MHorue nanuents! ¢ CP ume-
10T CMEIIAHHBIE TUIIBI IBUTATENBHBIX PACCTPONHCTB.

CuMTaercs, 4To TUCKMHE3US BOHUKAET B PE3yIbTATE MOBPEXKACHHUS 0a3aJbHBIX TAHIJIUEB TOJOBHOTO MO3-
ra HEMpOrpecCUBHOro xapakrepa. Jluckunesus npu nepedpansbHoM napamuue (DCP) mpencraBnser co6oit ru-
NEPKMHETHYECKOE BUIATENBFHOE PAcCTPOMCTBO, XapaKTEPHU3YIOUIEECs NaTOJOTHUECKMMHU HETPOU3BOIBHBIMH
JBWKCHUSAMHU TUCTOHHYECKOTO M XOpeH()OPMHOro THIOB nMpuMepHO Yy 6-15% nmanuentos ¢ CP. DCP sBusercs
peaxuM 3aboNeBaHUEM, M, OCHOBBIBAACH Ha INPUBEACHHBIX BhIIe IM(pax pacnpoctpaneHHoctd CP B CIIIA,
MOXKHO Npeanonoxurth, 4to DCP umeror npumepro ot 30000 1o 75000 nereit B Bo3pacte <18 ner u ot 16000
10 40000 B3pocabIX.

B Hacrosmiee Bpems He CYIIECTBYET 0100peHHBIX MeToa0B JeueHuss DCP, kotopas sBnseTcs cepbe3HbIM
3abo5eBaHNEM, TPEOVIOIMM HEYIOBIECTBOPEHHOH MeauuuHckoil nomomu. CoBpeMEHHBIE CHOCOOBI JICHYEHHUS
(TpMMEHEHHE HE 10 Ha3HAYEHHIO) AUCTOHMU U XOpPEH BKIIIOYAIOT TeTpabeHA3MHOBRIE, T0(paMUHEPIHYECKUE UITH
raMMa-aMHHOMACIISHBIE allU/IEPrUYecKUe BMEIIATEIbCTBA, HO OHU JIEMOHCTPUPYIOT BBICOKYIO BapHabeIbHOCTD
peakiuu. boTynuHn4eckuii HEHPOTOKCHH A TaKKe UCTONB3YETCS B KIMHUYECKOW NMPAKTUKE JUIA JICUEHHUS Cria-
CTHYHOCTH U JUCTOHUU U CUUTACTCH YMEPEHHO 3()(EKTUBHBIM Y OTACIBHBIX MAlMEHTOB, HO OH HE YIOBIETBO-
pseT MOTPEeOHOCTU B MOJHOM JieueHUU. HakcuOUMOo, Npou3BoIHOE kKaHHAOUCa HE 171 KypeHHUs, ObU10 0100peEHO
JUISL ICYEHHUS CIACTUYHOCTH, CBA3aHHOM C paccestHHBIM ckiiepo3oM, B Coennnennom Koponeserse B 2010 rony u
u3yqaercs s JeueHus cnactuyHoctd npu CP. B Hacrosiee BpeMs, CYIIECTBYET OYEHb MAJIO ar¢HTOB C HOBBI-
MU MEXaHM3MaMU JCHCTBUS B Pa3BUTHU JBUIaTeNbHBIX paccTpoiictB mpu CP. JlandaMnpuauH, HU3KOMONEKY-
JSIPHBIH 6JI0KaTOp KaJHEBBIX KAaHAJIOB, KOTOPHIH, KaK CUATAETCS, BOCCTAHABIMBACT NMPOBOAUMOCTD B LIEHTPATIb-
HBIX JEMHMEIMHU3MPOBAHHBIX aKCOHAX, OJ0OPEH s UCTIONB30BAaHUS NPH PACCETHHOM CKJIEpo3e, HO He Mpoje-
MOHCTPUPOBAI ()YHKIMOHAIBLHOTO YIyYIIeHUS ¥ nanueHToB ¢ CP.

TaxuMm 06pa3om, cymecTByeT NoTpeOHOCTh B 3 GEeKTUBHBIX MeToaax jJeueHus DCP.

CyurHocTs M300peTeHns

Hactosmiee packpbITHE OTHOCHTCS K CIOCO0aM JE€4EHHs MUCKMHE3UM TIPH LiepeOpaiJbHOM IMapanuye y

00JIFHOTO YEJIOBEKA, BKIIOYAIOIIMM BBEICHHUE MAIMEHTY TepaneBTUUECKH 3()h(HEKTUBHOTO KOIMYECTBA COCTUHE-
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WK ero (apMaleBTUYECKH MPUEMIIEMOH COJIH, IIe KaXI0€e MOJIoKeHHe, 0003HaYeHHoe Kak D, nmeer 060-
raiieHue JedTepueM He MeHblie npuMmepHo 10%.

Hacrosiuee u3o6pereHne Takxe OTHOCHTCS K croco0aM JIeYEHHsT TUCKHHE3WHM NPH LepeOpaabHOM Mapa-
Jauye y G0JBHOro 4eloBeKa, BKJIIOUYAIOIIMM BBEACHHE MALIUEHTY CYTOYHOIO KOJIMYECTBa AciTeTpabeHa3sMHa OT
HNPUMEPHO 6 MI/ICHb 1O NpUMEpHO 48 Mr/AeHb B OMHOM WM ABYX 103aX, PUYEM NAaTOJOrMYECKUE HEIPOU3-
BOJIbHBIE JBI)KEHHS MallUeHTa, CBA3aHHbIE C JUCKMHE3WEH NpH LepeOpaJbHOM Mapajiye, YMEHbLIAIOTCS IO
CPaBHEHHIO C MATOJOTHYECKUMHU HENPOU3BOJIbHBIMH JABMXKCHUSIMH MAlIMEHTA, CBA3AHHBIMH C JUCKHHE3HEH NpU
LepebpanbHOM Napannye Ha HCXOJIHOM YpOBHE.

IToapoGHoe onucaHue WILTIOCTPATUBHBIX BADMAHTOB OCYLLECTBJICHHS

IIpeameT HacToslIero H300peTEHUS] MOXKHO JIErye MOHATh, OOPAaTHBLIKCH K CIedyIOlIeMy Aajnee Moapoo-
HOMY OITMCAaHHIO, KOTOPOE COCTABIIET YaCTh HACTOSIIETO pacKphITHs. CleyeT NOHUMATh, YTO HACTOSIIEEe HU30-
OpeTeHHe He OrpPaHMYMBACTCS KOHKPETHBIMH CIOCOOAMH, YCIOBMAMH MM ITapaMeTPaMH, OMHCAaHHBIMU W/HIIH
MOKa3aHHBIMH B HACTOSIILEM ONHCAHUH, U YTO TEPMHUHOJOIHs, UCIIOJIb3yeMasi B HACTOSLIEM ONUCAHUU, NpeaHa-
3Ha4eHa JJI ONMHMCAaHUS KOHKPETHBIX BAPHAHTOB OCYILECTBICHHUS TOJBKO B KAUECTBE MPUMEpA M HE NpeJHa3Ha-
YeHa JUIsl OTPaHUYCHUS 3asIBJICHHOTO H300PETEHHS.

EcnM B HacTosILLIEM OMMCaHHUHU HE ONMPENCIICHO MHOE, HAyYHBbIC H TEXHHYECKHUE TEPMHUHBI, HCIIOIB3yEMBIC B
CBSI3M C HACTOSILCH 3asBKOH, NO/DKHBI HMETh 3HAUCHMS, KOTOpPbIE OOBIYHO MOHUMAIOTCS CICLMATHCTAMH B JaH-
HOH obuslactu TexHukH. Kpome Toro, eciu mHoe He TpeOyeTcst 0 KOHTEKCTY, TEPMHHBI B ¢AMHCTBCHHOM 4HCIIE
JIOJDKHBI BKJIIFOYAaTh MHOXECTBEHHOE YHCIIO, @ TEPMHHBI BO MHOXXECTBEHHOM YHCJIE JOJDKHBI BKIHOYATh €MHCT-
BEHHOE YHUCJIO.

CrnenyeT MMeThb B BUZY, UTO NPH MCIOJIB30BAHUH BbILIE H BO BCEM PACKPBITUH CIEIYyIOIHE Janee TePMHHBI
U COKpAIIICHHS, €CIIH He YKa3aHO HHOE, UMEIOT CIIeIYIOIINE 3HAYCHHS.

B Hacrosem onmcanuu ¢GOpMBl €IMHCTBEHHOro yucia "a", "an" u "the" BkmtodaloT B ce0s CCBUIKY Ha
MHOXECTBEHHOE YMCJIO, a CChUIKa Ha KOHKPETHOE YHCJIOBOE 3HayeHHE BKIIOYaeT IO MeHblleil Mepe 3TO KOH-
KpPETHOE 3HauUCHHE, €CJIM KOHTEKCT SBHO HE YKa3bIBaeT MHOe. TakuM o0pa3oM, HallpuMep, CChlIKa Ha '"coeluHe-
Hue" SBIAETCS CCHUIKOH Ha OJIHO MJIM HECKOJIBKO TAKHX COCMHCHMI M MX 3KBHBAJICHTOB, M3BECTHBIX CIICIIHAIHU-
CTaM B JaHHOW OOJACTH TEXHHKH, M Tak jaajee. Vcmoap3yeMsblil 31eCh TEPMHH "MHOXECTBO" O3HadaeT Ooiyee
onHoro. Koraa BelpakaeTcsl [uana3oH 3HAYCHHI, OpYroi BapHaHT OCYLIECTBIECHUS BKJIKYAaeT OT OJHOIO KOH-
KPETHOTO W/WJIM 0 APYroro KOHKPETHOTO 3HaYeHMs. TOYHO TaK ke, KOT/ia 3HaYCHHUs BBIPAXKAIOTCS KaK MpHOIH-
JKEHHs C UCIOJIb30BAHHEM MpEILECTBYIOLIEro "MpUMEpHO", MoApa3yMeBaeTcsl, YTO KOHKPETHOE 3HaYeHUe 00-
pasyeT Ipyroi BapHaHT ocyllecTBIcHHS. Bece anana3oHsl BKIIOUEHBI H KOMOMHUPYIOTCS.

IIpu Mcnonb30BaHMM B HACTOSALIEM ONMMCAHWM TEPMHUHBI "KOMMO3UIMA", "KOMIO3ULMS cOeAMHEeHHH", "co-
ejmHenue", "nexapcTBeHHOe cpescTBO", "(dapMaKkoIorHyeckn aKTHBHBIH areHT", "akTHBHBIH areHt", "repares-
THdeckuit", "tepanus”, "neyeHue", WK "IeKapcTBEHHOE CPEACTBO" HCMOJb3YIOTCSA B3aMMO3aMeHsIeMo 11 060-
3HAYCHMS COCAMHEHUS WM COCTMHEHUH MIM KOMITO3UIMH BEIECTBA, KOTOPBIC NPH BBEJACHUU CYOBEKTY (4ero-
BEKY MJIH XKUBOTHOMY) BBI3BIBAIOT KeJAaeMblid apMakoJOrH4ecKHil W/uiam ¢usznonorudeckui addexr 3a cuer
MECTHOTO W/MJIM CUCTEMHOTO NEHCTBHUS.

Hcnonp3yemMple B HACTOSLIEM ONMHUCAHWM TEPMHHBbI "nedyeHHe" WM "Tepamusa" (a Takke MX pa3iuyHble
(hopMbI) BKJIIOYAIOT IPEBEHTHBHOE (Hampumep, npoduiakruyeckoe), jeuyeOHOe MM NMaJUIMATHBHOC JICUCHHUE.
Hcnonb3yeMblid B HACTOSILEM ONMHUCAHWU TEPMHH '"JIeYeHHEe" BKIIIOUAET OOJErYeHHUE I YMEHbBILIEHHE 1O MEHb-
e Mepe OAHOro HeOJaronpUATHOrO WIIM OTpHLATENBHOrO 3¢dekTa MM cHMNTOMAa COCTOSHUS, 3a00JIeBaHMA
WJIH pacCTpONCTBa. ITO COCTOSIHHE, 3a00J€BaHHE MM pacCTpOHCTBO oTHOCUTCsS k DCP.

Tepmun "BBeaenue" o3HaudaeT nuOO MpsAMOE BBEJACHHUE COCAMHEHHMS MM KOMMO3WIIMU MO HACTOSIEMY
n300peTeH o, 100 BBEACHHE MPOJIEKApCTBa, MPOU3BOAHOIO WM aHajora, KOTopble OyayT oOpa3oBbIBAaThH IK-
BUBAJICHTHOE KOJMUYECTBO aKTUBHOTO COCIMHEHHUS WM BELLECTBA B OPraHU3Me.

Tepmuns! "cyonekt", "unauBuIyymM" M "mauueHT" MCHONB3YIOTCS B HACTOSINEM OINMCAHHUM B3aUMO3aMe-
HJEMO U OTHOCSATCS K YEJIOBEKY, KOTOPOMY MPEAOCTABIACTCS JICUCHHUE, BKIIIOUask MPOGHUIAKTHICCKOE JICUCHHUE,
(hapMaLeBTHYECKOH KOMITO3UIMEH COrJIaCHO HaCTOSAIEMY H300pETEHHIO.

"dapmalieBTHUECKH NPUEMIIEMbIH" OTHOCHTCS K TEM COCIUHEHMSAM, MaTepHanaM, KOMITO3ULIMAM W/HIIH Jie-
KapCTBEHHbIM (pOopMaM, KOTOpPbIE, C MEJIMIIMHCKOI TOUKH 3PEHUS, TOJIXOJAT JUIsi KOHTAKTa C TKAaHSAMH 4EJIOBEKa
6€3 Ype3MEpHOH TOKCHYHOCTH, Pa3ApaKeHMs, aJUIEPrHYECKOH PEaKLMH WM APYTHX NMPOOIEM C OCIONKHECHUAMH
COpa3MEepHO pa3yMHOMY COOTHOILCHHMIO MOJIb3a/pHUCK.

B pamkax Hacrosiiero u300peTeHHs PacKphIThIE COSJIMHEHUS MOTYT OBITh MOJY4YeHbI B (hopme dapmaiieB-
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THYECKH IIPUEMJIEMBIX coJiei. "(dapMaLeBTHYECKH PUEMIIEMBIC COJIM" OTHOCSATCS K NPOU3BOIHBIM ONHMCAHHBIX
COCOUHCHHIA, B KOTOPBIX MCXOJHOC COCAMHEHHE MOAU(PHULUPOBAHO MMyTEM MOJYHCHHUS MX COJICH KHUCIIOT HIIH
ocHoBaHui. IIpumeps! apMaleBTHYECKH NPHUEMIJIEMBIX COJICH BKJIIOYAIOT, HO HE OIPaHUYHMBAIOTCS MMH, COJIH
MHHEPAJIBHBIX WM OPraHMYeCKHX KHCJIOT C OCHOBHBIMHM OCTaTKaMM, TAKUMH KaK aMUHBI; LIEJIOYHbIC WM Opra-
HUYECKHE COJIM KHUCJOTHBIX OCTaTKOB, TAKMX Kak KapOOHOBBIE KUCIOTEL, U TOMY nogobHoe. dapmaneBTHyecKku
[pHEMIICMBIC COJIM BKJIFOYAIOT OOBIYHBIC HETOKCHYHBIC COJIM WIIM COJIM YETBEPTUYHOIO aMMOHHUS HCXOAHOIO
COCAMHCHHUA, O6pa3OBaHHble, HarpuMep, U3 HCTOKCUYHBIX HCOPraHNUICCKUX MJIN OPIraHUYCCKUX KUCIIOT. Hanpu-
Mep, Takue 0OBIYHBIC HETOKCHYHBIE COJIM BKIIIOYAIOT COJIM, NOJYYCHHBIE N3 HEOPraHNYECKUX KHCIIOT, TAKMX KaK
XJIOPUCTOBOAOPOHAsl, OPOMHUCTOBOLOPOJHAs, CepHast, cyib(amuHoBas, docdopHas, a30oTHas U T.IL.; U COJH,
HOJIYYCHHBIC U3 OPraHUYECKHX KHUCJIOT, TAKUX KaK YKCYCHas, IPOIMOHOBAsS, SHTApHAsl, [JIMKOJICBAs, CTCAPUHO-
Basi, MOJIOYHAs, 10JI0YHas, BUHHAS, JINMOHHAs, aCKOPOMHOBAs, IAMOHOBAs, MAJICMHOBAs, THMAPOKCHUMAJICHHOBAS,
(eHunykcycHasi, ryraMuHOBasi, OCH30MHas, caluUuiIoBast, CyibdaHuioBas, 2-auerokcubensoiinas, ymapo-
Bast, TOJyOJICYJIb(OHOBAS, METaHCYIb(POHOBAS, dTaHAUCYIb()OHOBAS, LIABEJICBAst, U3OTUOHOBAS U T.11. DTH (ap-
MAaLEBTHYECKH [IPUEMJIEMBIC COJIM MOJIYHAIOT CIOCO0aMH, U3BECTHBIMU B JAaHHOH 00J1aCTH TEXHUKH, HapUMEDP,
pacTBOpEeHHEM CBOOOJHBIX aMHUHOBBIX OCHOBAHHI ¢ M30BITKOM KHUCJIOTHI B BOJHOM CIIMPTE WK HEfTpau3anuei
cBOOOAHOM KapOOHOBOM KMUCIOTHI OCHOBAaHHUEM ILIEIOYHOr0 METaJLIA, TAKMM KaK THAPOKCHU, HIIH aMUHOM.

Tepmunsr "nyHKT" ¥ "6am1" UCIIONB3YIOTCS 3[€Ch B3aMMO3aMEHSEMO M OTHOCSTCSA K Mepe ONpeaeiCHHOM
PEATUHIOBOM LIKAJIE.

B HEkoTOpBIX acrekTax HacTOsLIEE PACKPBITHE OTHOCUTCA K criocobam jedyenuss DCP y 6ospHOrO yenose-
Ka, BKJIOYAIOLIMM BBEICHUC NALMCHTY TePaleBTHYCCKH 3PPEKTUBHOrO KouuecTBa coequHeHust hopmysel (1)
uiu popmyisl (11) vim ux KOMOMHALIMY:
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WM ero (papManeBTHHECKH ITPUEMIIEMOIT COJH, TAe KaX/J0e MoJIoXeHue, 0003HayeHHoe kak D, nmeer o6o-
raiieHue AeiTepueM He MeHblIe npumepHo 10%.

B HexoTOpBIX BapuaHTax OCYILECTBJICHHS ClIOco0 BKiIIOYaeT BBeAeHue coeaunerus gopmydsl (I). Coenu-
nenue Gopmynel (I), umerouiee xumudeckoe HasBauue 1,3,4,6,7,11b-rexcarugpo-9,10-au(merokcu-d3)-3-(2-
mertuinpornmn)-2H-6eH30[a]XxuHon3nH-2-0H, UMEET [Ba CTEPEOreHHBIX aToMa yriiepojia, KOTOPbIE AAI0T 4EThI-
pe crepeousomepa coeaunenus popmyisl (I): 1A, IB, IC, ID:
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Panemuueckas cmech crepeonsomepoB (R,R) u (S,S) (1.e. cmecs IA u IB) Ha3eiBaeTcs aetiterpabeHas3u-
HOM. B HEKOTOpPBIX BapuaHTax OCYILECTBJICHHS clIOCO0 BKIIIOYAET BBeAeHHe pauemuieckoii cmecu (R,R) u (S,S)
crepeon3omepos (T.e. cMecH 1A u IB), Ha3zpiBaeMoii aefiTeTpabeHa3HHOM.

B nanHom xontekcre coenuHenue Gopmyinsl (I) orHocuTes k coenunenusM Gopmya IA, IB, IC uinm ID, a
TaKoKe K cmecsaM coequuernit popmyin 1A, IB, IC wim ID B sr060i#i nporopuuu.

B HekOTOpBIX BapraHTax OCyLIECTBICHUS coeauHeHue hopmyibl (1) oTHOCHTCS K AciieTpabeHa3uHYy.

B HekoTophIX BapraHTax OCyLICCTBICHHS clIOco0 BKirouaeT BBeaeHue coenuuenust popmyssl (11). Coenu-

O
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Henue dopmynsl (II), uMmeromee xumuueckoe HasBaHue 3-u3z00yTui-9,10-6uc(meroxcu-d3)-1,3,4,6,7,11b-
rexcarunpo-2H-nmupuno[2,1-a]u30XuHONKMH-2-0]1, UMEET TPU CTEPEOTEHHBIX aroMa YINEepoja, KOTOpHIE JalOT
BoceMb cTepeonzoMepoB coeauneHus dopmynsl (II): ITA, IIB, IIC, IID, IIE, IIF, IIG, ITH:
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B nannoM xoHTtekcte coenunenue Gopmynsl (II) otHocutes x coeaunenusm dopmyn IIA, 1IB, IIC, 1ID,
IIE, IIF, IIG, IIH, a Takxe k cMecam coenunenuit popmyner 1A, 1IB, IIC, IID, IIE, IIF, IIG umu IIH B mo6oit
NPONOPIUH.

HetitepaTpabeHa3uH MeTabOIHYECKH BOCCTAHABIMBACTCS 0 NEHTEpUPOBAHHOrO anbda-auruaporerpade-
HazuHa (o-HTBZ) (1.e. IIA u IIF) u aeitrepupoBannoro 6era-auruaporerpadbenazuna (3-HTBZ) (t.e. IIB u IIE).

B HexoTOpBIX acmekTax cnocod Mo pacKpBITHIO BKIIOHAET BBeAeHUE coeauHeHus dopmynsl (I) unu dop-
Myasl (1) uau ux xoMOUHANMM, UMK €T0 (apMallCeBTUUECKH NIPUEMIIEMOI COJTH, TA¢ KaXkI0€ MOI0XKCHUE, IPEe-
cTaBieHHOE kak D, umeer oborameHue neiirepueM He MeHbIe npumepHo 10%. B nraHHOM KOHTEKCTE oOorare-
HHUE JEHTEPUEM OTHOCUTCH K NMPOLEHTHOMY COJEPXKAHUIO aTOMOB BOJOPOJA B JTaHHOM IOJIO)KEHUH, KOTOPHIE
ABIIAIOTCS U30TONOM Jeiirepus (T.€. 2H), a e moromamu 'H u/umn *H. Hanpumep, oboramenue neitrepuem 10%
o3HaudaeT, uto 10% aroMoB BOAOpOIa B TaHHOM MOJIOKCHUU MPEACTABIAIOT co00i neiirepuii, a 90% aTtoMOB BO-
JIOPOJIa B 3TOM TOIOXKeHHH sBstfotes m3otomamu 'H w/uwtn “H. CrocoGb! onpeeeHus coaepkaHus H30Tona Bo-
J0pO/Ja U3BECTHBI CMIENUATUCTAM B TAHHON 00JIACTH TEXHUKHU U BKIIIOYAIOT Macc-CeKTpockonuio u SIMP.

B HekoTOphIX BapHaHTaxX OCYIICCTBICHUSA CMOCOOOB MO PACKPBITHIO Kakaoe monoxkeHue B Gopmyne (1)
unu dopmye (II), npeacrasnennoe kak D, umeer oboramieHue AeTepueM He MeHbIIE npuMepHO 10%.

B npyrux BapuaHTax OCYIECTBICHHUS CIIOCOOOB MO PACKPHITUIO Kaxaoe moyoxeHue B Gopmyne (I) unu
dopmyne (I1), npeacraBaeHHoe kak D, uMeeT oboramenue neiirepueM He MeHbIIE TpuMepHO 20%.

B npyrux BapuaHTax OCYIECTBICHHUS CIIOCOOOB MO PACKPHITUIO Kaxaoe monoxeHue B Gopmyne (I) umu
dopmyne (II), npeacraBaeHHoe kak D, uMeeT oboramenue neiirepueM He MeHbIIE TpuMepHO S0%.
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B apyrux BapuaHTaxX OCYILECTBJEHHS CIIOCOOOB MO PACKPBITUIO Kaxaoe moyokeHue B dopmyne (1) wiu
dopmye (1), npencrasiaeHHoe kak D, uMeeT oboralieHue JeiirepueM He MeHblie mpuMepHo 70%.

B apyrux BapuaHTax OCYLIECTBJEHHS CIIOCOOOB M0 PACKPBITHIO Kaxoe nojoxenue B Gopmysne (I) mim
tdopmyne (1), npeacrasiaenHoe kak D, uMeet oboramieHue neirepueM He MeHblIe mpuMepHo 80%.

B napyrux BapuaHTax OCYILECTBJIEHHS CIIOCOOOB MO PACKPBITHUIO Kaxjaoe moyiokeHue B dopmyne (1) wiu
dbopmye (1), npeacrasieHHoe kak D, uMeeT oboralieHue jeirepueM He MeHblie mpuMepHo 90%.

B apyrux BapuaHTax OCYLIECTBJIEHHS CIIOCOOOB MO PACKPBITHIO Kaxoe nojoxenue B Gopmyse (I) mim
dopmyste (II), npeacrasierHHoe kak D, uMeer oboraiieHue jeiitepueM He MeHbliIe puMepHO 98%.

B HEKOTOpBIX acmekTax B Crocoax Mo pacKpbITHIO BBeJEHHE coequHeHus Gopmynsl (1) npuBoauT k cy-
UIECTBEHHOMY YBEJIMYEHHIO MaKCUMAJIbHO MEPEHOCUMOM J03bI, CHUKEHUIO TOKCUYHOCTH, YBEJIMYCHUIO NIEPUOJIa
noJiyBbIBe/IeHUs (1)) WIM CHIDKEHHIO MaKCHMMaJIbHOM KOHLeHTpauuu B 1iazme (Cp,) MUHUMaIbHOM 3¢ dek-
tiBHO# 10361 (MED) mwin mx KoMOMHAIMK 10 CPAaBHEHHIO C PaBHO3(P(PEKTUBHOMN 030i COOTBETCTBYIOLIETO He-
JIEATEPUPOBAHHOTO COEIMHEHUS.

B KOHTEKCTE HACTOALIEr0 OMUCAHHUS COOTBETCTBYHOILEE HeledTepupoBaHHOe coequHeHue (opmyisl (1)
MMEET OTHOLIEHHE K COEIMHEHUIO, UMEIOLLIEMY CTPYKTYPY

0
.0
HsC N
Q
CH;

CootBeTcTByIOLIEE HeAeHTepupoBaHHOe coeauHenue (opmyubl (II) uMeeT OTHOLIEHHE K COEIMHEHUIO,
UMEIOLIEMY CTPYKTYPY
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B KOHTEKCTE HACTOSLIEro ONMCaHWS B OTHOLIEHHWH coejluHeHus (opmyisl (I) oguHakoBo 3¢ddexrrBHas
J103a COOTBETCTBYIOLIEr0 HEJEUTEPUPOBAHHOIO COEAUHEHHST OTHOCUTCS K JJ03€ COOTBETCTBYIOLIETO HEAEHTEpU-
POBAaHHOTO COEJUHEHUS, KOTOpas BBI3BIBAET TAKOE K€ YJIYHLIEHUWE AUCKUHE3UH NAalMEHTa NpH LiepeOpaJbHOM
napajMie, 4To ¥ KOHKpeTHas 703a coeauHeHus ¢opmyasl (I). Uro kacaercs coenuHenus dpopmy:st (11), oauHa-
KOBO 3((eKTUBHAS 032 COOTBETCTBYIOIIETO HEAEHTEPUPOBAHHOTO COEJAMHEHHS OTHOCHUTCS K J103€ COOTBETCT-
BYIOLLETO HEACHTEPUPOBAHHOIO COEAUHEHMS, KOTOPask BBI3BIBAET TAKOE XKE YJIYULIEHUE JUCKUHE3UM NMalUEeHTa
HpH LepedpaIbHOM Mapajinde, YTO U KOHKpeTHas 103a coequHeHus Gopmyast (I1).

B HekoTopbix acniekTax BBejaeHHe coeanHeHus ¢popmyasl (1), (II) wim X KOMOMHAIMK NPUBO/IMT K CYIIE-
CTBEHHO YBEJIMYEHHONW MAaKCHMMAJIBbHO IIEPEHOCUMOM /103€ 110 CPAaBHEHHMIO C BBEJEHHEM PaBHO3()(HEKTUBHOMN J103bI
COOTBETCTBYIOLIETO HEAEHTEPUPOBAHHOTO COEIUHEHHUS.

B npyrux acnekrax Benenue coequnenus gopmysl (1), (II) niam ux koMGMHAIMK IPUBOAMT K O0JIee HU3-
KOW TOKCMYHOCTH 110 CPAaBHEHHIO C BBEJIEHHEM PaBHOA(P(EKTHBHOI JJ03bl COOTBETCTBYIOLIETO HEJEHTEPUPOBAH-
HOT'O COEJAMHEHMUS.

B mpyrux acnekrax eeneHue coeauHeHus Gopmyisl (1), (II) wim nx koMOMHALIMK MPUBOIUT K YBEJIUYE-
HUIO Mepuoja NoyBbiBeaeHUS (t),) coequnenus dpopmyst (1) miu (II) mo cpaBHeHUIO ¢ paBHOIGGEKTUBHOMN
JI030/1 COOTBETCTBYIOLIET0 HEJAEHTEPUPOBAHHOIO COEAMHEHUSL.

B npyrux acnexrax BBegeHue coequHeHus Gpopmyast (1), (II) mam ux koMOMHALMKM NPUBOUT K CHUXKEHHUIO
Cmax MED 10 cpaBHEHHIO C BBeI€HHEM PaBHO3((GEKTHBHON 03Bl COOTBETCTBYIOIIETO HEAEHTEpHPOBAHHOTO
COCIMHEHMUS.

B HEKOTOPBIX ACIIEKTAX CIIOCOOBI 1O HaCTOAIEMY PACKPBITUIO HAIIpAaBJICHBI Ha JICHEHUE JJUCKHUHE3UU TIPpU
uepebpaisHoM napasiude (DCP) y 6osbHOro yenoseka. "JIMCKUHE3Ns NpU LiepeOpaibHOM Mapajinde’ OTHOCHTCS
K TMIIEPKMHETUYECKOMY JBUraTeIbHOMY DPACCTPOMCTBY, XapaKTEPU3YKOLIEMYCS IAaTOJIOTUYECKUMU HENPOU3-
BOJIBHBIMH JIBMXKEHUSAMH JJUCTOHMYECKOTO M/WIM XOpen(OpMHOro THIOB. /[MCTOHUYECKHE NATOJIOTMYECKUE He-
IMMPOU3BOJIBHBIC JIBMKCHHSA BO3HUKAKT B PE3YJIbTATC HEIPOU3BOJIbHBIX MBILICYHBIX CIIa3MOB. XOpel/l(l)OpMHbIe
THIBI IATOJOTMYECKUX HEMPOM3BOJBHBIX ABMKEHHUI BKIIIOUAIOT XOPEIO, aTETO3 U JPOKaHHE/GalTU3M.

B HEKOTOpBIX BapuaHTax OCYIIECTBJIEHUS CIIOCOOOB IO PACKPBITHUIO MATOJOTHYECKUE HENPOU3BOJIBHBIE
JBIKeHus, cBsi3aHHble ¢ DCP, oTHOCATCS K JMCTOHMYECKOMY THITY.
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B npyrux BapuaHTax OCYIIECTBJIEHHS CIOCOOOB MO PACKPBHITHIO MATOJOIMYECKUE HEMPOU3BOJIBHEBIC IBH-
xeHus, cBsa3anuble ¢ DCP, otHOCATCS K XOpeudopMHOMY TUITy.

B npyrux BapuaHTax OCYIIECTBJIEHHS CIOCOOOB MO PACKPBHITHIO MATOJOIMYECKUE HEMPOU3BOJIBHEBIC IBH-
xeHus, cBs3anHble ¢ DCP, OTHOCATCS K AUCTOHUYECKOMY TUITY U XOPEU(POPMHOMY THUITY.

B eme apyrux BapHaHTax OCYIIECTBICHHUS CIIOCOOOB IO PACKPBITHIO NMATOIOTMYECKHE HENPOU3BOIBHBIC
IBHXeHUs, cBs3aHHble ¢ DCP, oTHOCATCS K AMCTOHMYECKOMY TUITY MM XOPEU(HOPMHOMY THITY.

B HEKOTOpBIX acnekTax cnocoObl M0 PACKPHITUIO MPUMEHSAIOTCS K OONBHOMY YelloBeKYy. B HekoTophIx Ba-
pHaHTaxX OCYIIECTBIEHHUS CIOCOOOB IO PACKPHITHIO OOJBHOH YETIOBEK SBISCTCS NMEAUATPHYECKUM MAIUCHTOM.
IIpu ucrnonp30BaHUM B HACTOSIIEM OMHCAHMM TEPMHUH "NMEIUATPUUECKUH NMAIMEHT" OTHOCUTCSA K MAIMEHTY B
Bo3pacte 18 jer unu Monoxe. B HEKOTOpPBHIX BapHaHTax OCYIIECTBIEHMS CIOCOOOB MO PACKPHITHIO OOJIBHOM
YEJOBEK SABIACTCSA B3POCIBIM NAalMEHTOM. Mcronp3yeMblii 31ech TEpPMUH "B3pOCIIBIil MAIMEHT" OTHOCHUTCS K Ta-
IMEHTY cTapiie 18 ner.

B HekoTOpHIX BapHaHTaX OCYIIECTBICHHUS CIIOCOOOB MO PACKPHITHIO BO3PACT MAIMEHTA COCTABIACT OT
6 1o 18 ner.

B apyrux BapuaHTax OCyIIECTBJICHHUS COCOOOB MO PACKPBITUIO BO3PACT MAIlMEHTA COCTABIACT OT 6 10
<12 ner.

B npyrux BapuaHTax OCyIIECTBICHHUS CIOCOOOB MO PACKPHITHIO BO3PACT MAlMEHTa COCTABIAET OT 12
a0 18 ner.

B eme apyrux BapuaHTax OCYIIECTBICHHUS CIOCOOOB MO PACKPHITHIO BO3PACT MAalMEHTa COCTABISACT
MeHee 6 JeT.

B HexoTOpBIX acmekTax crnoco0OB MO PaCKPHITUIO BO3PACT NMAallMEHTa COCTaBIseT npuMepro 1,23, 4,5, 6,
7,8,9, 10, 11, 12, 13, 14, 15, 16, 17 unu npuMepHo 18 neT. B HEKOTOPHIX aCHEKTax CIOCOOOB MO PaCKPBITHIO
BO3pACT MallMeHTa COocTaBIseT mpuMepHo 1, 2, 3, 4, npumepHo 5 neT. B HexoTophIX acmekrax cnocoboB Mo pac-
KPBITHIO BO3pACT NAIMEHTAa COCTABIAET NpuMepHo 6, 7, 8, 9, 10 unu npumMepro 11 ner. B HexoTOphIX acmekTax
Ccroco0O0B PaCKPBITUA BO3PACT MallMEHTa cocTaBiseT npumepro 12, 13,14, 15, 16, 17 uau npumepHo 18 ner.

B HekoTOpBIX acnekTax B cnocobax Mo packphITHIO MAMEHTY JONOJHUTEIBHO BBOAAT JOMOJHUTEIBHBIN
TepaneBTHUYeCKUil areHT. IIpu MCroab30BaHMM B HACTOSIIEM ONMUCAHUM JIOTIOJHUTEIBHBIH TepaneBTHYECKHUI
areHT OTHOCHUTCS K arcHTy, OTIIMYHOMY OT coenuneHus opmyns! (I) u/unu dopmynsr (I1), koTopslit BBOAAT A
JICYEHHUS OJTHOTO M3 ACNEKTOB IepeOpaIbHOrO napanyuyia MalueHTa, TAKOTo KaK, HalpuMep, aHOMaJIMH BHKCHUS
rias, nNpoOIeMbl ¢ OOIEHHEM, 3aTPYJHEHHOE TJIOTAaHUE, HEJAOCTAaTOYHas NpubaBKa B BEce, COLMATIbHAT H30JIA-
IS, TUCIIIA3Ms U BBIBUX Ta300€PEHHOr0 CYCTaBa, CKOJIMO3, OCTCONEHUS M MEPENOMBI, 00Jb U IBUraTelbHbBIE
HapyuieHus. [I[puMeps! 1OMOTHUTENBHBIX TEPANEBTHYECKUX CPEJCTB BKIIIOUAIOT AHTUXOIMHEPTHYECKHE CPEACT-
Ba (HampuMmep, OEH3TPONMHA ME3WIaT, KapOuI0na-IeBoI0Na, IIMKONUPPOIaT, MPOUMKIMAMHA THAPOXIOPUT U
TPUreKCU(EHUMIAa THAPOXIOPHI), NPOTUBOCYAOPOXKHBIE CpeICTBA (Hanmpumep, rabaneHTHH, NaMOTPHUIXKHH,
oxckapOa3enuH, TONHpaMaT U 30HUCAMU/T), AHTU/IENIPECCAHTHI (HAIIPUMEp, IIUTAIONPAM, YCIUTATIONpaM, GIIyox-
CETHUH, TMTAPOKCETHH U CEPTPANIMH), aHTUCIIACTUUECKUE CPEACTBA (HanpuMep, OOTYIOTOKCHH, AMA3ENaM, AaHTPO-
JIeH, NUKJIOOCH3aApUH, UHTPATEKANbHBIH O0akIodeH U TH3aHUIUH) U NMPOTHBOBOCNAIMTEIBHBIC CPEACTBA (Ha-
IpUMEp, acIIMpUH, KOPTUKOCTEPOUIBI, HECTEPOUAHBIE poTHBOBOcHamuTensHble npenaparsl (HIIBC) u ctepo-
UIHBIE TIpenapaThl). B HEKOTOpPBIX BapHaHTaX OCYIECTBICHUS CIOcO0a BBEACHUS TONONHUTEILHBIH TepaneBTH-
YECKHUH areHT BBOAAT OJHOBPEMEHHO C, 10 MM nocne BBeacHus coeaunenus ¢opmynsl (1), dopmyner (II) umm
UX KOMOUHAIUU.

B HexoTOpBIX acnekTax pacKpbhITHE OTHOCUTCS K CHOCO0aM JIeUeHHs TUCKUHE3UM TIpH LepeOpanbHOM Ma-
panuye y GOIBHOTIO YEIOBEKa, BKIIOYAIOMIMM BBEACHHE MAIMEHTY CYTOYHOIO KOJUYECTBA COCAMHEHUS hopMy-
16! (I) ot mpuMepHO 6 MI/eHb 10 MpUMEpPHO 48 MI/AeHb B OJJMH HJIH /1B IPUEMA.

B HEkoTOpBIX acnekTax cnoco0oOB M0 PACKPHITHIO, MAIIMEHTY BBOJAAT CYTOYHOE KOJIMYECTBO AcHTEeTpabeHa-
3MHA OT MPUMEPHO 6 MI//IEHb 0 MTPUMEPHO 48 MI/AEHb B OJJHOI UM ABYX J103aX.

IIpu Mcnonp30BaHUH B HACTOSIIEM ONUCAHUM TEPMUHBI "CYTOYHOE KONHYECTBO" MM "cyTouyHas 103a" Mo-
I'YT UCTIOJIB30BATHCS B3aUMO3aMEHAEMO M OTHOCHTHCS K J103€, KOTOPYIO CIEAYET BBOAUTH B JICHB, KOTOpas ABIIA-
€Tcs ONTUMAIIBHOM, YTO ONpECIICHO, HAPUMED, JIEYAIIUM BPayoM IOCPEACTBOM THTPOBAHUS 03I MIIH IPYTUM
MetojoM. Ilepron BpeMeHM HEMOCPEACTBEHHO IEpejl HayajloM Tepamuu JeiieTpabeHa3MHOM Ha3bIBaeTcs "Hc-
XOMHBIM ypoBHeM". COCTOSHUE MallMEHTa HEMOCPEACTBCHHO NEPE/l HAYalloM TEPanuu acieTpabeHa3nHOM MOX-
HO paccMaTpUBaTh KaK MCXOJHOE COCTOSIHME manueHTa. CyTOYHOE KOJIMYECTBO MIIM CYTOYHAS 1032 BBOJHUTCH
MAalMEHTY B BUAE OJHOM MIIM IBYX 103, TOMOJIHUTEIHHO OMUCAHHBIX B HACTOSAIIEM OIMCAHUU HUXKE.

B HEKOTOpHIX BapMaHTAaX OCYIECTBICHHS CYTOYHOE KOJMHYECTBO JeiiTerpabeHa3MHa COCTaBIAET OT
6 mr/neHp 10 48 Mr/meHb. B HEKOTOPHIX BapHaHTax OCYIIECCTBICHUS CYTOUHOE KOJHYECTBO AcHTeTpaOcHA3UHA
COCTaBIAET 6 MI//ICHb.

B HekoTOpBIX BapuMaHTaX OCYIIECTBICHHUS CYTOYHOE KONMYECTBO AcHTeTpabeHa3MHa COCTABIACT
12 Mr/nens.

B HekoTOpBIX BapuMaHTaX OCYIIECTBICHHUS CYTOYHOE KONMYECTBO AcHTeTpabeHa3MHa COCTABIACT
18 Mr/neHs.

B HeKkOTOpBIX BapuMaHTaX OCYIIECTBICHUS CYTOYHOE KONHYECTBO AcHTeTpabeHa3MHa COCTABIACT
24 Mr/neHs.
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B HekoTOpbIX BapHaHTax OCYIIECTBICHHS CYTOYHOE KOJIMUECTBO AciiTeTpadenasuHa coctasisieT 30 Mr/eHs.

B HekoTOpbIX BapHaHTax OCYIIECTBICHHS CYTOYHOE KOJIMUECTBO AcHTeTpabeHa3HHa COCTABIACT 36 MI//IEHb.

B HekoTOpbIX BapHaHTax OCYIIECTBIEHHS CYTOYHOE KOJIMUECTBO AcHTeTpaObeHa3HHA COCTABIACT 42 MI//IEHb.

B HekoTOpbIX BapHaHTax OCYIIECTBICHHS CYTOYHOE KOJIMUECTBO AciTeTpabeHa3Ha cOCTaBsAeT 48 MI/IeHb.

B HekoTOpBIX acmekTax CIoco0O0B MO PACKPBITUIO CYTOYHOE KONMMYECTBO MOXHO BBOAMUTH B BUJE OTHOMH
WM ABYX 103. B HEKOTOpBIX BapHaHTax OCYILECTBJIEHUS CYTOUHOE KOJUYECTBO BBOAAT B OAHOPA30BOH 103¢. B
JAPYTUX BapUAHTaX OCYLIECTBICHUS CYTOUHOE KOJTUUYECTBO BBOIAT ABYMS 103aMU.

Korna cyrounas no3a BBOIUTCA B BUAE JABYX /103, 3TH JIBE JO3BI MOTYT OBITH paBHBIMM MIIM Pa3HbIMHU. B
HEKOTOPBIX BapUAHTaX OCYILECTBICHUS KaxAas U3 ABYX 703 ABIIETCSH PABHBIM KOJUUECTBOM.

Korna cyro4Hoe konu4ecTBo BBOAMTCSA ABYMS J03aMH, 3TH JABE O3Bl MOTYT OBITh PABHBIMHU MIIH Pa3IM4-
HBIMU IO KOIU4ECTBY. B HEKOTOPBIX BapHaHTaX OCYILECTBIEHUS 00€ ABYX CYTOUHBIE A03BI MPEACTABIAIOT CO-
00¥i paBHBIE 03B

Korna cyrouHoe koiaM4ecTBO BBOJAT ABYMS J03aMH, BBEJCHHUE 03 pa3jleisieT NMPOMEXYTOUHBIH NEpHON
BpPEMEHHU. B HEKOTOpPHIX BapHaHTaX OCYIIECTBICHHUS BTOpas /103a BBOAUTCS NMpUMepHO yepe3 8-10 4 nocne nep-
BOM 7103bl. B Apyrux BapuaHTax oCyIIECTBICHUS BTOpas 1032 BBOAUTCSA MPUMEPHO depe3 8§ 4 rmocie nepBoi 1o-
3pl. B Ipyrux BapuaHTax OCYIIECTBICHUS BTOpas 103a BBOAUTCS NpUMEpHO depe3 10 4 mocie nepBoit 1036l

B HEXOTOpBIX BapHaHTaX OCYILECTBICHUS PEXKUM TUTPOBAHUS UCIIONB3YETCA AJIS ONPEAENCHUS HaYaIbHON
CYTOYHOH 1036l coeauHeHus ¢opMyisl (I). B HekOTOpBIX BapHaHTax OCYIIECTBICHUS PEXUM THTPOBAHUS HC-
MONIB3YETCS IS OTpE/IeNICHUS HaYaabHOH CyTOYHO 10361 coenuneHus Gopmymnsl (II) uan kombunanuu Gopmy-
asl (I) u dopmynsr (II). B HekoTOpBIX BapuaHTax OCYIECTBICHUS HauaidbHas CyTOYHAS 03a OTIMYAETCS OT
NOAAEPKUBAIOIIEH CYTOYHOI T03BI.

B HEXOTOpBIX BapHaHTaX OCYUIECTBICHUS BBEACHUE BKIIIOYAET:

a) BBEJCHUE CYOBEKTY HA4aJIbHOIO CYTOUHOIO KOJIUYECTBA ACUTETpaOeHA3MHA, COCTABIAIOIETO 10 MEHb-
et Mepe MpUMEPHO 6 MT B JICHD;

0) onpeaeIcHUE NMPUMEPHO HEPE3 OJHY HEAEMIO CTENEHU OOpbHOBl C MAaTONOTMYECKUM HENPOU3BOJIBHBIM
JBIXKEHUEM, cBs3aHHBIM ¢ DCP, mocTUrHyTO# € TOMOIIBI0 HAYAIFHOTO CYTOYHOIO KOJIMYECTBA, U NEPEHOCUMO-
CTHU HA4aJbHOIO CYTOHYHOTO KOJIUYECTBA;

C) YBEIMYCHUE CYTOYHOIO KOJIMYECTBA JAcHTeTpabeHa3uHa Ha 6 MI/AEeHb Ui 00Jee 10 MOCIeYIOIEro Cy-
TOYHOTO KOJHUYECTBA, €CIU CTENEHb OOpPHOBI € NMAaTOJOTMYECKUMH HENPOU3BONBHBIMMU IBMXKEHUSMU, CBS3aH-
HeiMu ¢ DCP, HeanexkBaTHa M Ha4aIbHOE CYTOYHOE KOJIMYECTBO NMEPEHOCUTCS;

d) HeoOs3aTEIPHO MOBTOPEHUE ITAMOB b) U ¢) 10 TEX MOp, NOKA CTENCHb OOPHOB! C MATOJOIMYCCKUM He-
NPOU3BOJIBHBIM JABIKEHHEM, cBs3aHHBIM ¢ DCP, He craHeT anexBaTHOI M €XeTHEBHOE KOJIMYECTBO ACHTETpa-
OcHa3uMHa NMEPEHOCUTCH; U

€) ecaM JIT000€e MOCTEAYIONIEE KOIMYECTBO HE EPEHOCUTCS, YMEHBIIIEHUE CYTOYHOTO KOJIMYECTBA Ha 6 MI/ICHD
UM O6onee 10 CAeAYIOUEr0 CYTOUHOTO KONUYECTBa.

B HEKOTOpBIX acmekTax JeuYeHUE NMPUBOAUT K MOAAEPNKAHUIO MATONOTHUYECKUX HEMPOU3BOJIBHBIX JBUXKE-
HM nmanueHTa, cBs3anHbiX ¢ DCP, mo cpaBHEHMIO ¢ MATOJIOTMUECKMMHU HENPOU3BOJIBHBIMY JBH)KEHHSAMH NalU-
eHTa, cBs3aHHbIMH ¢ DCP Ha ncxoanom yposHe. IIpyu HCrOnp30BaHUM B HACTOSIIEM ONMCAHMU "TIOJACPKAHHUE
MAaTOJOTMYECKUX HEMPOM3BONBHBIX JBM)KEHHH NAalMEHTa" O3HAYAET, YTO MATOJOTHMYECKUE HEMPOM3BOJILHBIE
JBIKEHUS ManuenTa, cBsa3anupie ¢ DCP, He M3MEHSAIOTCS OTHOCHTEIBHO MCXOJHOrO ypoBHA. Takum oOpa3zom,
NaTOJOTMYECKUE HEMPOU3BONBHBIE JBM)KEHHS Manuenra, cBizaHuele ¢ DCP, ocratorcs cTabuIN3MpOBaHHBIMH,
OHM HE YNY4IIAIOTCHA, HO U HE yxyamawoTrcsa. Takoe geueHue MpeacTaBIET COO0H KIMHUYECKYIO MONb3Y AJIA
NAallUEHTOB, Y KOTOPBIX B aHAMHE3¢ HAOMIOAAeTCs YXYALIEHUE MAaTOJOTMYECKUX HEMPOU3BOJBHBIX ABMKEHMI,
cBs3aHHbIX ¢ DCP.

B HekoTOpEIX acnekTax cnoco0OB MO PACKPBITUIO JeueHUe coenuHeHueM Gopmynsl (1) u/umm coenuHeHu-
em dopmynsl (II) NpUBOAUT K YMEHBIIEHUIO NMATOIOTHYECKUX HEMPOU3BOIBHBIX JBM)KCHUH NMAllMEHTa, CBS3aH-
HeIX ¢ DCP, no cpaBHEHHMIO € NMAaTOJOrMYECKUMH HEIPOHM3BOJNBHBIMU JIBIDKEHUAMH NAallMEHTA, CBSA3aHHBIMU C
DCP, na ucxonHOM ypoBHE. B HEKOTOpBIX acrekTax cnoco0OB COTTACHO HACTOSIIEMY OMMCAHUIO JIEYEHHE CO-
enuHeHneM ¢opmynsl (I) TPUBOAUT K YMEHBIICHHIO MATONOTHYECKUX HENMPOM3BOJIBHBIX ABM)KECHHH NalMEHTa,
cBsa3aHHbIX ¢ DCP, no cpaBHEHUIO ¢ MATOJOTMYECKUMH HENPOU3BOIGHBIMU ABWKCHUSAMHU MAlMEHTA, CBSI3aHHBI-
mu ¢ DCP, Ha ucxonHoM ypoBHE. B HEKOTOPBIX acmekTax CrocoboB COTNACHO HACTOAIIEMY ONMHCAHHIO JEUCHHUE
AedTeTpabeHa3MHOM NMPHUBOAMUT K YMEHBUICHUIO MATOJIOTHYECKUX HENMPOU3BOJIBHBIX ABMXKEHUH MalUEHTa, CBS-
3aHHBIX ¢ DCP, no cpaBHEHHUIO C MATOJOTUUECKHUMHU HENPOU3BOIGHBIMY JIBHDKEHUSAMY NMAIMEHTA, CBI3AHHBIMU C
DCP Ha ucxomHOM ypOBHE.

B HekoTOphIX acmekTax CHocoOOB MO PACKPBITUIO jJcueHue coeauHeHueM dopmynsl (II) mpuBomur k
YMEHBIICHUIO MAaTOJOIMYECKUX HEMPOM3BONBHBIX JIBIKEHHH malumenTa, cBsizaHHbIXx ¢ DCP, mo cpaBHeHHIO
MaTOJOTMYECKUMH HENPOU3BOJIBHBIMHU JIBI)KCHHSMH NallMeHTa, cBi3aHHbIMU ¢ DCP, Ha ucxonHoM ypoBHe. B
HEKOTOPBIX ACNEKTaX CNOCOO0B COMNIACHO HACTOAIIEMY ONUCAHUIO JedeHUEe AeiTepupoBaHHbIM o-HTBZ unun
nedirepupoBanHbM 3-HTBZ npuBoauT K yMEHBIICHUIO MATOJOTMYCCKUX HEMPOU3BOIBHBIX JIBUKCHUIN MallUCH-
Ta, cBA3aHHbIX ¢ DCP, Mo cpaBHEHUIO ¢ MATONOrHYECKMMHU HEMPOU3BOJIBHBIMU JIBHXXCHUSAMHU MAIMEHTA, CBSA3aH-
HeIMU ¢ DCP Ha ucxonnom yposHe.
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B HEKOTOpBIX acmekTax MaToJOrHMYeCKUE HEMPOU3BOJILHBIC IBMXKCHHS MallMeHTa, cBi3aHHbIe ¢ DCP, uz-
MEPSIOTCS ¢ UCTIOIH30BAHUEM MHCTPYMEHTA KIIMHUYECKOM OIEHKM, TAKOTO Kak, HAIpUMEpP, MO MEHBIICH Mepe
oniHa U3 pedTunroBsx mxan: a) MD-CRS, yacts II; b) MD-CRS, vacts I; ¢) CaGI-I u d) CGI-1. Onnum u3 ta-
KUX KIMHUYCCKUX UHCTPYMCHTOB ABNSCTCS UHIEKC IIKAIbl ONECHKU ABUraTeIHHOTO paccTpoiictBa y nereit (MD
CRS). Cm., nanpumep, pabdoty Battini R, et al., Responsiveness of the MD-Childhood Rating Scale in dyskinetic
cerebral palsy patients undergoing anticholinergic treatment. Eur J Paediatr Neurol 2014; 18 (6): 698-703; pa6o-
Ty Battini R, et al., Movement Disorder-Childhood Rating Scale: reliability and validity. Pediatr Neurol 2008; 39
(4): 259-65, xOTOpBIEC MOJHOCTHIO BKITIOUYCHBI B HACTOAIIECE ONMUCAHUE B KAUECTBE CCHUIOK.

MD-CRS coctout u3 2 yacreit, yactu I u yactu I, rne 6onee BrIcokas OICHKA YKa3bIBACT HA YXYALICHUE
COCTOSIHUS.

Yacts I MD-CRS onenuBaer Biusaue DCP Ha akTUBHOCTH MalMeHTa U AaeT OOIIYIO OLEHKY ABUTaTeIIhb-
HOTO paccTpoiCTBa Ha NBUrateabHYI0 QYHKIMIO (7 MYHKTOB), OpaNbHYIO/BepOaIbHy0 QYHKIMIO (3 MYHKTA),
yX0/J 3a co00# (3 MyHKTa) U BHUMAaHUE/OMUTEIBHOCTS (2 MyHKTa) N0 mkaie oT O (mpucyrcTByer) a0 4 (OTCYTCT-
ByeT). O6muit 6amm MD-CRS, gacts I (ot 0 10 60), MOXeT OBITH HOpMANU30BaH 10 quanazoHa ot 0 10 1, Ha3wI-
BacMoro "unaexcom 1"

MD CRS, uvacts I, sBnsAeTCS KOHKPETHO! MOTOPHOM OIECHKOM TAKECTU JBUIaTCIBHOTO PacCTPONCTBA, B
JAHHOM CJIy4ae HEMPOU3BOJILHBIX NBMKEHUH, cBs3aHHBIX ¢ DCP. Yacts II MD-CRS oneHuBaer TsSkeCTh ABUTa-
TEIBHOTO paccTpoiicTBa no mxane oT 0 10 4 B ka0t u3 7 obnacreit Tena, B KOTOPHIX HAOIIOMAETCS TUCKUHE-
3us y nanuenToB ¢ CP. TakuM 06pa3oM, MakCUMaIbHO BO3MOXKHBIH 0bnmit 6amnt mo MD-CRS, wacTs I, cocras-
nser 28. O6mwmii 6ant no MD-CRS, wacts II (ot 0 1o 28), MoxkeT OBITH HOpMaIM30BaH 10 AMana3oHa ot 0 mo 1,
Ha3eiBacMoro "unaekcoM II". B MD-CRS, uacts I, onerka 0 OTHOCUTCS K OTCYTCTBUIO JIBUraTECIHHOTO pac-
CTpOI¥icTBa, a OllcHKA 4 OTHOCUTCS K CUTYAIlUH, KOTAa TBUTATEILHOE PACCTPOMCTBO MPUCYTCTBYET BO BPEMs BCEX
3a7aHui U UccaeayeMoit 00nacTu u/UiM BKIIOYAeT 3 UM Oosee U3 APYTUX obracTeil, 4To AeaaeT 3aBeplcHUE
HEBO3MOXXHBIM. 7 00NacTeil Teaa, oneHeHHbIX ¢ oMo MD-CRS, yacts II: (1) rma3 u nepuopOuraipHas 00-
JacTh, (1) auno, (iii) S3b6IK U OKOJOPOTOBAsA 001acTh, (1v) mes, (V) TYJIOBHILE, (Vi) BEPXHAS KOHEYHOCTD U (Vil)
HIDKHAS KoHEUHOCTh. MD-CRS He nemaet pazmuuuit Mexay mUCKuHE3UeH npu nepedpalbHOM mapamuye AUCTO-
HMYECKOTO UIIM XOpeU(OPMHOro THNA, M HAUXyAWas TUCKMHE3Us B NI000H U3 obiacTeil, HAOMIOJaEMBIX BO
BpEMsI CEaHca OICHKH, NPUHUMAETCS B KauecTBE 0allIoB U1 KaXK 101 nopakeHHo# obnacTy Tena.

JpyruM MHCTPYMEHTOM OLICHKH SBJIAETCS IIKaNa OOIIEro BICUATICHUS ONMEKYHAa 00 YIYYMICHUH COCTOS-
Hus (CaGI-I). CaGI-I npencraBaser co6oit OMPOCHUK U3 OJHOTO MYHKTA I OLCHKYU BICUATICHUS OMEKYyHA 00
VIYYIICHUM CUMITOMOB JUCKMHE3UU TPHU liepeOpaibHOM mapamuye mocie Hawama tepanuu. Illkama mpencras-
JseT co00i pe3yapTar, CooOIaeMblil OIEKYHOM, KOTOPBIH HAaNpaBlEH Ha OLIEHKY BCEX ACMNEKTOB 370pOBbS Na-
[UEHTA U ONpe/CIcHUE OOIIETO YIYUIICHUS CUMIITOMOB AUCKUHE3UH. ONEHKaMHU JTUII, OCYIICCTBISIOIUX YXO,
SBJISIOTCA 1=04YeHb 3HAYUTEIBHOC VIYYIIEHHE (C MOMCHTA Haydaja JICHUCHUS), 2=3HAYMUTEJBHOC YIIYHIICHUEC;
3=MuHUMaIbHOE yIyulicHUe; 4=0¢3 U3MEHECHUI 1O CPAaBHCHUIO C UCXOIHBIM YPOBHEM (CHUMITOMBI CYIICCTBEH-
HO HEC U3MCHUIIUCH); SSMUHUMANBHO XYK€, 6=HAMHOT0 XYK€, UJIH 7=04UCHb CUJBHO XyXke (C MOMECHTA Hayayia
JICYEHUS).

JlpyruM MHCTPYMEHTOM OLICHKHM fABIETCS obliee kaunuueckoe Brneyamienue ynyumenus (CGI-I), pe3yns-
TaT, COOOIMAEMBIil BpauoM, /I KOTOPOH MCMONB3YIOT 7-0aJUTbHYIO IIKaly, KOTOpas MO3BOJIET Bpayy CpaBHHU-
BaTh COCTOSHHME MMAlMEHTAa C MOMEHTa Hawajga JICYEHUS C HCXOAHBIM COCTOSHHMEM CIIEAVIONMM 00pa3oMm:
|=04eHb 3HAYUTEITHHOE YIYUIICHUE ¢ MOMEHTA Havaja jJcucHus (MOYTU BCE JYHINE, XOPOIIHM YPOBEHL QYHK-
NUOHUPOBAHUA; MHHUMAIBHBIE CHUMITOMBI; MpPEACTaBIAET CO0OO OYCHb CYIICCTBEHHOC U3MEHCHUE);
2=3HA4UTEIBHOC VJIYYMICHUE (3aMETHO JIYYIIEC NPU 3HAYUTEIHHOM YMCHBIICHUUM CHMITOMOB; MOBBIIICHUE
YpOBHS (YHKIIMOHUPOBAHUA, HO HEKOTOPBIC CUMMTOMBI OCTAIUCH); 3=MHHUMAJILHOC YIyUIICHUE (HEMHOTO
JIYHIIE ¢ HE3HAYUTENLHBIM KTMHUYECKH 3HAYMMBIM YMCHBIICHUEM CUMITOMOB UM 0€3 TAKOBOTO; MPEACTABIIACT
OYECHb HE3HAYUTEIHHOC U3MCHCHUE OCHOBHOTO KITMHUYECKOTO CTaTyCa, YPOBHSA JCUCHUS UM (YHKIIMOHATBHBIX
BO3MOXHOCTEH); 4=0¢3 U3MEHEHUI MO CPABHEHHUIO C UCXOAHBIM YPOBHEM (CHMIITOMEI IO CYIICCTBY HE U3MCHHU-
JIUCh); S=MUHMMAJIBHO XyXke (HEMHOTO XyXe, HO MOXET HE UMETh KITMHUYCCKOTO 3HAYCHUS; MOXKET NPEACTaB-
JIATH OYEHb HE3HAYUTEIFHOE U3MEHEHHE OCHOBHOTO KJIIMHMYECKOTO CTATyca WU ()YHKIIMOHAIHHBIX BO3MOXHO-
CTell); 6=HaMHOTO XyXe (KIMHMYCCKM 3HAYMMOE YCUJICHHE CHMIITOMOB U CHIDKCHHE ()YHKIMOHATHHOCTH);
7=04eHb CUJIBHOC YXVIIICHUE ¢ MOMEHTA Haydaja jJcueHus (TSxKenoe 000CTPEHUE CUMITOMOB U NMOTEPS QYHK-
nuit). Cm., Hanpumep, padoty Busner J, Targum SD. The Clinical Global Impressions Scale: Applying a Re-
search Tool in Clinical Practice. Psychiatry (Edgmont) 2007; 4 (7): 28-37, xoTopas MOJHOCTHIO BKIIIOYCHA B Ha-
CTOSIIIEE OMHCAHHUE B KAYECTBE CCHUIKH.

JpyruM MHCTPYMEHTOM OLICHKU ABJISAETCH 00Ilee KIMHUYeCKoe BneyaTneHue ot Tsokectd (CGI-S), B koTo-
poM ucronb3yeTes 7-6amnpHas mikana Jlalikepra JUIs OLEHKM TSDKECTH AMCKMHE3MHM CIEAYIONMM o6pa3oM (c
OMOPHBIMU TOYKAMHU JJ1s BEIOOpA HauOOJee MOAXOAAIIETO YPOBHA TsxecTd, BeizBaHHOro DCP): 1=HOpManbnas
(coBceM He 0ONEH, CUMIITOMBI PacCTPOICTBA OTCYTCTBYIOT B TCUCHUE 7 MHEH); 2=norpaHuyHas (He3aMeTHasd
WM TIpearojiaraeMas marojiorus); 3=merkas (YeTKO YCTaHOBJICHHBIC CHUMITOMBI C MHUHHUMAJIBLHBIM PacCTpOii-
CTBOM HJIU TPYAHOCTSAMU B COIMATBHON W/WNU NMPOdecCUOHATBHON ACATEIBHOCTH, CCNIUM TAKOBBIC UMEIOTCH);
4=ymepeHHas (SBHBIC CUMITOMBI, BBI3BIBAIOIIUE 3aMETHBIC, HO YMEPEHHBIC ()YHKIIMOHATIHHBIC HAPYIICHUS UITH
JUCTPECC; YPOBCHh CUMIITOMOB MOKET MOTPEOOBATh MpUEMa JIEKapCTB); S=BhIpakKCHHAs (HABSA3UUBBIC CHUMIITO-
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MBI, KOTOpBIE BHO HApyIMIAIOT CONUAIBHYIO/NPOdecCHOHANBHYIO QYHKIMIO HIIH BHI3BIBAIOT HABS3YMBLIC YPOBHH
aucTpecca); 6=Tskenas (JCCTPYKTHBHBIE CHMIITOMBI, TTOBEJCHHE U (YHKIMH YACTO 3aBUCAT OT CHMITOMOB,
MOXXET NOTPebOBAThCA MOMOIIb APYTUX); 7=KpaiHAsf (CUMNTOMBI PE3KO HApyIIalOT MHOTUE XU3HEHHEBIC (YHK-
IIMM; MOXET OBITH TOCIUTATU3UPOBAH).

JIpyruM MHCTPYMEHTOM OLEHKHM SBIAECTCS KOMIBIOTEPHO-aaNTUPOBAHHBIA MHBEHTAPHBIH TECT JUIA OLEH-
ku unBamunHocty y aereit (PEDI-CAT), koTopblit npencTaBiaeT co00i KITUHUYESCKYIO OLICHKY 111 AeTeiH U MO-
nonexu. PEDI CAT Bxmovaer B ce6s 00mMpHBIH 6aHk U3 276 QyHKIMOHAIBHBIX 1€HCTBUIA, NPHOOPETEHHBIX B
MIIaJICHYCCTBE, ACTCTBE U IoHOCTU. CM., HampuMep, padoty Dumas HM, Fragala-Pinkham MA. Concurrent Va-
lidity and Reliability of the Pediatric Evaluation of Disability Inventory-Computer Adaptive Test Mobility Do-
main. Pediatric Physical Therapy 2012; 24: 171-76, xoTtopas NONHOCTBIO BKIIOUEHA B HACTOSIEE ONUCAHUE B
KaueCTBE CCHIIKH.

JlpyrumM MHCTPYMEHTOM ONECHKM SBNSETCS NeauaTpuueckas MHBEHTapu3anus kayectsa »xu3Hu (PedsQL),
KOTOPBIH NpeAcTaBIseT co00il HHCTPYMEHT OLIEHKH KaueCTBa XH3HHU, CBA3AHHBIA CO 3710pPOBBHEM, KOTODBIH CO-
CTOUT M3 XOPOIIO NPOBEPEHHOro 00Inero 6a30BOro MokaszaTeds M HEKOTOPBIX MOMYIEH /Ul KOHKPETHBIX CO-
cTosiHuit u 6onesHeit (padora Vamni, JW et al. The PedsQL™ in pediatric cerebral palsy: Reliability, validity, and
sensitivity of the Generic Core Scales and Cerebral Palsy Module. Developmental Medicine and Child Neurol-
ogy 20006; 48: 442-49, xoropas MOTHOCTHIO BKIIOYCHA B HACTOSIEE OMUCAHUE B KAYECTBE CCHUIKM). Moaynb
PedsQL 3.0 CP u3 35 nynkToB BrIrouaeT B ceOs 7 mkan: (1) exenHeBHble neiictBus (9 nyHKTOB); (2) MIKOJLHBIE
Meponpustus (4 npeamera); (3) nBMKeHUE U paBHOBecue (5 mMyHKTOB); (4) Oomb u 6oib (4 npeamerta); (5) ycra-
nocTh (4 myHkTa); (6) ena (S HauMeHoBaHui); u (7) peus u obmenue (4 nyHkTa). B MHCTPYKIMAX CHpamIuBaeT-
s, HACKOJIBKO CEPhE3HON MpobIeMoit ObUT KaXKAbIH d1eMeHT 3a | nocnennuii Mecsau. S-bamnpHas mkana orse-
TOB HCIIOJIB3YETCSA B CAMOOTYETE peOEHKA M OTHYETE Ha POJUTEIHCKOM MTPOKCH CIEAYIOMMM 00pa3oM: O0=HuKoraa
He ObIJI0 NMpobIeMoii; 1=nouru HUKOrAa He npobieMa; 2=HHorjaa npobneMa; 3=yacto npobieMa; 4=mouTH Bce-
raa npobaema.

JpyruM MHCTPYMEHTOM OLEHKU ABIAETCA 00OlIee BrevyaTieHue nanuenTta ot yayumenus (PGI-I), kotopstit
HpeICTaBIAET cO00H BONMPOCHUK € OJTHUM 3JIEMEHTOM JJIS OLEHKU BIEUYATICHUS NMAalMEHTa 00 YIy4YIIEHUU CUM-
NTOMOB JTUCKMHE3UHU TTOCIE Hawyana onmucaHHoi tepanuu. PGI-I sBnsercs pe3yapraToM, cOOOIaEMbIM NalUEH-
TOM, KOTOpBIH HamnpaBicH Ha OLECHKY BCEX ACMEKTOB 3/I0POBbS MAlMEHTa U ONpEACICHUE TOTO, MPOU3OIIIO JIU
obIee yny4ymeHue CUMITOMOB auckuHe3ud. IlanmeHTt nomkeH BbIOpaTh | OTBET M3 BapMAHTOB BH3YalbHOTO
otBeta ("'cMailuku'"), KOTOPBIIl HAUOOJIEE TOYHO OMUCHIBACT €ro/€¢ COCTOSHUE 3J0POBhS M OOIIECE COCTOSHUE!
|=3HAYUTEIHHO YNYYIIMIOCH (C MOMEHTA Hayaja JIeUeHHs), 2=HECKOJbKO YIYYIIMIOCH, 3=0e3 H3MEHEHHII;
4=HeCKOIbKO XyKe; SSHAMHOTO XyXKe (C MOMEHTA HavaJa JICUCHUS ).

Ente omHUM MHCTPYMEHTOM OLEHKH SBIAETCS 00Ias MOTOpHAS IIKana YHU(GHUIMPOBAHHOM OLEHKH 00JIe3-
Hu Xanrtuarrona (UHDRS-TMS), pxmrouaromast 15 MyHKTOB U OLICHUBAIOIIAS JBUXKCHUA TJ1a3, peyb, Yepeaylo-
ImMecs ABMXKECHUS PYK, AUCTOHHUIO, Xopeto u nmoxoaky. UHDRS-TMS paccuursiBaetcst kak cymma 31 oneHkH
MOTOPHKH, KaX/as U3 KOTOpPBIX UMeeT nuanazol ot 0 10 4 Gamno. ObImelt MUHUMAIBHOM oneHKOH sBiseTcs 0
(oTcyTcTBYET), @ MakcuManbHO# 124 (xyamas). Equnas mkama oneHkd 00ye3HH XaHTUHTITOHA T 0OIIeH Mak-
cumansHoi xopeu (UHDRS-TMC) sBasercs wacteio oneHk UHDRS-TMS u onieHUBaeT TAXecTh XOpeu B JTHU-
e, pTy, TYJOBHUIE U 4 KOHEUHOCTAX. MUHUMAIBHBIM OamtoM sBisiercs 0 (OTCYTCTBYET), MAKCUMAJIBHBIM Oal-
JoM sBisercs 28 (oTMeueH/mpojyieH). Enunas mkana oneHku 00je3HM XaHTUHITOHA Ui OOImICH MakCHUMallh-
Hoit nuctonud (UHDRS-TMD) sBnsetcs yacteio onieHkd UHDRS-TMS u onieHUBaeT TseCTh TUCTOHUU TYJI0-
BUIIA U 4 KOHEUHOCTeH. MUHUMaNbHBIM GasnoM sBisercs 0 (OTCYTCTBYET), @ MAaKCUMAJILHBIM OallioM SBIAETCS
20 (otMeuen/mpoanen). CM., Hanpumep, padoty Huntington Study Group. Unified Huntington's Disease Rating
Scale: reliability and consistency. Huntington Study Group. Mov Disord 1996; 11(2):136-42, xotopas mojHo-
CTHIO BKJIOUCHA B HACTOSAIIEE ONMCAHUE B KAYECTBE CCHUIKH.

JlpyruM MHCTPYMEHTOM OLIEHKH fABIAETCS KaHajackas Mepa npousBoautensHoctH Tpyaa (COPM). COPM
pa3paboTaHa A OIEHKH pe3yIbTaTOB MAIMEHTOB B OTHOIIEHUH YX0Aa 3a co00#, MpOoIyKTUBHOCTH U aocyra. C
UCTIOJIF30BAaHUEM TTONYCTPYKTYypupoBaHHOTO HHTEpBLI0 COPM npencraBnser coboit S-3TanmHblil mponecc, KOTo-
pBIi U3MepsSeT UHAUBUIYAIbHbIE, BBIABICHHBIEC MAIIMEHTOM NPOOIEMHBIE 00NACTH B MOBCETHEBHON JIEATENBHO-
ctu. [lonyyeHs! 1B ONEHKH: 3a pE3yIbTATUBHOCTH U YOBIETBOPEHHOCTH paboroil. Law M, et al. The Canadian
occupational performance measure: an outcome measure for occupational therapy. Can J Occup Ther 1990 Apr;
57 (2): 82-7, NONHOCTHIO BKIIOUEHHYIO B HACTOAIIECE OMUCAHUE B KAUECTBE CCHLIKH.

B HexoTophIX acnexTax 6e30macHOCTh JeueHus usmepsercs KoaymOuiickoil mxanoit oleHKH CTENEHH TH-
xect cynnuaanbHocTd (C SSRS), xoTopas uaMepser 4acTOTy M TSHKECTh CYMIIUTANBHBIX MBICNIEH MM NOBEe-
Husa. CwM., Hanpumep, padorty Posner K, et al. The Columbia-Suicide Severity Rating Scale: Initial Validity and
Internal Consistency Findings From Three Multisite Studies With Adolescents and Adults. American Journal of
Psychiatry 2011; 168 (12): 1266-77, TONHOCTHIO BKIIOUCHHYIO B HACTOSAIICE OMUCAHUE B KAYECTBE CCHLIKH.

B HekoTOpBIX BapuaHTaxX OCYIIECTBICHHUS CHOCOOOB IO PACKPBITHIO MAaTOJOIMYECKHUE HENPOU3BOIBHBIC
JBIKEHUS ManueHTa, cBa3anuble ¢ DCP, uaMepsrorcst no MeHpIIeH Mepe OTHMM MHCTPYMEHTOM JUIS KIHHHUYE-
ckoit onenku. Hampumep, B HEKOTOPBIX aCHEKTaX CNOCOO0B MO PACKPBITHIO MATOJOTHUECKHE HEMPOU3BOJIBHEIE
JBIXKEHUS NManuenTa, cazaHuele ¢ DCP, u3mepsiores no kpaiiHeit Mepe 0THUM HHCTPYMEHTOM H3

MH/IEKCA IIKaJIbl OLCHKU IBUraTeIbHOr0 paccTpoiicTsa y aereit (MD CRS);
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IIKaJIB! 0OIIIEr0 BNEYaTIeHUs oneKyHa 06 yinyumeHuu 310poBbs (CaGI-1);

KIMHUYECKoro obmero BneyarieHus yayumenus (CGI-I);

001Iero KITMHUYECKOTO BrieyariacHus o creneHu tsxectd (CGI-S);

KOMIBIOTEPHO-aAaNITUPOBAHHOTO UHBEHTAPHOTO TECTA 1T OlleHKH uHBanuaHocTH v neteit (PEDI-CAT);

neauaTpUuecKoil HHBeHTapU3auu kayecTsa xu3Hu (PedsQL);

oOmiero BnevyatTieHus nanuenTa ot ynyumenus (PGI-I);

€IMHOM IIKaIbl ONCHKU 00J¢3HN XaHTHHITOHA - 001Ieit MoTopHoii oneHkd (UHDRS-TMS);

KoxymOwuiickoii mikanel crenenu tsxectd cynnuaansHoctd (C SSRS) kananckoit Mepsl MPOU3BOAUTEID-
Hoctu Tpyaa (COPM).

B HExOTOpBIX BapHaHTax OCYILECTBIEHUS CIOCOO0OB MO PACKPBITUIO MATOJOTMYECKUE HENMPOU3BOJBHBIE
JBIDKEHUS ManueHTa, cBsizaHueie ¢ DCP, usMepsrores mo Mensmeit mepe oguuM u3 a) MD-CRS, gacts II; b)
MD-CRS, gacts I; ¢) CaGI-I; u d) CGI-I.

B HEKkOTOpHIX BapMaHTax OCYIIECTBICHUS YMEHBIICHHE NMATOJOTHYECKMX HEMPOM3BOIBHBIX ABMIKCHUIM,
cBsa3aHHbIX ¢ DCP, nemoHCcTpUpyeTCs MO MEHBIIEH Mepe OTHUM U3 CIEAYIOMUX NOKa3aTeNei:

a) cHmkeHue odbmero 6anna MD-CRS, wacts I, mo cpaBHEHUIO ¢ UCXOTHBIM YPOBHEM MPOMUCXOIUT K 15
15(91 (S X

b) cumxenue obmero 6amta mo MD-CRS, yacts I, no cpaBHEHHIO ¢ HCXOHBIM YPOBHEM NPOUCXOAUT K 15
15(91 (S X

¢) camxenue nokasarens CaGI-I ot uCXoHOTO YPOBHS MPOUCXOAHUT k 15 Henene; u

d) camxenue nokasarens CGI-1 ot ucxoaHOTO YpOBHS MPOUCXOMUT K 15 Henerne.

B HexOTOpBIX BapHaHTax OCYILECTBICHUS CIOCOO0OB MO PACKPBITUIO MATOJOTMYECKUE HENMPOU3BONBHBIE
JBIKEHUS NMalMeHTa, cBsa3anuble ¢ DCP, u3Mepsiorcs no M3MEHEHHUIO OT MCXOAHOTO YPOBHS 10 YpOBHA K 15
Heaene B 6amne MD-CRS, gacts 11

B HEKOTOPBIX BapUaHTaX OCYILECTBJIEHHUS CIIOCOOOB MO PACKPBITHIO Y MAIMEHTA HA UCXOHOM YPOBHE 00-
muit 6amn cocrasnser 28 no nynkraMm MD-CRS, uacTs I1.

B HEKOTOPBIX BapUaHTaX OCYILECTBJIEHHUS CIIOCOOOB MO PACKPBITHIO Y MAMEHTA HA UCXOHOM YPOBHE 00-
muit 6amn cocrasiser >10 no nynkram MD-CRS, wacts I1.

B HEKOTOPBIX BapUaHTaX OCYILECTBJIEHHUS CIIOCOOOB MO PACKPBITHIO Y MAIMEHTA HA UCXOHOM YPOBHE 00-
muit 6am cocrasnser >12 no nynkram MD-CRS, wacts I1.

B HEKOTOPBIX BapUaHTaX OCYILECTBJIEHHUS CIIOCOOOB MO PACKPBITHIO Y MAIMEHTA HA UCXOJHOM YPOBHE 00-
muit 6amn cocrasnser >14 no nynkram MD-CRS, wacts I1.

B HEKOTOPBIX BapUaHTaX OCYILECTBJIEHHUS CIIOCOOOB MO PACKPBITHIO Y MAIMEHTA HA UCXOJHOM YPOBHE 00-
muit 6amn cocrasnsger =16 no nynkram MD-CRS, wacts I1.

B HEKOTOPBIX BapUaHTaX OCYILECTBJIEHHUS CIIOCOOOB MO PACKPBITHIO Y MAIMEHTA HA UCXOJHOM YPOBHE 00-
muit 6amn cocrasnser >18 no nynkram MD-CRS, wacts I1.

B HexOTOpBIX BapHaHTaxX OCYILUECTBICHUS CIOCOOOB MO PACKPHITUIO OOUIMI Oain y MalnueHTa Ha UCXOA-
HOM ypoBHe cocTasiseT 220 no nynkram MD-CRS, wacts II.

B HexoTOpBIX BapHaHTax OCYILECTBIEHUS CIOCOO0OB MO PACKPBITUIO MATOJOTMYECKUE HENMPOU3BONBHBIE
JBIKCHUS MalMeHTa, cBsa3anHble ¢ DCP, u3Mepsiorcs no M3MEHEHUIO OT MCXOAHOTO YPOBHS 0 YpOBHA K 15
Heaene B 6amne MD-CRS, wacts 1.

B HEkoTOpBIX BapuaHTax OCYLIECTBIECHUS CNOCOOOB MO PACKPBITUIO 00U Oamn mamueHra mo vactu I
MD-CRS cuuxaetcs npumepHo Ha 1-8 OanIoB Mo CpaBHEHUIO ¢ UCXOJHBIM YPOBHEM. B HEKOTOpBIX BapHaHTax
OCYILECTBJICHUS CITOCOOOB 1O pacKpbITHIO 00mmuii 6amt nanueHTa mo yactd | MD-CRS cHuxaercs mpuMepHo Ha
2-4 Gayia 1Mo CpaBHEHUIO C UCXOAHBIM YPOBHEM. B HEKOTOpBIX BapHaHTax OCYIIECTBICHUS OOMHUI O6ann nanu-
enrta no yactu I MD-CRS cHmxaercs no MeHpleil Mepe Ha | Gam Mo CpaBHEHMIO C MCXOMHBIM YpoBHEM. B
HEKOTOPBIX BapHaHTaX OCYIIECCTBIEHUS oOmuit 6amn nanuenra no yactd I MD-CRS cHmxaercs no meHsleit
Mepe Ha 2 0auia Mo CpaBHEHHIO C MCXOAHBIM YPOBHEM. B HEKOTOpBIX BapHaHTaX OCYIIECTBICHUS OOIMH Oand
nanuenTa o yacti I MD-CRS cHuxaercs nmo MeHblei Mepe Ha 3 6aiuia 1o CpaBHEHHUIO C UCXOTHBIM YPOBHEM.
B HexoTOpHIX BapHaHTax OCYIIECTBICHUS 00muii 6amt nanuenta no yactu I MD-CRS cHmxkaercs mo MeHbei
Mepe Ha 4 06auta o CpaBHEHHIO C MCXOAHBIM YPOBHEM. B HEKOTOpBIX BapHaHTax OCYIIECTBICHHUS OOIMH Oand
nanuenTa no yactu [ MD-CRS cHmxaetcs mo MeHblueif Mepe Ha S 6anoB MO CPaBHEHHIO C UCXOIHBIM YPOB-
HeM. B HexoTOphIX BapuaHTax oCyIlecTBIeHHs oOummii 6ann manuenrta no yactd I MD-CRS cHmxaercs mo
MEHBIIEi Mepe Ha 6 GannoB MO CPaBHEHHMIO C UCXOTHBIM YPOBHEM. B HEKOTOPBIX BapHMaHTaX OCYIECTBICHUS
o0muit 6amn nmanuenta no yactu I MD-CRS cHmxaercs no mensueit Mepe Ha 7 6a/ioB IO CpPaBHEHHIO € MC-
XOJTHBIM YPOBHEM. B HEKOTOPBIX BapHaHTaX OCYIIECTBACHUS obmmid 6ant nanuenTa no yactu I MD-CRS cuu-
’aeTcs Mo MEeHbIIEH Mepe Ha 8 6aIoB 10 CPaBHEHMIO C UCXOAHBIM YPOBHEM. B HEKOTOpHIX BapHaHTax OCyIle-
CTBJICHHUS CIIOCOOOB MO PacCKPBITHIO CHIKEHHE obmiero 6anma MD-CRS, yacts I, packpsIToe B HACTOSIIEM ONHU-
caHuy, HabmoAaeTcs yepe3 15 Henenb OT Hayata Je4eHUs. B HEKOTOPBIX BapUAaHTaX OCYILECTBIEHHUS CIOCOOOB
0 PacKphHITUIO cHIbkeHME obmero 6amma MD-CRS, yacts I, packpbiToe B HaCTOSAIIEM ONMUCAHUM, HAOIIOAAaETCS
B TEUCHHUE N0 MEHBIIEHN Mepe 15 Henenb OT Hayana JeueHuUs.

B HexOTOpBIX BapHaHTax OCYILECTBICHUS CIOCOO0OB MO PACKPBITUI MATOJOTMYECKUE HENMPOU3BOJIBHBIE
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JIBWKCHUS MAlMEHTa U3MEPSIOTCS 10 U3MEHEHUIO OT MUCXOIHOr0 YPOBHSA /10 15 Heaenu mo pedTHHroBOH Iikase
CaGI-1.

B HexOTOpHIX BapHaHTaX OCYIIECTBICHUS CIIOCOOOB 1O pacKpbITUiO nokasarenb CaGl-1 manuenTa cHmka-
ercs npuMmepHo Ha 0,2-0,8 6aima mo CpaBHCHHUIO ¢ UCXOTHBIM YPOBHEM. B HEKOTOpBIX BapHaHTaX OCYIICCTBIIC-
HUS crToco00B MO packpbiTuio nokazatens CaGI-1 nanuenTa cHuwxaercs npumepHo Ha 0,5-0,7 6amna mo cpaBHe-
HHMIO C MCXOJHBIM YpOBHEM. B HEKOTOpBIX BapHaHTax OCYLIECTBIEHUS CHOCOOOB IO PACKPHITHIO NOKA3aTeib
CaGI-I manuenTa cHmxkaercs o MeHslei Mepe Ha 0,2 6ana Mo CpaBHEHHUIO ¢ UCXOIHBIM YpoBHEM. B HexoTo-
PBIX BapHaHTaX OCYILECTBICHUS CNOCOO0B MO pacKpbITHIO Noka3arenb CaGIl-1 manuwenTta cHuXaercs Mo MEHb-
meit Mepe Ha 0,3 Gayta no cpaBHEHHUIO C HCXOAHBIM YPOBHEM. B HEKOTOPBIX BapHaHTaX OCYIIECTBICHHS CIIOCO-
60B 1o packpsITHio nokaszatens CaGl-I nanuenra cHmxaercs no MeHslei Mepe Ha 0,4 6aIa Mo CpaBHEHUIO C
UCXOTHBIM YPOBHEM. B HEKOTOPBIX BapUaHTaX OCYIICCTBICHHUS CIOCOOOB MO PAacKphITUIO Mokazarenas CaGI-I
NalMeHTa CHUXKAETCS MO MeHbIel Mepe Ha 0,5 6ania mo cpaBHEHHUIO C UCXOJAHBIM YPOBHEM. B HEKOTOpHIX Ba-
pHUaHTax OCYIIECTBIEHHS CIIOCOO0B 10 packpbITHIO Mokaszatens CaGl-I1 mamyenTa cHuxaercs Mo MeHbIIEH Mepe
Ha 0,6 Gaya o cpaBHEHMIO C UCXOHBIM YPOBHEM. B HEKOTOPBIX BapHaHTax OCYIIECTBIEHUS CIIOCOOOB MO pac-
KpbITUio nokasaTenb CaGl-I namuenTa cHmxkaercs no MeHpliel Mepe Ha 0,7 6a1a Mo cpaBHEHUIO C UCXOTHBIM
ypoBHEM. B HEKOTOpBIX BapHaHTaX OCYIIECTBIECHUS CHOCOOOB MO PACKPHITHIO CHIbKeHHE mokaszarens CaGI-,
PacKphITOE B HACTOSIIEM JOKYMEHTE, Habmonaercs yepe3 15 Heenb OT Hayana JeueHus. B HekoTopbIX BapuaH-
Tax OCYIIECTBIEHHS crIOCOOOB MO PacKphITUIO CHIKeHHe noka3arens CaGl-I, packpeiToe B HacTOsIIEM OnHca-
HMHM, HaOII0aeTcs B TEUEHHUE N0 MEHbIEH Mepe 1S Heensb OT Hayana JIeueHus.

B HeEkOTOpBIX BapuaHTaX OCYIIECTBICHHUS CHOCOOOB IO PACKPBITHIO MAaTOJOTMYECKHUE HENPOU3BOIBHBIC
JBHXXCHHUS MAlMEHTA M3MEPAIOTCSA 10 M3MEHEHHMIO OT MCXOTHOTO YpPOBHS 0 YPOBHA K 15 Heaene mo mkane
ouenku CGI-L.

B HEkOTOpBIX BapHaHTax OCYIIECTBIECHHS CIIOCOOOB MO packpbiTHIO Mokazatenb CGI-I manuenra cHuxa-
ercs npuMmepHo Ha 0,2-0,8 6anma Mo CpaBHCHHUIO ¢ UCXOTHBIM YPOBHEM. B HEKOTOpBIX BapuaHTaX OCYIICCTBIIC-
HUs cIoco00B MO packpbITio nokazarenb CGI-I manuenra cHkaeTcs npumepHo Ha 0,5-0,7 Gamna mo cpaBHe-
HMIO C MCXOJHBIM YpPOBHEM. B HEKOTOpBIX BapHMaHTax OCYLIECTBJIEHUS CHOCOOOB IO PACKPHITHIO NOKA3aTeib
CGI-I nanuenra cHmwxaercs no MeHsleil Mepe Ha 0,2 6ania Mo CpaBHEHMIO C UCXOIHBIM ypoBHEM. B HekoTto-
PBIX BApPMAHTAX OCYIECTBICHHUS CIIOCOOOB MO packpbITHIO Nokazatenb CGI-I manuenTa cHmxaeTcs o MEHbIIEH
Mepe Ha 0,3 6anya Mo CpaBHEHHIO C UCXOJHBIM YPOBHEM. B HEKOTOpBIX BapHaHTaX OCYILECTBICHHS CIIOCOOOB
no packpbiTHio nokasarenb CGI-I nanuenra cHmkaercs no MeHsluei Mepe Ha 0,4 6anima Mo cpaBHEHHIO C HC-
XOJHBIM YPOBHEM. B HEKOTOPHIX BapHaHTax OCYIIECTBICHUS cOCO00OB MO packpbiTuio nokazarens CGI-1 nanu-
€HTa CHI)KAeTCs 1Mo MeHbeit Mepe Ha 0,5 Ganna Mo cpaBHEHMIO ¢ UCXOTHBIM YpOBHEM. B HekoTOpHIX BapHaH-
Tax OCYILECTBICHUS CIIOCO0O0B Mo packpbITuio noka3arens CGI-1 manuenTa cHmxaeTes no MeHplel Mepe Ha 0,6
6aJa 1Mo CpaBHEHUIO C UCXOAHBIM YPOBHEM. B HEKOTOPBIX BapHaHTaX OCYIIECTBIECHHS CIOCOOOB IO PacKphbl-
tuio nokasatens CGI-I manuenra cHmxaeTes no MeHsmeit Mepe Ha 0,7 6aj1a Mo CpaBHEHHUIO ¢ HCXOAHBIM YPOB-
HeM. B HEexoTOpBIX BapHaHTax OCYIIECTBICHUS COCOOOB MO packpbITHIO cHIkeHHEe nokasarens CGI-1, packpsl-
TOE B HACTOSAIIEM ONMCaHHHU, HabmoaeTcs yepes 15 Hemenb OT Hayana JeueHus. B HEeKOTOphIX BapHaHTax ocy-
IECTBJICHUS CHOCOOOB IO packpbITHIO cHIkeHUe nmokazarens CGI-1, packppiToe B HACTOSAIIEM ONMHCAHUM, Ha-
6mroaeTcs B TEUEHHME IO MEHBIIEH Mepe 15 Heaenp oT Havasa JIeueHHUs.

B HexoTopbIX acnekTax crnocob0B pacKphITHS TSKECTh MATOJOIMYECKUX HEMPOM3BOJIBHBIX JBIKEHUH Ma-
nueHTa, cBA3aHHbIx ¢ DCP, cHmkaeTcs Mo CpaBHEHUIO € TSHKECTHIO NMATOJIOTHYECKUX HEMPOM3BONBHBIX JIBHOKE-
HMH NManMeHTa Ha HCXOIHOM YPOBHE.

B HekoTOpBIX acnekTax CHHKEHHUE TSHKECTH NMATOJOIMYECKUX HEMPOU3BOIBHBIX BIKEHHUI NAllUEHTa, CBS-
3anHbIX ¢ DCP, uamepsercs ¢ ucnonszosanueM MD-CRS, vacts I1.

B HexoTOphIX BapuaHTax OCYIIECTBICHHS CIOCOOOB MO PACKPBITHIO OOmMi 6amn nmanueHTta mo yactu I
MD-CRS cumxaercs npumepHo Ha 0,5-10 6an10B 1Mo CpaBHEHHUIO ¢ UCXOJHBIM YPOBHEM. B HEKOTOPEBIX BapuaH-
TaxX OCYIECTBJICHUS CIOCOOOB MO PacKphITUIO 00mmid Gamit manuenta no yactu 1[I MD-CRS cHmkaeTcs mpu-
MepHo Ha 0,5-4 Gania Mo cpaBHEHHUIO C UCXOJHBIM YPOBHEM. B HEKOTOPBIX BapHaHTaX OCYIIECTBICHHUS OOIIUH
6amn nanuenta no MD-CRS, uacts II cHmkaercs mo MeHbIneit Mepe Ha 0,5 6anna mo cpaBHEHUIO ¢ 00mUM Oa-
noMm nanuenta no MD-CRS, yacts I Ha ucxonHom ypoBHe. B HekoTOpBIX BapHaHTaxX OCYIIECTBICHHUS 0OIIuUit
6asn naruenta no MD-CRS, gacrs II cHmxaeTes no Menbleit Mepe Ha | 6am1 o cpaBHEHHUIO ¢ 0OIIUM OaNIOM
nanueHTa 1o MD-CRS, yacte Il Ha ucxoqHoOM ypoBHE. B Ipyrux BapuaHTax OCYILECTBJICHUS 00U O6ant ma-
nuenta 1o MD-CRS, wacts I cHmkaeTcs mo MeHbIIeH Mepe Ha 2 6auta Mo CpaBHEHUIO ¢ 00IMM 0asljioM nanu-
enra mo MD-CRS, uacts II Ha ucxoqHoM ypoBHe. B 1pyrux BapuaHTax OCYIIECTBACHUA OONMIA 6al malueHTa
no MD-CRS, uacts II cHmkaeTcs mo MeHbIeit Mepe Ha 3 Oalia Mo CpaBHEHUIO ¢ 0OMIUM 0alljIoM MalMeHTa 10
MD-CRS, uacts Il Ha ucxonnom yposHe. B apyrux BapuaHtax ocyiiecTBieHHs oOmuii 6amt nanuenra no MD-
CRS, yacts II cHmxaercst mo MeHbIiel Mepe Ha 4 Gaita 1Mo CpaBHEHHUIO ¢ OOIMM 6aioM manueHTa no MD-
CRS, uacts II Ha ucxoaHoM ypoBHE. B npyrux BapuaHTtax ocyuiecTBieHus oommii 6amt nanuenta no MD-CRS,
yacTh II cHMkaeTcs Mo MeHbIIeH Mepe Ha 5 OaIoB MO CpaBHEHHIO ¢ 06mmM OamnoM namuenta mo MD-CRS,
vacTh Il Ha ucxoqHOM ypoBHE. B mpyrux BapuaHTtax ocymiecTBiaeHus oomuii 6amt nanuenra mo MD-CRS, wacts
II cHmkaeTcs Mo MeHbIIeH Mepe Ha 6 6a/UTOB O CpaBHEHUIO ¢ 00muM 6awtoM nmanuenta no MD-CRS, vacts 11
Ha MCXOJHOM YpoOBHE. B Apyrux BapuaHTax ocymiecTBieHUs obmuit 6amt nanuenta no MD-CRS, yacts 11 cHu-
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AeTCS MO MEHBIICH Mepe Ha 7 0alUioB MO CpaBHEHUIO ¢ oOmuM OamioM manuenta no MD-CRS, gacts I Ha
UCXOJTHOM ypoBHE. B npyrux BapuaHTax ocyuiecTBieHus o0muit 6amt nanuenta no MD-CRS, yacts I cHuxa-
€TCs 10 MEHbIICH Mepe Ha 8 06alIoB 1O CpaBHEHUIO ¢ 00mUM OamioM nmanuenta o MD-CRS, wacts II Ha uc-
XOJTHOM ypoBHE. B 1pyrux Bapuantax ocymecTBieHus oomuit 6amt nanuenra no MD-CRS, yacts 11 cHuxaercs
no MeHbIei Mepe Ha 9 6amioB Mo cpaBHEHUIO ¢ 00mUM OamtoM manuenta 1o MD-CRS, yacts I Ha ucxoanom
ypoBHe. B nmpyrux BapuaHTax ocymiecTBiacHUs obmuil 6amn nanueHta mo MD-CRS, uvacts Il cHmxkaercs mo
MeHbIIeH Mepe Ha 10 6anioB no cpaBHEHHUIO ¢ 06mmM OamnoM nmanueHta mo MD-CRS, wacts 11 Ha ucxogHoM
ypOBHE. B HEKOTOPBIX BapHUaHTaX OCYIIECTBJICHUS CNOCOOOB MO PACKPBITUIO CHMXkEHHE obOmiero 6amma MD-
CRS, uacts II, packpbeIToe B HACTOAIIEM JTOKYMEHTE, Habmronaeres uepes 15 Hepenp nocie Havana jneueHus. B
HEKOTOPBIX BapUAHTAX OCYIECTBICHUS CIOCOOOB MO PAaCKPBITHIO CHIKEeHUE obuiero 6amma MD-CRS, wacts 11,
PACKpPBITOE B HACTOALIEM TIOKYMEHTE, HAOIIOAETCS B TEUCHUE 110 MEHBIIEH Mepe 15 Heaenb oT Havana JeyeHus.

B HekoTophIX acmekrax CHocoOOB MO PACKPBITHIO ABUraTeNbHAas (DYHKIMS MalMEHTa YAyYIIaeTcs MO
CPaBHEHUIO C BUTATCIBHON QYHKIMEH ManueHTa Ha UCXOTHOM YPOBHE TOCNC BBEICHUS AciTeTpabeHa3uHa. B
HEKOTOPBIX BapUAHTAaX OCYILCCTBICHUA VIYYIIECHHE ABUraTeIbHOH (QYHKIMM NMalMEHTa JECMOHCTPUpPYETCS B
OJTHOM UJTM HECKOJBKUX U3 ceMU 00aacTell Tena, oneHeHHbBIX ¢ noMomsio MD-CRS, yacts II: (1) rma3 u nepuop-
OutanbHas 00yacTh, (ii) auno, (i11) A36IK U OKOJIOPOTOBAA 00NACTh, (1V) mmIes, (V) TyJoBHIIE, (Vi) BEPXHSS KOHEU-
HOCTb U (V11) HHOKHAS KOHEYHOCTbH, WIIM UX KOMOUHAIIUH.

B HekOTOpBIX BapuaHTaX OCYIIECCTBIACHUA NBUraTelbHas GYHKIUS MallMEHTa B IJ1a3y U MepUOPOUTAITBLHON
007acTy Mocje BBEACHUS AcHTeTpabcHa3UHA YIYUIIACTCS 10 CPABHECHUIO C IBUTATENbHOM QYHKIUEH nanueHTa
Ha MCXOJHOM YpPOBHE. B HEKOTOpHIX BapHaHTaX OCYIICCTBICHUS ABUraTelbHAas (YHKIMSA NMallUCHTA B IIa3y U
nepuopOUTaNIbHON 00IacTH Mocjie BBEACHUS AcHTeTpaOcHa3MHA YIYYIIAETCS MO CPABHEHHUIO C JBUrATEIbHOM
G yHKIHKEl manuenTa Ha UCXOAHOM YpPOBHE, YTO JACMOHCTPUPYETCS CHWKCHUEM Oaiia s ria3a U nepuopou-
TansHOi obnactu B MD-CRS, wacts 11, mo cpaBHEHUIO ¢ OLICHKOM HAa HCXOAHOM YPOBHE.

B HexoTOpBIX BapuHaHTaX OCYIICCTBICHUS ABUraTeIbHas (DYHKIUS JTUNA MAlUCHTAa IOCNE BBEICHUS Neii-
TeTpabeHa3uHa yIydIIaeTcs MO CPAaBHCHHUIO ¢ ABUraTeIbHONM QYHKIMEH manueHTa Ha UCXOTHOM ypoBHeE. B He-
KOTOPBIX BApUAHTAX OCYIICCTBICHUA ABUraTeIbHAsS (QYHKIUS JTUIA MAlMEHTa NOCIe BBECHUS AcHTeTpaOeHA3H-
Ha yAyYIIaeTcs MO CPABHECHUIO C IBUraTeIbHON (DYHKIMEH MalMeHTa Ha UCXOJHOM YPOBHE, UTO JACMOHCTPUPY-
eTcs cHibkeHueM Oamna s muna B MD-CRS,; yacts 11, mo cpaBHEHHIO ¢ OIEHKON Ha UCXOJHOM YPOBHE.

B HekOTOpBIX BapuaHTaX OCYIIECTBICHUS JBUTraTeIbHAA QYHKIMUS NallMEHTa HA A3BIKE U B OKOJIOPOTOBOMA
007acTy Mocje BBEACHUS AcHTeTpabecHa3UHA YIYUIIACTCS 10 CPABHECHUIO C IBUTATENbHOM QYHKIUEH nanueHTa
Ha UCXOJHOM YpOBHE. B HEKOTOPHIX BapHaHTaX OCYIICCTBICHUA JABUrateiabHas (QYHKIMS MallMECHTAa B SA3BIKE U
OKOJIOPOTOBOI 00JIaCTH MOCTIe BBEACHUS NeliTeTpaOcHAa3MHA YIIYUIIAETCS 1O CPABHCHUIO € IBUTATCIbHON (YHK-
nuell nauueHTa Ha MCXOJHOM YPOBHE, UTO JACMOHCTPUPYETCA CHIDKEHUEM Oamja s A3blka U OKOJOPOTOBOH
o6mactu B MD-CRS, wacts I, no cpaBHEHUIO C OIICHKOI HA UCXOJTHOM YPOBHE.

B HekoTOphIX BapuaHTaX OCYIICCTBICHUS ABUraTeJbHas (YHKIMA IICH MAUCHTA MOCTC BBEIACHUA Neii-
TeTpabeHa3uHa yIydIIaeTcs MO CPAaBHCHHUIO ¢ ABUraTCIbHOU QYHKIMEH manueHTa Ha UCXOTHOM ypoBHE. B He-
KOTOPBIX BapUAHTAX OCYIICCTBICHUS NBUraTeIbHAA QYHKIMA [ICH MAUCHTA YIYUIIACTCS MOCIE BBEACHUSA ACH-
TeTpabeHa3uHa MO CPAaBHCHUIO C BUTATENBHOM (YHKIMEH ManueHTa Ha UCXOMHOM YPOBHE, YTO ACMOHCTPUPY-
eTcs cHibkeHueM Oamna st meu B MD-CRS, gacts 11, mo cpaBHEHUIO ¢ OLICHKOIT HA UCXOAHOM YPOBHE.

B HExOTOpBIX BapHaHTax OCYIICCTBICHUS JABUraTelbHas (YHKIUA TYJNOBHINA MAMEHTA MOCIC BBEACHUSA
JeiTeTpabecHa3WHA YIYYMIACTCS MO CPABHCHUIO C JABUraTeIbHON (YHKIUEH manueHTa Ha UCXOMHOM ypoBHE. B
HEKOTOPBIX BaPUAHTAX OCYIECTBICHUS ABUraTeIbHAs (QYHKIUSA TYJNOBUIA MAIUCHTA MOCIC BBEACHUA ACHTET-
pabeHa3uHa YIy4IIAETCS O CPAaBHEHUIO ¢ JBUTATENbHONW (yHKIMEH manueHTa Ha MCXOJHOM YPOBHE, YTO JcC-
MOHCTPUPYETCS CHIKeHHeM Oama mis Tynosuma B MD-CRS, gacts I, no cpaBHEHUIO ¢ 6a1IOM Ha UCXOJAHOM
VPOBHE.

B HEKOTOpBIX BapHaHTax OCYIICCTBICHUS JABUraTelbHas (YHKIUA TYJNOBHINA MAIMEHTA MOCIEC BBEACHUSA
JeiTeTpabecHa3WHA YIYYMIACTCS MO CPABHCHUIO C JABUraTeIbHON (PYHKIUEH ManueHTa Ha UCXOMHOM ypoBHE. B
HEKOTOPBIX BApUAHTAX OCYIICCTBICHUA ABUraTeiabHAs QYHKIUS MAIMEHTa B BEPXHUX KOHCUHOCTAX YIIYUIIACTCA
nocJje BBEICHUA NeiiTeTpabeHa3uHa MO CPABHEHUIO C ABUTaTCIbHON (YHKIUEH MallMeHTa Ha UCXOTHOM YPOBHE,
4TO JEMOHCTPHPYETCS CHIDKEHHEM Oanna 1 BepxXHMX KoHeuHoctedt B MD-CRS, uwacts II, no cpaBHenuio c
OLICHKOM HA UCXOIHOM YPOBHE.

B HekOTOpHIX BapHaHTaX OCYIIECCTBACHUA NBUraTeNbHAsS GYHKIUS HIXKHUX KOHCYHOCTEH ManueHTa yiay4-
mIaeTCs MOCe BBECHUS NeliTeTpabcHa3MHa 110 CPABHEHUIO C ABUraTEAbHON (yHKIMEH NallueHTa Ha UCXOAHOM
ypoBHE. B HEKOTOPHIX BapuaHTaX OCYIECTBICHUS IBUTaTelbHAsd (YHKIUA HUKHUX KOHCUHOCTEH manueHTa
nocje BBEICHUS NeiiTeTpaOcHA3MHA YIYUIIAETCS 110 CPAaBHEHHIO C JBUTaTeNbHONM QYHKIMEH MalueHTa Ha uc-
XOJTHOM YPOBHE, 4YTO AEMOHCTPUPYETCS CHIKCHUEM Oasia 17 HIKHUX KoHeyHocTel B MD-CRS, wacts 11, no
CpPaBHEHUIO C OLEHKOM Ha HCXOJHOM YPOBHE.

B HEkOTOpBIX acmekTax CnocoO0B MO HACTOAIIEMY U300PETEHUIO OpaibHast/BepOanbHas QYHKIMS MallUeH-
Ta MOCJIC BBEACHUS AciTeTpabeHa3MHa YIYUIIACTCA MO CPAaBHEHUIO C OpaTbHOM/BepOambHOH GyHKIKel nanueH-
Ta Ha UCXOJHOM YpOBHE. B HEKOTOpPHIX BapMaHTaX OCYIICCTBICHUS OopanbHas/BepOanbHas (YHKIUA MalUeHTa
yIy4IIaeTcs MOCae BBEACHUS AcHTeTpabCcHA3MHA MO CPABHEHHUIO C OpaNIbHOM/BepOaIbHOM (YHKIMEH NmanueHTa
Ha UCXOJHOM YPOBHE, YTO AEMOHCTPUPYETCS CHUXKCHUEM OIICHKU OpanbHOU/BepOanbHoit pyHkiuu B MD-CRS,
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yacTh I. B HEKOTOPBIX BapUaHTaX OCYIICCTBICHUS YCTHBIN/BepOanbHbIil 6amt namuenta no MD-CRS, yacts 1,
cHmxaercs Ha 0,5 Ganna unyu 6osee o CPaBHEHHIO ¢ UCXOAHBIM YPOBHEM. B HEKOTOpBIX BapHaHTaX OCYIECTB-
JICHUSA YCTHBIN/BepOanbHblil 6amn nanuenta no MD-CRS, yacts I, cHikaercs Ha 1 Gant unu 6oiee oT HCXOAHO-
ro ypoBHs. B HEKOTOpHIX BapHaHTax OCYIIECTBICHUS YCTHBIH/BepOanpHblil 6a1n nanuenta no MD-CRS, yacTs
I, cHmkaercs Ha 2 Ganma uiaM Oosee OT MCXOJHOTO YpOBHS. B HEKOTOPBIX BapMaHTaX OCYIIECTBICHHUS YCT-
HBIH/BepbanbHbli 6ant nanuenta no MD-CRS, yacts I camxaercs Ha 3 6amia uiau 6ojee Mo CpaBHEHMIO € HC-
XOJHBIM YpOBHEM. B HEKOTOpHIX BapHaHTaX OCYIECTBICHHUS YCTHBIN/BepOanbHbli 6amwt nanuenta no MD-CRS,
yacThb | cHmkaeTcs Ha 4 6aa Mo CpaBHEHHIO C UCXO/THBIM YPOBHEM.

B HekoTOpBIX acmekTax crnoco0OB MO pacKphITHIO (GYHKIMSA caMOOOCTY)KMBAHUSA NMAlMEHTa MOCHE BBEJE-
HMA AeHTeTpabeHa3uHa yIy4IIaeTcs N0 CpaBHEHHIO ¢ (GyHKIMEH caMo00CTyKUBaHUS MAlMEHTa Ha UCXOAHOM
ypoBHE. B HEKOTOpBHIX BapHaHTaX OCYIIECTBICHUSA (QYHKIHS CAMOOOCITY)KMBAHHUS NMAlMEHTA IOCIE BBEACHUS
JeiTeTpabeHa3nHa yay4IaeTcs N0 CPaBHEHHUIO ¢ QYHKIHUEH caMOOOCTyKMBAaHUS NMAllMEHTa HA UCXOTHOM ypOB-
HE, YTO JIEMOHCTPUPYETCS CHIDKCHHEM IOKazaTens camoobcnyxuBanus no yactu I MD-CRS. Ilokazarens ca-
MoobcayxuBanus mo MD-CRS, wacte I, cHmkaetcs Ha 0,5 6anma unu 6ojee OT UCXOAHOTO YpoBHA. B HekoTo-
PBIX BapHaHTaX OCYILECTBICHUS NOKa3aTelb caMoobcnyxuBanus nanuenra no MD-CRS, wacts I, cHmxaercs Ha
1 Gann unu Oojee N0 CPaBHEHUIO ¢ UCXOAHBIM YPOBHEM. B HEKOTOPBIX BapuaHTax OCYLIECTBICHUS MOKa3aTelb
caMmoo6cayxuBanus namuenta no MD-CRS, wacts I, cHmkaercs Ha 2 6anna uiau 6onee o CpaBHEHHIO C UCXO[I-
HBIM YPOBHEM. B HEKOTOPHIX BapHaHTaX OCYIIECTBICHMS ITOKA3aTelb CAMOOOCITYKMBAaHUS NanueHTa no MD-
CRS, yacts I, cumkaercs Ha 3 6amta M 6oliee MO CPaBHEHHIO C HCXOHBIM YPOBHEM. B HEKOTOPHIX BapHaHTax
OCYILECTBJICHUS TMOKa3aTenb caMoo0cTyxuBanus nanueHtra no MD-CRS, dacts I, cHmxaercs Ha 4 Gamta mo
CPaBHEHHUIO C UCXOTHBIM YPOBHEM.

B HexoTophIX acnekTax cnoco00B HACTOAIIETO PACKPBITHS BHUMaHHE/OUTEILHOCT MAlMEHTa NOCNIE BBE-
JICHUs neiiteTpabeHa3MHa yIy4yIlaeTcs N0 CPaBHEHMIO C BHUMAaHUEM/OAUTEIHHOCTHIO MAIMEHTa HA UCXOTHOM
ypoBHE. B HEKOTOPBIX BapHaHTaX OCYIIECTBICHUS BHUMAHHE/OMUTENFHOCTD MAIIMEHTA NOC/IE BBEICHUS ACHTET-
pabeHa3uHa yIydIaeTcs MO CPaBHEHMIO ¢ BHUMAHHUEM/OAMTEIHHOCTHIO MAIMEHTa HAa UCXOAHOM YPOBHE, YTO
JEMOHCTPUPYETCA CHIDKCHUEM IMoka3aTels BHUMaHUsA/OnuTensHocTy no yactu | MD-CRS. B HexoTopbIX Bapu-
AHTaX OCYIICCTBICHUS MOka3areas BHUMaHus/OautenbHocTd mo MD-CRS, uvacts I, cHmwkaercs Ha 0,5 Gamia
uy 0oJee Mo CPaBHEHHUIO C HCXO/HBIM YPOBHEM. B HEKOTOPBIX BapHaHTaX OCYIIECTBICHUS 1TOKa3aTeNb BHUMA-
HM#/61uTenpHoCTH nanuenTa o yacti | MD-CRS cHmxaercs Ha | Gamn unu 6ojee o CpaBHEHHUIO C HCXOTHBIM
ypoBHEM. B HEKOTOPHIX BapMaHTaX OCYIIECTBICHUS NOKA3aTeIh BHUMAHHU/OAUTEIPHOCTH NALMEHTA 10 YacTH |
MD-CRS cHmxaercs Ha 2 Oamnma wid Ooyiee MO CPAaBHCHUIO ¢ MUCXOAHBIM YPOBHEM. B HEKOTOpBIX BapuaHTax
OCYILECTBJICHUS TOKA3aTeIb BHUMaHUSA/OauTenbHOCTH nanueHTa no yactu [ MD-CRS cHuxaetcs Ha 3 Gamna
Uy 6ojee Mo CPaBHEHHUIO C UCXO/IHBIM YPOBHEM. B HEKOTOPBIX BapHaHTaX OCYIIECTBICHUS ITOKa3aTeNb BHUMA-
HUs/OAUTEIpHOCTH nanuenTa no yactu I MD-CRS cHmkaetcs Ha 4 6aia Mo cpaBHEHUIO ¢ UCXOTHBIM YPOBHEM.

B HexoTOphIX acnekTax cnoco00B N0 PACKPHITUIO NMATOJIOIMUECKHE HEMPOU3BOIBHBIE ABWKCHUS NMAlMEHTA
3HAYUTENBHO MM OYECHB YIYYIIMINCH 110 CPABHEHHUIO C UCXOTHBIM YPOBHEM. B HEKOTOpHIX BapuaHTax OCyIle-
CTBJICHHUS YNyUIICHUE NATOJOTUUECKHX HENMPOU3BOIBHBIX BM)KEHUH MallMeHTa 1EMOHCTpUpYeTcs 6amioM | uiu
2 no mxane oOLIEro BIEYaTIEHUs onekyHa o6 yayumenuy 310poBbs (CaGI-1) uaun 6annom | unu 2 no mxane
obmiero kauHuYeckoro BneyaraeHus ynyumenus (CGI-I).

B HekoTOpBIX BapuaHTaxX OCYIIECTBICHHUS CHOCOOOB IO PACKPBITHIO MAaTOJOTMYECKHUE HENPOU3BOIBHBIC
JIBI)KCHUS MAlMEHTa 3HAYMTEIHLHO YIYYIIMIUCH 10 CPABHEHHUIO ¢ UCXOJAHBIM YPOBHEM, YTO NMPOAEMOHCTPHPO-
BaHO OamioM 2 no mkane CaGI-1.

B npyrux BapmaHTax OCYIIECTBJIEHHS CIOCOOOB MO PACKPBITHIO MATOJOTMYECKUE HENMPOU3BOJIBHEBIC TBH-
KEHUS MalMEeHTa 3HAYUTEIBHO YIYUIIMINCH 0 CPABHEHHMIO C UCXOIHBIM YPOBHEM, YTO MPOJAEMOHCTPUPOBAHO
6asom 2 no mkane CGI-1.

B HeEkOTOpBIX BapuaHTax OCYIIECTBICHHUS CHOCOOOB IO PACKPBITHIO MAaTOJOTMYECKHUE HENPOU3BOIBHBIC
JIBW)KCHUS MAlMEHTa 3HAYMTEIHLHO YIYYIIMIUCH 1O CPABHEHHUIO ¢ UCXOAHBIM YPOBHEM, YTO NPOAEMOHCTPHPO-
BaHo O6amioM | no mxane CaGI-1.

B npyrux BapuaHTax OCYIIECTBIEHHS CIOCOOOB MO PACKPBITHIO MATOJOIMYECKUE HENMPOM3BOJIBHEBIC TBH-
KEHUS MalMEeHTa 3HAYUTEIBHO YIYUIIMINCH 0 CPABHEHHMIO C UCXOAHBIM YPOBHEM, YTO MPOJAEMOHCTPUPOBAHO
6amom 1 mo mxane CGI-1.

B HEekoTOpBIX acnekTax cnoco00B M0 PACKPHITHIO Y MAIMEHTAa HA UCXO/THOM YPOBHE OIIEHKA 110 IIKane 00-
miero kmuHu4eckoro BnevatneHus tsxectd (CGI-S) cocraBnser 4 wmu Boimie. CGI-S u3MepsieT THXKECTh TUCKH-
HE3MU C UCTIONIB30BAHMEM 7-0ajulbHOM IIKalbl: 1=HOpMambHO (COBCEM HE OOJIBHO, CUMITOMBI pacCTpONCTBA
OTCYTCTBYIOT IO NPOIIECTBUM 7 jAHEH); 2=morpaHuyHas (HE3HAYUTENbHAs WJIM NpearnojaracMas MmaTojlorus);
3=nerkas (Y€TKO YCTAHOBJIECHHBIC CUMIITOMBI C MUHUMAJILHBIM PAcCTPOICTBOM MIIM TPYIHOCTSAMH B COIMAIBHOM
W/unu npodecCHOHaIbHON IEATENFHOCTH, €CITU TAKOBBIE UMEIOTCA), 4=yMepeHHas (SBHBIE CUMITOMBI, BBI3bI-
BAIOIME 3aMETHBIC, HO YMEPEHHbIE ()YHKIMOHAIBHBIE HAPYIICHUS MM AUCTPECC; YPOBEHb CUMITOMOB MOXET
noTpeboBaTh NpHEMa JIEKapCTB); S=BhIpaXKCHHAA (HABA3YHMBBIC CUMIITOMBI, KOTOpBIE SBHO HAPYIIAIOT CONUANb-
HYI0/TIpodhecCHOHANBHYIO (DYHKIIMIO MM BBI3BIBAIOT HABS3UMBBIC YPOBHH AUCTpecca); 6=Tsxenas (AeCTPyKTUB-
HBIE CUMIITOMBI, TOBEJICHUE U QYHKIUH YACTO 3aBUCAT OT CUMIITOMOB, MOXKET MOTPEOOBATHCS MOMOIIb APYTHX);
7=KkpaiiHss (CUMITOMBI PE3KO HAapyIIal0T MHOTHE )KU3HEHHBIC QYHKIMH; MOXET OBITh TOCITUTAIU3UPOBAH).
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B HekoTOpBIX acrekTax cnoco0oB MO PacKpPBITHIO NATOJOIMYECKUE HENPOU3BOIbHBIE IBIXKEHUS MALMEHTA,
cBsazannble ¢ DCP, ymenpmmatores mo MeHsieit Mepe Ha 20% 1o cpaBHEHHIO ¢ UCXOIHBIM ypoBHEM. B HexoTo-
PBIX BApHAHTaX OCYIIECTBICHUS M300pPETEHUS NIPOLIEHTHOE CHIDKEHHUE 3KBUBAICHTHO MTPOICHTHOMY U3MEHEHHIO
OLIEHKH M0 OJTHOMY M3 ONMHCAHHBIX 3/16Ch HHCTPYMEHTOB KITHHUUYECKOH OIIEHKH.

B HexoTOpBIX acmeKkTax MalUeHThl, K KOTOPHIM NPUMEHSIOTCS CIIOCOOBI 1O HACTOSAIIEMY PACKPBITHIO, BE-
CAT 1O MEHbIIEH Mepe 12 Kr B UCXOJHOM COCTOSHMM. B HEKOTOPBIX acmekTax j03a COeIMHEHUs (HampuMmep,
dopmyas! (I) unu dopmyms! (I1)), BBoquMas nalueHTy, 3aBUCUT OT MAaCChl MAIIMEHTA U OT TOTO, €CTh JIU Y Malu-
enta Hapymenue CYP2D6. B nacrosmem onucanuu Hapymenue CYP2D6 o3nauaer, 4To ManMeHTy BBOJSAT
cunbHbIi uHrHouTOp CYP2D6 01HOBpEMEHHO € NeiiTeTpabeHa3uHOM, HITH YTO MALMEHT IIJI0X0 METa00NIU3UpYyET
CYP2D6. Ilpumeps! cunabHbIX HHTHOUTOPOB CYP2D6 BrITIOHAIOT GYIIPONHUOH, (DIIYOKCETHH U MAPOKCETHUH.

B HekoTOpBIX BapHaHTaX OCYIIECTBICHUS CIOCOOOB MO PACKPBHITHIO MAIMEHT BeCUT OT 12 kr no <17 kr,
Hampumep, 12, 13, 14, 15 umu okono 16 kxr, U ManMEeHTy BBOMAAT €XCTHEBHOE KOIUUECTBO AcHTeTpaOcHA3MHA
MEHEE MJIM PaBHO NMpuMepHO 24 Mr, ecnu y namuenta Het HapymeHus CYP2D6; umu manueHTy BBOAAT €xkKe-
JIHEBHOE KOJMYECTBO JeiiTeTpabeHa3nHa, MEHBIIEE UM PaBHOE NMPUMEPHO 12 Mr, ecnu y manueHTa UMEeTcs
Hapymenue CYP2D6.

B HekoTOpBIX BapHaHTaXx OCYIIECTBICHUS CIOCOOOB MO PACKPBITHIO MAlMEHT BecUT oT 17 kr no <30 kr,
HampuMmep, 17, 18, 19, 20, 21, 22, 23, 24, 25, 26, 27, 28 uau okono 29 Kr, U MalMEHTY BBOJAT €XECIHEBHOE KO-
JMYECTBO JeiireTpabeHa3uHa, MEHbIIEe MM paBHOe npuMepHo 30 Mr, ecaM y ManMeHTa HET HapyIICHUS
CYP2D6; unu nanueHTy BBOAAT €KEAHEBHOE KOJIMUECTBO AcHTEeTpabeHa3uHa, MEHBIIEE MM PABHOE MPUMEPHO
18 Mr, ecu y manenTa umeetcs Hapymenue CYP2D6.

B HekoTOpBIX BapHaHTaX OCYIIECTBICHUS CIOCOOOB M0 PACKPBITHIO ManueHT BecuT oT 30 kr no <40 kr,
Harmpumep, 30, 31, 32, 33, 34, 35, 36, 37, 38 umu npuMepHo 39 Kr, U MAUCHTY BBOAAT CYTOYHOE KOJIUYCCTBO
neiteTpabeHa3nHa, MEHbIIEE WIIM paBHOE NMpUMepHO 42 Mr, ecnu y nanuenTta Het HapymeHus CYP2D6; umu
MAIUMEHTY BBOJAT €)XEHEBHOE KOJIMUYECTBO AcHTeTpaOeHA3MHA, MEHBIIIEE UITH PABHOE NPUMEPHO 24 M, ecliy y
nanueHTa ects Hapymenue CYP2D6.

B HekoTOpBIX BapHaHTaX OCYIIECTBICHUS CIIOCOOOB MO PACKPHITUIO MAlMEeHT Becut >40 kr, Hanpumep, 40,
45, 50, 55, 60, 65, 70, 75, 80, 85, 90, 95, 100, 105, 110, 115, 120, 125, 130, 135, 140, 145 umm npumepno 150
KT, ¥ MAIMEHTY BBOJAT CYTOYHOE KONUYECTBO AcHTETpabeHa3uHa, MEHBIIEE UM paBHOE NIpUMepHO 48 Mr, eciu
y nanueHTa Het HapymeHus CYP2D6; unu nanueHTy BBOAAT CYTOHYHOE KOJMUYECTBO AcHTeTpabeHa3nHa, MEHb-
IIeE WIIM paBHOE NMPUMEPHO 36 Mr, ecii y nanuenTa umeercs Hapyuenue CYP2D6.

KoHkpeTHbIE BapHaHTHI OCYIIECTBICHHUS HACTOSAIIETO PACKPBITHS BKIIOYAIOT IEPEUHUCIEHHOE AajIee.

1) Cnoco6 neueHus TUCKMHE3UU NMPH HepeOpatbHOM Mapanuye y 60JbHOrO YeloBeKa, BKIIOYAIOMHUil BBe-
JICHUE MAIMEHTY TepaneBTuYecku 3hdekTuBHOrO komuyecTa coeauneHus Gopmynsl (I) umu dpopmyner (II) umm
UX KOMOMHALUU!

O OH
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o o
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WM ero ¢GhapMaleBTHYECKH MPUEMIEMOI COMM, TIe Ka)XI0¢ MOJOXKEHHUEe, MpeACTaBIcHHOe kak D, uMeer
oboramieHue aciitepueM He MeHbIEe npuMepHO 10%.

2) Cnocob Mo BapUaHTY OCYIICCTBICHUS |, MpUUeM KakI0€ MOJIONKEHUE, MPEACTaBIeHHOE kKak D, umeer
oboraiieHue aciitepueM He MeHbIIE pUMepHO 20%.

3) Cnocob no BapuaHTy OCYIIECTBACHUA |, MpUUYeM Kak[I0€ MOJOXKCHUE, TPEACTaBIeHHOE kKak D, umeer
oboraleHue AciTepueM He MeHble npuMepHo S0%.

4) Cnoco6 mo BapuUaHTY OCYIICCTBICHUS |, MpUUEeM KakI0€ MOJIOKECHUE, MPEACTaBIeHHOE kak D, umeer
oboraleHue AciTepueM He MeHble npuMepHo 70%.

5) Cnocob no BapuaHTy OCYIIECTBACHUA |, MpHUYeM Kak[I0€ MOJOXKCHUE, TPEACTaBIEHHOE kKak D, umeer
oboraiieHue aciitepueM He MeHbIIE pUMepHO 80%.

6) Cnocob 1o BapuaHTy OCYIIECTBACHUA |, MpHUYeM Kak[I0€ MOJOXKCHUE, TPEACTaBICHHOE kKak D, umeer
oboraiieHue aciiTtepueM He MeHbIIE TpUMepHO 90%.

7) Cnocob 1o BapuaHTy OCYIIECTBACHUA |, MpHUYeM Kak[I0€ MOJOXKCHUE, NTPEACTaBIEHHOE kKak D, umeer
oboraiieHue AciiTepueM He MEHbIIE MTPUMEPHO 98%.

8) Crioco6 mo m1000My U3 BAPUAHTOB OCYILECTBJICHUS 1-7, MpUUEM COEAUHCHHE NPEACTaBISCT c000it co-
enuHenue, umeromiee popmyny (I), uau ero hapmaneBTHIECKU TPUEMIIEMYIO COTIb.

9) Crioco6 mo BapuaHTY ocylecTBiIeHUs 8, rae coeaunenue dhopmyasl (I) npeacrapmser coboit neiirerpa-
OcHa3UH.
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10) Cnoco6 mo nr060My U3 BAPHAHTOB OCYIIECTBICHUS 1-7, Ile COCTUHEHUE NMpECTaBaseT coboit coenu-
Henue, umeromiee popmyny (II), umu ero papmManeBTHUECKH TPUEMIIEMYIO COJTb.

11) Croco6 BapuanTta ocymectBieHus 10, mpuuem coenunenue gopmynsl (II) npencrasnser coboit aeii-
tepupoBaHHblil oi-HTBZ unu neiirepupoannsiit f-HTBZ.

12) Croco6 no mo06oMy U3 BapUaHTOB OCYIIECCTBICHUA 1-11, mpuueM BBeIEHUE YKa3aHHOTO COCTUHCHUS
NPUBOUT K CYIIECTBEHHOMY YBEIHYEHHIO MAaKCUMANBHO NEPEHOCUMOH /103b], CHIXKEHUIO TOKCUYHOCTH, YBEIHU-
YECHHUIO MEPUOaA MOTYBBIBEACHUS (ti,) WU CHUXKCHUIO MAaKCUMAIbHOU KOHIEHTpanuu B miasMe (C.c) MUHH-
ManbpHO# 3¢ dexTuBHO 1036 (MED) no cpaBHeHUIO ¢ BBeACHHEM PaBHO3G(HEKTUBHOI 1036 COOTBETCTBYIOIIE-
ro He/leHTepUPOBAHHOIO COCTUHEHHUS.

13) Cnoco6 mo 1:000My U3 BapUAHTOB OCYILECTBIEHUS 1-12, mpuueM TUCKUHE3US OTHOCUTCS K TUCTOHHM-
YECKOMY THITY.

14) Cnoco6 no 11000My M3 BapUaHTOB OCYIIECTBICHHUS 1-13, mpuueM AMCKMHE3US OTHOCHUTCS K XOpEH-
(dhopMHOMY THITY.

15) Cnoco6 no m060My U3 BAPHAHTOB OCYIECTBICHUS 1-14, mpuyeM OOJABHBIM HEIOBEKOM SBISCTCA TE-
JUATPUYCCKUIA MAIlUCHT.

16) Cnoco6 mo 1:000My U3 BApUAHTOB OCYIICCTBICHUA 1-15, mpuueM BO3pacT MallMEHTa COCTABISACT OT 6
no 18 ner.

17) Crioco6 mo mo60oMy U3 BapUAHTOB OCYIIECTBICHUS 1-16, mpuueM NManueHTy AOMOTHUTECILHO BBOASAT
JIOTIOJTHUTETBHBINA TEPAaneBTUYCCKUIA are¢HT.

18) Cnoco6 nedyeHus MUCKMHE3MM NPH LiepeOpaIbHOM Mapaiuye y OOJBHOTO YEIOBEKa, BKIIOYAIONIMH
BBE/ICHUE TMAIMEHTY CYTOYHOTO KOJIMYECTBAa AcHTEeTpabcHa3MHA OT NPUMEPHO 6 MI/AEHb 10 mpuMepHO 48
MI/A€Hb B OJTHOI MIIH IBYX J03aX.

19) Cnoco6 no BapuaHTy OCYIIECTBACHUA |8, mpuyeM IeUCHUE IPUBOIUT K MOANCPKAHUIO UITH YMEHBIIE-
HUIO MATOJOTMYCCKUX HEMPOU3BOIBHBIX IBMKCHUN NManueHTa, cBa3aHHbx ¢ DCP, mo cpaBHeHuto ¢ naronoruyie-
CKUMU HEMPOU3BOJLHBIMU TBH)KCHUSAMHU MAIlMEHTa HA UCXOTHOM YPOBHE.

20) Croco6 1o BapHaHTy OCYIIECTBIEHUS 19, mpuueM JieyeHHEe NPUBOAMT K YMEHBIICHHUIO NATOIOTHYE-
CKUX HETMPOU3BOIBHBIX IBM)KCHUII ManueHTa, cBs3aHHbIX ¢ DCP, Mo cpaBHEHHUIO ¢ MATOJOTHYECKUMU HEIPOU3-
BOJIbHBIMU IBIDKCHUSMU MAIUCHTA HA UCXOTHOM YPOBHE.

21) Cnoco6 no Bapuantam ocyuiecTBieHus 19-20, npuyeM NaToIOrMuecKHe HENMPOU3BOIBHBIEC ABHIKCHUS
U3MEPSIOTCS 110 MEHBIIEH Mepe OHON U3 OLIEHOYHBIX IIKAT:

a) MD-CRS yacrs II;

b) MD-CRS uacrts I

¢) CaGI-I; u

d) CGI-1.

22) Cnoco6 1mo BapHaHTY OCYILECTBICHHUS 21, NpUueM yMEHBIICHUE MATOJOTMYECKUX HENPOU3BOIBHBIX
JBHXECHUI 1EMOHCTPUPYETCS 110 MEHBIIEH MEPE OJTHUM M3 CIETYIOMIUX MOKa3aTeIeH:

a) camkenue 6amna MD-CRS, gacts 11, mo cpaBHEHUIO ¢ HCXOMHBIM YPOBHEM K 15 Henene;

b) camxenue nokaszarens MD-CRS, yacts [, mo cpaBHEHHUIO ¢ UCXOAHBIM YPOBHEM K 15 Heaene;

¢) cumkenue nokazarens CaGI-I ot ucxonHoro ypoBHs k 15 Henene; u

d) camxenune nokaszarens CGI-1 ot ucxoanoro ypoBHs k 15 Henerne.

23) Crioco6 mo BapuaHTy OCYIIECTBICHUS 21 MM BapUAHTY OCYILECTBJICHUS 22, MpUYEM y MalUeHTa 00-
muit 6amn >10 no MD-CRS yactu II Ha ncxoaHoM ypoBHe.

24) Cnoco6 no mo6oMy U3 BapuaHTOB ocyliecTBieHus 20-23, npuyeM TSKECTh NMAaTOJIOTMYECKUX HENpPO-
U3BOJILHBIX JIBUXKCHUI MAlMCHTa CHUXKACTCS OTHOCUTEIBHO TSXKECTU MATOJOTMYECKUX HEMPOU3BOJBHBIX JBH-
KEHUH MalMEeHTa Ha HCXO/THOM YPOBHE.

25) Cnoco6 mo moboMy U3 BapuaHTOB ocymiecTBiacHUs 20-24, mpuyeM aBUraTeabHas GyHKIUS NMalUeHTa
yIy4IEHa 10 CPAaBHEHUIO € IBUTATEIbHOM (DyHKIMEH ManueHTa Ha HCXOTHOM YPOBHE.

26) Crioco6 1o BapHaHTy OCYIIECTBIECHUSA 25, NpUyueM ABUraTeiabHas GYHKIMA HUMEET MECTO B I71a3y M Ie-
puopOUTaIEHON 00NacTH, JNHUIE, A3BIKE U OKOJOPOTOBOH 00IacTH, IIee, TYJIOBHIIE, BEPXHEH KOHEUHOCTH I
HIDKHEH KOHEYHOCTHU UM JTF000# UX KOMOUHAIIMY.

27) Cnoco6 no mo0oMy U3 BapHAHTOB ocyiecTBicHus 20-26, mpuyeM opanbHas/BepOanbHas (yHKIUS
NalMeHTa yIyuIIaeTcs 0 CPaBHEHMIO ¢ OpalbHO/BepOanbHOM (HyHKIMEH nalueHTa Ha UCXOAHOM YPOBHE.

28) Croco6 mo 1r0060My M3 BapHaHTOB ocyuiecTBieHus 20-27, npuueM crocoOHOCTh MalMeHTa K caMoo0-
CITY>KUBAHUIO YIYUIIAETCS OTHOCUTENBHO CITIOCOOHOCTH NMAlMEHTa K caMOOOCITyKMBAHUIO HA HCXOHOM YPOBHE.

29) Cnoco6 no o60My U3 BApHAHTOB ocyIiecTBieHus 20-28, mpuyeM BHUMaHUE/OAUTEILHOCTh NAllUEHTA
yAy4IIAeTCs MO CPAaBHEHHIO C BHUMAHUEM/OIUTENFHOCTHIO NAlMEHTa HA HCXOAHOM YPOBHE.

30) Cnoco6 mo mo60My U3 BapUAHTOB ocyiecTBIeHUS 20-29, mpuyeM NaToJOrHYecKUe HEMPOU3BOJIBHBIC
JBW)KECHUS MAIMEHTA 3HAYUTEIHHO MM OYEHb 3HAYUTEIHHO YIYYIIAIOTCH MO CPABHEHHUIO C MATOJOTHYECKUMHU
HENPOU3BONBLHBIMU TBHKCHUAMY MAIUCHTA HA UCXOTHOM YPOBHE.

31) Croco6 mo 1r000My M3 BaPUAHTOB ocylecTBieHUs 18-30, mpuuyeM ManueHT UMEET OLCHKY 4 UIn
OOJBIIIE TTO IMIKAJIE OICHKH 00IIETr0 KITMHUYECKOro BreyaTaeHus ot TsokecTd (CGI-S) Ha HCXOTHOM YpOBHE.
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32) Cnoco6 mo mo6oMy U3 BapUaHTOB ocyiecTBIeHUs 20-31, mpuyeM NaToJOorHYecKue HEMPOU3BOJIBHBIC
JIBUXXCHUS, CBA3AHHBIC C TUCKMHE3UEH MU 1epeOpanbHOM Napaaude, YMEHbBIIAIOTCS M0 MeHblei Mepe Ha 20%
M0 CPABHEHUIO C MATOJOMMYCCKUMU HEMPOU3BONBLHBIMU ABUXCHUSAMU MAIMEHTA HA UCXOJTHOM YPOBHE.

33) Cnoco6 no mr000My U3 BApUAHTOB OCyIecTBACHUS 20-32, mpuyeM y MalMeHTa HaOMIoaaeTCs CHUXKE-
Hue obmiero 6amna MD-CRS, yacts 11, mo Menbmieit Mepe, Ha 0,5 Gamia OTHOCUTEIEHO UCXOIHOTO YPOBHSL.

34) Cnoco6 no mo00My U3 BapUAHTOB OCyIiecTBACHUS 20-32, mpuyeM y MalueHTa HaOMoaaeTCs CHUXKE-
Hue obmiero 6amta MD-CRS, yacts 11, mo Menbiei Mepe, Ha | 6amn OTHOCUTETEHO UCXOTHOTO YPOBHSA.

35) Cnoco6 no mo60My U3 BapUAHTOB OCyIiecTBACHUS 20-32, mpuyeM y MalueHTa HaOMoaaeTCs CHUXKE-
Hue obmiero 6amta MD-CRS, yacts 11, mo Menbmiei Mepe, Ha 2 6ana OTHOCUTECILHO HCXOTHOTO YPOBHSA.

36) Cnoco6 no mro00My U3 BAPUAHTOB OCyIIecTBACHUS 20-32, mpuyeM y MalMeHTa HaOMIoaaeTCs CHUXKE-
Hue obmiero 6amta MD-CRS, yacts 11, mo Menbpmiei Mepe, Ha 3 6ana OTHOCUTEIBLHO UCXOTHOTO YPOBHSA.

37) Cnoco6 no mr000My U3 BAPUAHTOB OCyIiecTBACHUS 20-32, mpuyeM y MalueHTa HaOMIoaaeTCs CHUXKE-
Hue obmiero 6amta MD-CRS, yacts 11, mo Menbmieit Mepe, Ha 4 6anna OTHOCUTEILHO UCXOTHOTO YPOBHSA.

38) Cnoco6 no mro60My U3 BaApUAHTOB OCyIiecTBACHUS 20-37, mpuyeM y ManueHTa HaOMoaaeTCs CHUXKE-
Hue obmiero 6amta MD-CRS, yacts I, mo MeHbIIeit Mepe, Ha 2 6ajijga OTHOCUTEIEHO UCXOTHOTO YPOBHSL.

39) Cnoco6 no mo00My U3 BAPUAHTOB OCyIiecTBACHUS 20-37, mpuyeM y ManueHTa HaOMIoaaeTCs CHUXKE-
Hue obmiero 6amta MD-CRS, yacts I, mo MeHbIeit Mepe, Ha 3 6ajijga OTHOCUTEIEHO UCXOTHOTO YPOBHS.

40) Crioco6 mo mo060oMy U3 BapUAHTOB ocyllecTBIeHUs 20-37, mpuyeM y NanueHTa HabaroIaeTCs CHIDKeE-
Hue obmiero 6amma MD-CRS, yacts [, mo MeHbIeit Mepe, Ha 4 Gayaa OTHOCUTEIEHO UCXOTHOTO YPOBHSL.

41) Croco6 no mo6oMy U3 BapuantoB ocymiectBieHus 20-40, mpuyueM y nanueHTa HabIHOIaeTCs CHIDKE-
Hue nokaszarens CaGIl-1 mo Menbieit Mepe Ha 0,5 6anaa OTHOCUTENBHO UCXOJIHOTO YPOBHS.

42) Croco6 mo moboMy U3 BapuantoB ocymiectBieHus 20-40, mpuyeM y nanueHTa HaOIHOIAeTCS CHIDKE-
Hue nokaszarens CaGIl-1 mo Menbineit Mepe Ha 0,6 6anaa OTHOCUTENBHO UCXOJIHOTO YPOBHS.

43) Croco6 mo mo6oMy U3 BapuantoB ocymiectBieHus 20-40, mpuyeM y nanueHTa HaOIHOAETCS CHIDKE-
Hue nokaszarens CaGIl-1 mo Menbineit Mepe Ha 0,7 6anaa OTHOCUTENBHO UCXOMIHOTO YPOBHS.

44) Crioco6 mo mo0oMy U3 BapuaHTOB ocymiecTBieHus 20-43, mpuyeM y nanueHTa HaOIrOIaeTCs CHIDKeE-
Hue no mxane CGI-I no menpueit Mepe Ha 0,5 Ganna OTHOCUTEIHLHO HCXOAHOTO YPOBHS.

45) Crioco6 mo mo6oMy U3 BapuaHToB ocymiecTBieHus 20-43, mpuyeM y nanueHTa HaOIHOIaeTCs CHIDKeE-
nue no mixane CGI-1 no Menbieit Mepe Ha 0,6 Gana OTHOCUTEIBHO UCXOTHOTO YPOBHSL.

46) Crioco6 mo mo0oMy U3 BapUaHTOB ocyuiecTBieHus 20-43, mpuyeM y nanueHTa HabIrIaeTCs CHIDKeE-
Hue no mxane CGI-I no menpueit Mepe Ha 0,7 Ganna OTHOCUTEIHHO HCXOAHOTO YPOBHS.

47) Cnocob no mo0oMy U3 MPEABITYIINX BAPUAHTOB OCYILECTBICHUS, MPUYCM MAIUCHT BECUT MO MCHbB-
mieit Mepe 12 KT Ha UCXOHOM YPOBHE.

48) Crioco6 mo BapuaHTy OCYILECTBICHUA 47, mpUuyeM Macca MalMeHTa UCXOTHO COCTABIACT OT 12 KT 110
<17 Kr, ¥ CYTOYHOE KOJUYECTBO BBOAUMOrO JACHTETpabeHA3MHA COCTABISICT MEHBIIE UITH PABHOE NMPUMEPHO 24
MT, ecni y manueHta Het HapyiieHuss CYP2D6; unu MeHbllle WM paBHOE NPUMEPHO 12 Mr, eciu y MalueHTa
ects Hapymenue CYP2D6.

49) Cnoco6 1o BapUaHTy OCYIECTBICHUS 47, MpUYEeM Macca MalMeHTa Ha UCXOJHOM YPOBHE COCTABIACT
ot 17 xr 1o <30 Kr, 4 MpUYEM CYTOYHOE KOIUUYECTBO BBOAUMOrO JACHTETpaOCHA3MHA COCTABIAET MEHBIIE WU
paBHOoe npumepHo 30 Mr, ecnu y manuenTa HeT HapymieHus CYP2D6; uin MeHbllle WiIM paBHOE NpUMEpHO 18
MT, €CIM y manueHTa ecth Hapytenue CYP2D6.

50) Cnoco6 no BapuaHTy OCylIecTBICHUS 47, IpUUeM Macca NallMeHTa Ha UCXOJHOM YPOBHE COCTaBJISCT
ot 30 xr 10 <40 Kr, 4 MPUYEM CYTOYHOE KOIUUYECTBO BBOAUMOrO JACHUTETpaOCHA3UMHA COCTABIACT MEHBIIE WU
paBHOe npuMepHO 42 Mr, eciu y nanuenTta HeT HapymeHus CYP2D6; unu MeHble UM paBHOE NpUMEpPHO 24
MT, €CIM y manueHTa ecth Hapytenue CYP2D6.

51) Cnoco6 mo BapuaHTy OCYIIECTBACHUA 47, MpuyeM MalUeHT BeCcUT >4( KT Ha MCXOJAHOM YpPOBHE, U
MIpUYEM CYTOYHOE KOJIUUYECTBO BBOJAUMOrO JAeiiTeTpabeHa3uHa COCTABISAECT MECHBILIE WU PABHO MPUMEPHO 48 Mr,
ecau y nanuenta Het HapymeHus CYP2D6; uinu MeHbIE UM PABHO MPUMEPHO 36 Mr, €CIIU Y NalMEHTa ECTh
Hapymenue CYP2D6

IIpumepsi

Huxecnenyionue npuMepsl Mpea0CTaBACHBI I8 JOMONHEHUS MPEAIICCTBYIONIErO PACKPLITUS U obecre-
YEHMS JYYIIEr0 MOHUMAHUA MPEAMETA, OMUCAHHOTO B HACTOSIIEM OMUCAHUU. DTH MPUMEPHI HE CIEAYET pac-
CMATPUBATH KaK OrPAaHUYMBAIOIINE OMUCAHHBIN NpeaMeT. [IOHATHO, YTO MPUMEPHI U BAPUAHTHI OCYIIICCTBICHMUS,
OMUCAHHBIC B HACTOAIEM OMUCAHUH, NPEAHAZHAYCHBI TOABKO JUIS WILTIOCTPATUBHBIX HENCH, U YTO Pa3TUYHbIC
MOAMDUKAIMY UM U3MEHECHUS B CBETC MX OYAYT OYEBUIHBI CHCHUATMCTAM B JAaHHOH OOIACTH TEXHUKU U
JIOMKHBI OBITH BKJTIOYEHBI B HACTOSIIME U MOTYT ObITH BBIMOIHEHBI 063 OTKIOHEHUS OT UCTUHHOTO 00beMa pac-
KPBITHSA.

ITpumep 1. UccnenoBanue 3¢ pexruBHoCTH.

®a3za 3, 21-HemenbHOE MHOTOLICHTPOBOE PAHAOMU3IUPOBAHHOE IBOMHOE CIIETIOE MIane00-KOHTPOIUPYEMOe
UCCIIEIOBAHUE B MAPAJICIbHBIX MPYINax A OUeHKH 3()(HEKTUBHOCTH U OE30MaCHOCTH JeiTeTpabeHA3UHA BbI-
MOJIHAIOT CIIETYIONMM 00pa3oM.

[TpubnusutenpHo 185 maueHTOB paHJOMU3UPOBAHbBI B IPYyNy AciiTeTpabeHa3uHa NPOTUB FPYIIILI € Mia-
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1e6o B cootHomenuu 2:1 (mpuMepHo 124 B rpynny neiirerpabenasuna; mpumMepHo 61 B rpynny miane6o), pac-
npeAeacHbBl MO BO3PAacTy Ha UCXOTHOM YpoBHE (0T 6 mo <12 net; ot 12 10 18 neT BKIIOYUTEIBHO) U PETUOHY
(Coenunennsie lltater [CIIA]; xpome CIIA). PazMep BBIOOpPKH MOBTOPHO ONIECHHUBAIOT B NPOMEXYTOYHOM
anamuze (IA) u MoxeT ObITh CKOPPEKTUPOBAH 10 NMPHOIU3UTENBHO 230 ManueHToB.

HcenenyeMas momyssinus COCTOMT U3 NMAIMEHTOB MY)KCKOTO M JKEHCKOTO 1oJ1a B Bo3pacte oT 6 10 18 ner
BKJTIOYMTENBHO ¢ AuarHosoM DCP.

[TareHTH MOTYT OBITH BKIJIIOUEHBI B UCCIEJOBAHUE TOIHKO B TOM CIY4ae, €CIIM OHH COOTBETCTBYIOT BCEM
NIEpPEYHCICHHBIM 1ajIee KPUTEPUSM.

1. Ucxonublit BO3pacT nanueHTa ot 6 10 18 neT (BKIIOYUTEIRHO).

2. McxonHas Macca manyeHTa cocTaBiIseT No MeHbIeit Mepe 12 kr (26 ¢pyHTOB).

3. V nmamuenta cuMOTOMBEI IiepebpanbHoro napamuua (CP) ¢ miageHuyectBa (<2 1eT), U UCCNEIOBATEND
cuutaet CP Henporpeccupyromum (padotsr Monbaliu E, et al. Clinical presentation and management of dyski-
netic cerebral palsy. Lancet Neurol 2017; 16 (9): 741-9; pabora Wimalasundera N, Stevenson VL. Cerebral pal-
sy. Pract Neurol 2016; 16: 184-194, noTHOCTBIO BKITIOYCHHBIC B HACTOAIICE OMUCAHUE B KA4E€CTBE CCHITOK).

4. INanuenty nocrasneH auarHo3 DCP B cooTBETCTBUHM ¢ KpUTEpHAMH DNMIHAA30pa 3a IepeOpanbHBIM
napanuuoM B EBpomne (Cans, C. Surveillance of cerebral palsy in Europe: a collaboration of cerebral palsy sur-
veys and registers. Developmental Medicine & Child Neurology 2000; 42: 816- 24, momHOCThIO BKJIIOYEHA B
HACTOSIIEE OMUCAHUE B KAUECTBE CCBHIUIKH).

S. INamuent uMeer obmwmii 6amn >10 mo mynkraM yactd II MD-CRS B nepBblif BU3UT, OCHOBaHHBII Ha
OLIEHKE MCCIIE0BATEIEM XOPEH.

6. CUMNTOMBI MAalMEHTa BBI3BIBAIOTCS (DYHKIMOHAIBHBEIMU NpOOIEMaMHy, ONpEACIAEMBIMU O IIKane 00-
mIero KIMHU4Yeckoro BrneuariacHus tsxxectu (CGI-S), paBHo# 4 umu BhIlIe, HA OCHOBE OLEHKU UCCICIOBATENS.

7. Tlo ouenke EAB mpu ckpuHHHre nmpeoOnafaloliMM JBUIAaTEIbHBIM PAacCTPOHCTBOM SBISAETCH XOpPEH-
(hopMHOE paccTpoicTBO.

8. [TannueHT MOXKET MPOTJIOTUTDH HCCIIEAYEMBIH NpEnapaT HETUKOM.

9. IlanMeHT U ONMEKYH/B3POCIBIH TOTOBBI NPUACPKHUBATHCSA pEeKMMa NMpHEMa JIEKApCcTB M COOMIOaTh BCe
MPOLETYPhI HCCIIETOBAHUS.

10. TTanueHT MMeeT xopollee 00Iee COCTOSHUE 3[0POBBS, KaKk MOKa3bIBAET MEIUIMHCKUI U NMCUXHATPH-
YeCKUI aHaMHe3, a Takke (U3MKaNTbHOE U HEBPOJIOTHYECKOE 00CIIEI0BAHHE.

11. Ilo MHEHHUIO HCCTEIOBATENS, MAIMEHT U ONEKYH/B3pOCNbIH CIOCOOHB! MOHATH NPUPOIY UCCIECTOBAHUS
U €ro MPOUEAYPHI, U OXKUIACTCS, YTO MALMEHT 3aBEPIIUT UCCIIEIOBAHUE B COOTBETCTBUH C IIIAHOM.

12. ITanueHT ¥ ONEKYH/B3POCIBIN MPEAOCTABUIN MUCHMEHHOE HHPOPMHPOBAHHOE COTJIACHE B COOTBETCTBUH
€ MECTHBIMH NPaBUIIAMHU (HANPUMED, /U NAalMEHTOB/IOAPOCTKOB, MAIUEHT MIPEAOCTABIAET MUCHMEHHOE COTIacue
W/HITM COBMECTHOE COTJIACHE /UL NAIIMEHTOB B Bo3pacTe 14 JeT u crapiie, B 3aBUCHMOCTH OT CUTYaIHH).

13. XKeH1MHBI B MOCTMEHApXEAILHOM MEPHO/IE WM cTapiie 12 neT MOoryr ObITh BKIIOYECHBI B HCCIIEA0BA-
HME TOJIBKO B TOM CIIy4ae, ECJIM Yy HUX HCXOMHBIH TeCT Ha 6eTa-XOPHOHUYECKUI TOHAOTPOIIMH OTPUIATENbHBIH
WM OHU OECTIIIOHBI.

14. XXeHumHus! B mocTMEHapXxealbHOM MEPHOIE MIM B BO3pacTe crapiue 12 JeT, YbH NapTHEPI-MY>KYHHBI
MOTECHIMATBHO (EPTHIBHEI (T.€. 63 Ba33KTOMHUM), TOJKHBI UCIIOIH30BATh BHICOKOI((EKTHBHBIE METO/BI KOH-
TPOJISI POXKAAEMOCTH Ha NPOTSHKEHUM HCCIEe0BaHUA (T.€. HAUMHAA CO CKPUHUHTA) M B TeueHue 30 qHel mocie
nocnenneit no3el IMP.

[TareHTH! OYAYT MCKIIIOYEHB! M3 YYacTUS B 3TOM HCCIEAOBAHMHU, ECIM OHH COOTBETCTBYIOT JIOOOMY U3
yKa3aHHBIX Jlanee KpUTEPUEB.

1. a. Y nmanueHnTa npeobiagaet IBUraTeIbHOE pacCTPOHCTBO, OTIMYHOE OT TUCKHHE3UH.

b. IlpeobaanaronMu ABUraTenbHBIMM CHMITOMAaMH MAIIMEHTA SBIAIOTCS JTUCTOHHYECKHE.

c. [lpeobnanaronMu 1BUraTeIbHBIMU CUMITTOMAMH NALMEHTA ABIAETCS CIIACTUUECKHE.

d. ITareHT UMeEET Ipyroe JBUraTeIbHOE PAacCTPOMCTBO, KOTOPOE MOXET YXYIIIUTH OLEHKY MOTOPUKH B
vyactu [I MD-CRS.

e. ITanmeHT umMeeT XxopeupopMHOE JBUraTelIbHOE paccTPOiCTBO, KOTOpOE HE OBLIO MOCTOSHHBIM Ha IPo-
TSDKEHMH BCEH KHU3HHU MAlEHTA.

2. IlauueHT UMEET KIMHUYECKH 3HAYUMYIO ACMPECCHIO NMPH CKPUHUHTE MIIM Ha UCXOAHOM ypoBHe. Ilanu-
€HTBI, NTOJYYAIOIHME aHTUACIPECCUBHYIO TEPAIHIO, MOTYT OBITH BKIIOUEHBI B MUCCIIE0BAHUE, €CIM OHH NPUHHU-
MaIoT cTabMIIBHYIO 103y B TEUEHHUE IO MEHBIICH Mepe 6 HEeNb 10 CKPUHUHTA.

3. [NanueHT UMeeT B aHAMHE3€ CYMIIUIANbHBIC HAMEPEHHS MM CBSI3aHHOE C HUM IOBEJCHUE B TEUEHHE 2
JeT 00CNe0BaHUS

IpeapIAyIliee HAMEPEHUE OTPEarupoBaTh Ha CYMIMAATBHBIE MBICIIM 10 KOHKPETHOMY IIJIaHy, HE3aBUCHMO
OT ypOBHS aMOUBAJICHTHOCTH, BO BPEMS CYUIIUIAIBHBIX MBICTIEH;

HpEIBIAYIIIE CYNIUAATbHBIC TOATOTOBUTEIBHBIE ICHCTBUS UM MTOBEACHHE.

4. B anaMHe3e manueHTa Obla npeasaymas GakTuueckas, NpepBaHHas UM OJOKMpPOBAaHHAS MONBITKA Ca-
MOyOuicTBa.

S. Y manueHTa ecTh pOACTBEHHUK NEPBOH CTENEHU POACTBA, KOTOPBIH MOKOHYHI XKH3Hb CAMOYOUIICTBOM.
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6. ITaneHT, KOTOPBIH B HACTOSAIIEE BPEMS MTOTYYAET UM KOTOPBIH B TEUEHUE MOCIEAHUX 4 MeCAIEB Nepen
o0cnenoBaHueM noaydan 6oryauHuueckuil Heiipotokcun (BoNT) B paMkax uccnea0BaTENbCKOro KIMHUUECKO-
r0 UCCIEIOBAHUS.

[TanueHTH MOTYT OBITH BKIIOUEHBI B UCCIIE0BAHNE, €CIIM OHM NPOXO/IAT MO MEHbIIEH Mepe 2 Kypca Jeye-
Hus npenapatoM BoNT, omoOpenHsIM YnpaBieHHEM MO CAaHUTAPHOMY HAA30pPY 332 KAYECTBOM IMINEBBIX IIPO-
JIYKTOB M MEIUKAMEHTOB, C PETYIAPHBIMU MHTEpBalaMu (HanpuMep, kaxasle 3-4 Mecsna), B 1OCTATOYHO CTa-
OMIBHBIX 703aX U MecTax (M0 YCMOTPEHHUIO MCCIIEN0BATENS), IS JICYEHHUS CIIACTUYHOCTH MIIM TUCTOHUHU HUX-
HMX KOHEYHOCTEH, U ECITU OXHIACTCS, YTO OHH OYAYT MPOIOIKATh 3TOT CTAOMIBHBINA pexxuM MHbeknuit BoNT
Ha NMPOTSHKEHUU BCEro uccienoBanus. OXUIaeTcs, YTO NAIMEHT NPOAODKUT ITOT CTAOMIBHBIA PEXXUM HHBEK-
it BoNT ¢ peryaspHbIMH MHTEpBalaMu KakAble 3 Mecsla Ha MPOTSHXKEHUH BCEro UccaenoBaHus. MHbekuus
NP CNIACTUYHOCTH WIIM IMCTOHMHM JODKHA BBOJUTHCS B MBIIIEYHYIO 00J1ACTh, KOTOpas OTAEIECHAa OT OCHOBHBIX
obnactel, TOpaKEHHBIX XOPEU(OPMHBIM IBUTaTEILHBIM PACCTPOHCTBOM.

[TanmenTs!, nonyuuBmue uHbekuun BoNT Gonee yem 3a 4 Mecsina 10 CKpUHMHTA M HE IUTAaHUPYIOIIHME
NPOJOIDKATH 3TH HHBEKIIUU, MOTYT OBITh PACCMOTPEHB! A YIACTHS B 3TOM MCCIIEIOBAHUH.

7. IlanmenT npuHUManN Jr000€ U3 CIEAYIOMUX CONMYTCTBYIOMMX JIEKAPCTB OT JUCTOHUHU MIIM XOpPEH B Ipe-
JIeTIax YKa3aHHBIX UCKIIIOUHUTEIBHBIX OKOH CKPHHUHIA:

B T€UEHHE 3 MECSIEB: HEHPOIENTUKH JIETIO,

B TeueHue 30 aHeil: TerpaGeHasuH, aeiiterpabeHa3uH UM BalOeHa3uH,

B TeueHHe 21 AHA: pe3epluH,

B TeueHHe 14 nHel: HeHpolenTHkH (IepopanbHbIE), THIMYHBIE H ATUNHYHBIE HEHPOIEITHKH, METOKIION-
paMuj, JEBOJOIY, arOHUCTHI AohaMHMHa M MHTMOMTOPH MOHOAMHUHOKCH/A3bl, UCTIOIH30BAaHUE OEH30/MA3CNHU-
HOB, MHOPENAKCaHTOB, TpUrekcudeHuamaa, baxiodena (nepopaJbHO ¥ HHTpATEKaIbHO), rabaneHTHHA U JeBe-
THpaleTaMa pa3pelieHo, eCly J03UpoBKa Oblna cTaOUIbHON B TEUEHHME IO MEHbIIEH Mepe 4 Heaenb 10 CKpH-
HUHTa, UCTIOJb30BaHue TonupaMara (10 200 Mr/meHs) pa3pelieHo, €CIIM TO3UPOBKa ObLTa CTA0UIBHON B TCUCHUE
1o MeHbIIeH Mepe 4 HeJeTb 10 CKPUHUHTA.

8. INanMeHT MOMy4HI JEeYEHUE CTBOJNOBBLIMU KJIETKAMH, INTyOOKYIO CTUMYIALMIO MO3ra, TPAaHCMAarHUTHYIO
CTUMYJIALUIO UM TPAHCKPAHHATIbHYIO CTUMYIIIIIMIO NOCTOSHHBIM TOKOM JUIS JIEYEHHS NTaTOJIOTHYECKHUX JIBHOKE-
Hui wnn CP B TeueHue 6 MecsueB MOCNE BU3UTA /IS CKPMHUHTA, WM MAIMEHT HE HAXOAMUTCA B CTAOHIHLHOM
KITMHUYECKOM COCTOSHHUU.

9. ITaneHT HelaBHO NMEPEHEC XUPYPTUUECKYIO ONEPAHIO UM EMY NPEACTOUT XUpYpruyeckas mpoueaypa
BO BpEMsI HCCIIEJOBAHHS, YTO, 10 MHEHHIO UCCIIE0BATENS, JIE/IAcT NAallMEHTa HEITPUTOTHBIM JUI UCCIIE0BAHUSL.

10. [TanueHT UMEET THNETYIO MCUXUYECKYIO HHBANUAHOCTh WIIM HeCTaOMIIbHOE MM cephe3Hoe 3aboieBa-
HME (HanmpuMep, SNHIETICHIO) HA MOMEHT CKPMHMHIA MIIM UCXOJHOTO YPOBHS, KOTOPOE, 110 MHEHHUIO HCCIIEI0Ba-
TEJIS, MOXKET MOCTABUTH IO/ YTPO3Y MM NMOCTaBUTh MO/ COMHEHUE CIOCOOHOCTh NAlMEHTA YIACTBOBATH B 3TOM
UCCIEA0BAHUU.

11. YV nammenta unrepBan QT, cKOppeKTUPOBAHHBIM Ha YaCTOTY CEPACYHBIX COKpAIIEHUI ¢ MCNOIbh30Ba-
HueM dopmyasl Opunepucuu, cocraiset >450 mc Ha OKI B 12 oTBeIeHUAX PU CKPUHUHTE.

12. ITanueHTH! ¢ TpeneTaHUEM-MEPIIAHUEM B aHAMHE3E, BPOXK/ICHHBIM CHHAPOMOM Y/UTMHEHHOTO MHTEpBa-
nma QT, OpaauapuUTMUAMH, IPYTHMHU CEPACYHBIMUM apUTMHIMHU MM HEKOMIICHCHPOBAHHOH CepACYHOM HeaocTa-
TOYHOCTBIO.

13. V nanueHnTa UMEIOTCS NPU3HAKY CHIKEHUS YHKIIMH NEUEHH, KaK NOKA3bIBAIOT CIEAYIONMUE AaHHbIC:

acnapratamuHoTpancdepaza (AST) umu amanunamunorpancdepaza (ALT) >2 SxpepxHero mpenena Hop-
MmanbHoro auanazona (ULN) nmpu ckpununure, menouynas ¢ocdaraza (ALT) ummu obmuit Ounupyoun >2xULN
IpHU CKPUHUHTE.

[Ipumeuanue. IlanuenTs! ¢ cunapoMoM JKuiapbepa HMEIOT PaBO yHacTBOBATH, ECIIM OHU 0J0OPEHBI MEHU-
UHCKUM HaOII0JaTENEM.

[Ipumeuanue. IlanueHTH! ¢ OTKIOHEHUAMH O 2 MM OoJice U3 CIEAYIOMHUX KIMHUYECKUX JabopaTOpHBIX
NapaMeTPOB JODKHBI OBITH 0JJOOPEHBI A BKJIIOYEHHS B MCCICAOBAHHME MEIMIMHCKUM HaOmoxateneM: AST,
ALT, ALP u o0muit 6unupyOuH.

14. Y nanuenTa UMEIOTCS NMPU3HAKM KIMHUYECKU 3HAYMMOIO HapyleHUs QYHKIMY MOYEK, HAa YTO YKa3bl-
BAET YPOBEHb KpeaTUHUHA B ChIBOPOTKE >1,5xULN npu ckpuHUHTE.

15. ¥V manueHTa uMeeTcs M3BECTHAS ajyleprus Ha J1000H U3 KOMIOHEHTOB HCCIIEAYEMOTO JIEKAPCTBEHHOTO
npenapata (IMP).

16. IlamueHT ydacTBOBaJ B HCCICAOBAHMM MCCIIEYEMOrO Mpenapara HIH YCTpOicTBa M IMOJTYYMI
IMP/BmMemarenscTBo B npeaenax 30 aHe#t umu S nmepHosOB NONYBBIBEACHHUS Npenapara Mocie CKPUHUHIA, B
3aBUCUMOCTH OT TOTO, YTO OOINBIIIE.

17. ITauueHTka GepeMeHHa WX KOPMUT I'PYAbIO.

18. [lanmeHT MMEET B aHAMHE3E WM NPHU3HAT 3I0YNOTPEeONEeHUE ANKOT0JIEM MM NICUXOAKTUBHBIMU BEIIlE-
CTBaMHU B TeueHue 12 MecsueB 10 06cIe10BaHus, Kak OnpeaeeHo B PykoBoICTBE IO TMArHOCTUKE M CTATUCTH-
K€ MCUXUYECKUX PACCTPOUCTB (Bepcus 5).

19. TlaneHT UMEET MOJOKUTENBHBIA PEe3yNbTaT TECTA HA HAPKOTUKM B MOYE MIIM HE MOXKET BO3CPKH-
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BAThC OT TOKCUKOMAHUHU HA MPOTSHXKEHUU BCETO UCCIICIOBAHUSA.

COHyTCTBy}OHIaSI TEparnus UJu UCMOJb30BAHUC JICKAPCTB 6yner KOHTPOJUPOBATHCS HA MPOTAKECHUU BCETO
HUCCJIICOOBAHUS. Pa3pemeHHLIe JICKAPCTBCHHBIC CPEACTBA YKA3aHBI B Tabnuue Huxe. Bo BpEMs UCCIICAOBAHUA
HEJIb351 BHOCUTH UBMCHCHUS B TO3UPOBKY.

Jbxenepux/Knace npenapara Ycnosue

CrabuibHbIC  JICKAPCTBEHHBIC CPEACTBA, PpA3pCLICHHBIC B  COOTBETCTBUH C  KPHTCPHIMH

BKH}O‘{eHPlﬂ/HCKH}O‘{CHHS{

I'opmonanbHbIe Ilepen ckpuHHUHrOM HEOOXOAUMO MOIYyYaTh CTAOMIBHOE

MPOTHBO3a4YaTOYHBIC neueHUe (BKIOYas J03y) B TEUCHHE MO MEHbLICH Mepe 3
MECSILIEB.

AHTHAETPECCAHTHI [lepen CKpUHUHrOM HEOOXOOUMO MOJYyYaTh CTAOMIBHOE
JeueHUe (BKIIOYAs A03y) B TEUCHHE MO MeHbLICH Mepe 6
HEJAEIb.

BCH?:OIII/I&SCHI/IHLI , MHOPCIaKCaHThI

HepBuque HCIIOJb30BAHHEC HC OOKHO OBITh NpHu AUCKHUHC3HUU,

(BxurOUas TH3aHHIHH), |IEPEA CKPUHUHIOM JO3HPOBKA JMODKHA ObITh CTAaOMIBHOH B

TpUreKcueHH I, GaknodeH | TeueHne no MeHbIIEH Mepe 4 Heaeb.

(nmepopanbHbIit u|[Tpumeuanue: ucnons3osanue PRN (mo mepe HeoOxoaumocTu)

HHTpPATCKAIbHBINH), raOaneHTHH U |3anpeLieHO.

JEBETHPALIETAM

Tonupamar [lepean CKkpUHMHrOM HEOOXOAMMO MMOJIYYaTh CTAOMIIBHOC

(mo 200 Mr/aeHb) neyeHue (BKIOYAsh 103yY) B TEUCHHE IO MEHbLICH Mepe 4
HCJETb.

BoTynuHHuecKkuit TOKCHH MoryT ObITh BKIIOYCHBI B HCCICAOBAHHE, CCIM OHHM IPOXOAST
MO MEHBIIEH Mepe 2 Kypca JE€YEHHS OOTYIMHHYECKHM
HeiiporokcuHoM  (BoNT) ¢ peryaspHeiM  HHTEpBaIOM

(nHampumep, Kaxasle 3-4 Mecsua) B JOCTATOYHO CTaOMIbHBIX
JO3UpOBKaX M MecTax (MO0 YCMOTPEHHIO HCCICAOBATENs) IS
JICYCHHUS CNNAaCTHYHOCTH HH>XKHHX KOHC‘{HOCTCI::I. HUIUW JUCTOHHH, U
€CJIH 0XKHMJACTCS, YTO OHH OyAyT MPOJOKATH 3TOT CTAOHIIbHBIH
pexuM uHbekUHH BoONT Ha mpoTskeHHH BCErO MCCJICIOBAHUS.

HMubekuust npu  COACTHYHOCTH WM JUCTOHHHM  JOJDKHA
BBOAUTBCA B MBILICYHYIO O6HaCTb, KOoTOpass OTACICHA OT
OCHOBHBIX obsacreH, MOPaXXEHHBIX XOpen(HOpMHBIM

JBUTaTeIbHBIM PACCTPOHCTBOM.
JloMoMHUTENBHBIC IEKAPCTBEHHBIC CPEACTBA, PA3PELICHHBIC 110 NPEABAPUTEIBHOMY COMNIACOBAHHIO C
MEAMLMHCKMM HalmoaaTenem

AnbOyTepon, nesandyrepon ActMma

I'BaiidenesnH CHUMITOMBI IPOCTY ABI

AHTHTHCTaMHHBI Annepruu

Menaronus becconnna

Paspemennsie cunbnbie nHruduTopsl CYP a

bynponuon AHTHIETIPECCAHT (AMHHOKETOH)

dayokceTHH AHTHIETIPECCAHT (CEICKTHBHBII HHIMOUTOP OOPATHOrO 3axBaTta
CEPOTOHHHA)

IMapokcernH AHTHIETIPECCAHT (CEICKTHBHBIN HHIMOUTOP OOPATHOrO 3axBaTta
CEpOTOHHUHA)

a. Mcnonp3oBaHue 3TUX NpenapaToB OYIET BIUATh Ha MAKCUMAJIBHYIO CYTOUHYIO 103y UCCIAETYEMOro
JIeKapCTBEHHBIE CPEICTBA
CYP=uutoxpom P450; PRN=mno HeoOxoaumocTH
C MEIUUMHCKUM HaOJIIOJIAaTENIEM CBSOKYTCS, €CJIU MAlUEeHT NMPUHUMAET (UM JO/DKEH HavyaTh UM MpeKpa-
TUTH MPUEM BO BPEMs UCCIENOBaHUs) JEKAPCTBO, KOTOPOE CBsA3aHO ¢ yayuuHeHueM QTc wmu sBnsercs u3BecTt-
HBIM CUJIBHBIM MHrHOUTOpoM CYP. Cnenyromue npenapartsl 3anpeiieHbl BO BpeMs UCCIIEA0BaHUs. 3ampelieH-
HbI€ Tpenaparsbl, KOTOpbI€ CBSI3aHbI ¢ yanuHeHUeM unTepsana QT: azutpomuuuH (pazpeueHo 10 500 Mr/aeHs),
XJIOPOXUH/Me(DIOXUH, KIAPUTPOMUIMH (3aNpelieH0 CUCTEMHOE NMPUMEHEHUE, Pa3pelieHO0 MECTHOe MpUMEeHe-
HUE), JTOMIIEPUJIOH, JPONEPUI0J, IPUTPOMULIMH (CUCTEMHOE NMPUMEHEHHUE 3ampelieHO; MECTHOE MPUMEHEHUE
paspeleHo), MoKcUu(IIOKcaliuH, ceBoduiypaH, TpoOyKoJ U crnap@ioKcalliH. 3anpeieHHBIMU aHTUIICUXOTHYe-
CKHUMHU TpernapaTaMy sIBISIOTCS XJIOPNPOMAa3uH, Tajlonepu/o, JOKCAUH, MOJIUHAOH, nepdeHa3uH, MUMO3UJ,
NPOXJIOPNEpa3uH, THOPUJA3UH, THOTUKCEH, TPU(IIyoniepa3uH, NPOMETa3UHCOIepXKALIUE COeJUHEHHUSI, KapOaMa-
3€MMH, AapUITUNpPa3oN, MajeaT a3eHanuHa, KJIO03aluH, WIONEePHIOH, JIYPa3uJOH, OJaH3aluH, OJlaH3a-
MUH/)JTYOKCETUH, MaTUNIEPUIOH, KBETHAMTUH, PUCTIEPUIOH, 3UTIPA3UA0H U THATIPUL.
[TepBUYHbIE U BTOPUYHBIE LIEIU U KPUTEPUU/KOHEYHBIE MTOKa3aTeId UCCIIE0BaHUs YKa3aHbl Aajee.
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Lenn Kpurepun/Koneunsie nokasarenu

OcHoBHoO¥H uensto | [lepBuuHoit  kOHewHOM TOUKOH 3(dexTHBHOCTH  sBIsETCS
HCCIICIOBAHUS SBIACTCSA OUECHKA | m3MeHeHHe obwero 6amta MD-CRS, wacts I, no cpaBHeHuro ¢
3¢ (HeKTHBHOCTH HCXOAHBIM YpOBHEM K 15 Heaene (TSHKECTh JBHUrATEIbHOTO
neirerpabeHasuHa J7s | PacCTPOMCTBA, LICHTPATH30BAHHOE CUYMTHIBAHHUC)
CHIDKEHHS TshKecTH | (aeirerpabeHasHH MO CPABHEHHIO ¢ mIaLedo).
JUCKHUHCTHYCCKHUX

HCTIPOU3BOJIBHBIX L[BI/DKCHPH»\:I7
cesizannbix ¢ CP.

BropuuHnoit uenvto sBasercs | KimroueBbie BTOpHYHBIE KOHEYHbIC MOKa3aTead 3(G(HEKTHBHOCTH
OLICHKA KOHKPETHBIX | (AcHTeTpaOCcHa3MH M0 CPABHECHHUIO C Iauebo) CICAYIOIHE:
napameTpoB  3(heKTHBHOCTH | o uameHeHue obmero 6amta MD-CRS, gacts I (0Omas ouenka,
AcirerpabeHasHHa, BBIXOAIINX LICHTPA/IM30BAHHOE YTCHHME), MO CPABHCHHIO C MCXOAHBIM
32 paMKH OCHOBHOM LICJTH. ypoBHEM k 15 Henene,

e mkana CaGI-I (rnoGanbHas, MO OLEHKE OCYLICCTBIISOLIMX
yxon) Ha 15 Hexnene,

e mkana CGI-I (rmobanbHas, mo oueHke Bpauecit) Ha 15 Heaene.
Jpyrue xputepun 3GGEKTHBHOCTH M KOHEYHBIE ITOKA3aTETH
(meriterpabeHa3MH MO CpPaBHEHHIO C IU1aned0) BKIIOYAOT
CIEAYIOIIEE:

e o0mwmit ungekc MD-CRS (paccuurteiBacTcs kak cymma
unaekca MD-CRS I u unzexca II),

e UHDRS-TMS,

e UHDRS-TMC,

e UHDRS-TMD,

Henn Kpurepun/KoHeunsie nokasarenu

e PEDI-CAT (ADL, 3zaBepumieHO I POAMTENEH/ONEKYHOB,
VPaBHOBEIICHHAS BEPCHSL),

o moayae CP PedsQL (QoL, mauueHT/OneKyH),

o mxkana PGI-I (rmoGanpHas, nauueHT/oneKkyH),

o mkana CGI-S (rnobanbHas, oLeHEHa BpauoM),

e otBeT CaGlI-I, onpeaensieMslit Kak NaLHEHTHI, KOTOPBIX ONEKYH
OMUCHIBACT KaK «SHAYUTCIbHO YJIYYILIHIOCh» HJIH «3HAYUTCIBHO
yayqmuiocky no mkane CaGI-I,

o orBer CGI-I, ompeaensempli Kak NALMEHTH, KOTOPHIC
OMHCAHBI KAK «3HAYUTENBHO YIYUYILIHIHCEY) HIH «3HAYHTEIBHO
yayummnucky no wkane CGI-I,

e oteer CGI-S, onpenensemblil kak MaLUEHTBI, Y KOTOPBIX
camxkenue nokasarenst CGI-S na >1 6amn,

e orBer PGI-I, ompeaensiemplii Kkak NaLMEHTHI, KOTOPHIC
OMMHUCaHbl KaK «3HAYUTCJIbHO YJIYUILIHUBUIUCC» HIIH «HCCKOJBKO
yaydqmuBmurecs» mo mkaine PGI-1.

BropuuHoit uenasto | [lepeMeHHble  ©€30MaCHOCTH  BKIKOYAKOT  HEXKEJIATC/IbHBIC
HCCICIOBAHUS SIBISCTCS OLCHKA | ABNCHUS (M KOJAMYECTBO  NALIMEHTOB,  BBIOBIBIIMX M3
6e30MacHOCTH U | UCCICIOBAHUSI H3-32 HEKCENATCIAbHBIX SBJICHHUH), NOKA3aTeIH
MEPEHOCHUMOCTH JKM3HCHHO  B&OXHBIX  (QyHKUMHA,  nabopaTopHbIE  TECThI
neirerpabeHasuHa. (remaronorus, Xumus u aHanu3 mouu), usmepenus DKI u C-

SSRS y gereit.

ADL=noBcenHeBHas aesrenbHocTh; CaGl-I=00mee BneyataeHue onekyHa Ha ynyuiieHue; CGI-I=obmee
KIuHUYeckoe BreyatieHue yaydmeHus; CGI-S=oOmee kiIMHHYECKOe BrEYATIEHUE CTENEHU TSDKECTH;
CP=uepebpanbubiit mapanuy; C SSRS=KonymOuiickas Ikaia OLEHKH CEPbe3HOCTH CYMIIMIAIBLHOCTH;
OKI'=3nekrpokapauorpamma; MD-CRS 1 u II=unnekc I u unaexc I mkanbl oleHKU IBUTATENLHOTO PACCTPOIA-
crBa-nerctBa; PEDI-CAT=neauarpuueckas OlUeHKa MWHBAIUAHOCTU - KOMITBFOTEPHBIN aJanTHPOBAaHHBINA TECT;
PedsQL=nenuarpuyeckuii aHamu3 kadectBa ku3HH; PGI-I=o0uiee BneuarieHue nauueHTa OT YJYHIICHHS,
QoL=kayectBo xu3H1; UHDRS-TMC=yHuduuupoBaHHas 1IKajga oleHKH 00Je3HH XaHTUHITOHA - 00LIast Mak-
cuManpHast xopes; UHDRS-TMD=yHuduurupoBaHHas Iikaga OUeHKUH 00se3HH XaHTUHITOHA - 0o0Lasi MaKCH-
MmazibHas auctonus; UHDRS-TMS=yHuduuupoBaHHas mkana oueHkH 00Je3HM XaHTHHITOHA - 001as MOTOp-
Has OlIEHKA.

OOwuit NIaH UCCIEN0BAHUSL.

O10 daza 3, 21-HemenbHOE, MHOTOLIEHTPOBOE, PaHAOMHM3MPOBAHHOE, [BOHHOE cienoe, maaunedo-
KOHTPOJMPYEMOE UCCeOBaHUE B MapaUlebHbIX IPyNNax Juisl OUEHKU 3()(GEKTUBHOCTH U G€30MacHOCTH AeH-
TeTpabeHa3uHa, BBOAUMOIO B BUJE NMEPOPAIbHBIX TabJIE€TOK B HaYadbHOM 703€ 6 MI OZIUH pa3 B IeHb NallMEHTaM
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(Bo3pact or 6 10 18 ser) ¢ DCP ¢ npeobiaaarowium xopenhOpMHBIM JIBUTATENIBHBIM PACCTPOHCTBOM, Y KOTO-
pBIX ¢ MitajeH4ecTBa (<2 jieT) HaOI0AaIMCh CUMITOMBI HepeOpassHoro napanuya (CP) Hemporpeccupyomero
xapakrepa. MccnenoBanue Oyaer cocTosATh U3 Mepuoaa CKpuHUHra (10 31 aHs) U mepuoja ABOHHOTO CJIEMOro
JIeYEHUs!, BKJIKOYAsl IEPUO/] TUTPOBaHUs (7 HEJelb) U MOAAEPKUBAIOLIMI 1epros (8 Hejlelb), 3a KOTOPBIM clle-
JIYET NEPUO/1 BbIMbIBAHMS B | HE/JeJII0 U 1ocie1youil nepros TesieoHHOro KoHTakTa yepes 1 Hejelnto nocie
nepuoja BeIMbIBaHHA. Ha mpoTsykeHUM HCCae0BaHUS MAaUMEHThl OYAYT PEryJsipHO B3aUMOJEHCTBOBATE C MEp-
COHAJIOM MCCJIEOBATENIBCKOrO LIEHTPA, B KIIMHUKE U 10 TenedoHy (0€3 3amucu BUAEO B PeaIbHOM BPEMEHHU) IS
OLIEHKH 0€30MaCHOCTH/IIEPEHOCUMOCTH, TSDKECTH TUCKUHE3UU U ITOBEIEHYECKOr0 CTaTyca (TOJIBKO B KIMHUKE).

Bo Bpems 6a3zoBoro BusuTa (A€Hb 1) nanueHTsl OyAyT ciydaitHeIM 00pa3oM pa3jeneHsl Ha 2 rpynsl: mo |
JUI JICUEHHS] C UCHOJB30BAHUEM HCCIEAYEMOTO JIEKAPCTBEHHOro cpeiactBa aeiiterpadenasuHa ("IMP") umu
aue6o IMP B cooTHoweHuu 2:1, ¢ pacnpe/ieseHMeM Ha MCXOHOM YPOBHE no Bo3pacty (ot 6 jgo <12 ser; ot
12 no 18 ner BrimrouutensHo) u peruony (CIIA; 3a mpeaenamu CIIIA). IMP Gyaer TuTpoBaTbcs B TE€YEHUE Ie-
pHO/Ia JIBOWHOTO CJIENOro JICUEHHUs, HaUMHasl ¢ 6 Mr jJelTeTpadeHa3MHa WM COOTBETCTBYOIIEro miaue6o IMP
YTPOM B JIHU 2 ¥ 3 C NOCJEYIOLIMM BBEIEHUEM BEUEPOM, HauMHas ¢ 3 jIHs /10 KOHL@A Hejenu (eciu macca Tena
>40 kr/88 dyuroB). CyTouHble 1036l jJeiieTpabeHazuHa 12 Mr u Bblllie Oy yT BBOJAUTHCS B BUAE 2 pa3/IeeHHBIX
PaBHBIX 103 C MHTEpBAJIOM npumepHo 8-10 4 B TeueHue jHs. COOTBETCTBEHHO Oy/JET yBEIMYEHO KOJMUYECTBO
noaxoasux tadnerok IMP ¢ mane6o. Mocae 1 Hegenu 1032 MOKET YBEIMYMBATHCS HE Yallle, YeM KaxIble 5
nuel. B teueHue nepuona tutpoBanus no3a IMP 6yner koppekTupoBaThCs B COOTBETCTBHM CO CXEMOI TUTPO-
BaHMUS, YTOOB! ONPEJEIUTh YPOBEHb 103bl, KOTOPBII ONTUMAJIBHO CHIMXKAET JAMCKMHE3UIO (KaK ONpPEENIEHO MC-
CJIE/IOBATEJIEM, HA YTO YKa3blBAET CHMXKEHHE OOLIEero KJIMHUYeCKOoro BreuarieHus ot yinyuieHus [CGI-I]) u
xopoio neperocurcs. Ecin y nauueHTa HaOar0AaeTcs "KIMHUYECKH 3HAYMMOE" HEXENATENIbHOE SBJIEHHE, CBA-
3aHHoe ¢ IMP, uccnegoBarens cHadana onpejesnuT, HE0OXOIUMO JIM U BO3MOXHO JIM CHIXXEHHUE /03Bl (10 Impe-
JIBLIYLLEro YPOBHS J103b1) WM NprocTaHoBKa. [Tocsie TUTpOBaHMs MalMeHTh! Oy/yT OCTaBaThCsl HA CBOEH ONTH-
MaJIbHOM /103€ B TE€YEHUE BCEro MO/IEPXKUBAIOLLIETO IEPUO/IA.

[Mepuona ckpununra (1o 31 aHs): mocne nosy4eHuss MHPOPMUPOBAHHOTO cOryacusi (M MUCbMEHHOTO COTJia-
CHsl M/MJIM COBMECTHOI'O COIJIACHUS!, B 3aBUCUMOCTH OT OOCTOSITENIBCTB) ALMEHTBI, KOTOPBIE CTAOUIIBHBI C ME/1U-
LUUHCKOI U MCUXUATPHUECKON TOUKH 3PEHHS, OYIyT NPOXOIUTh CKPUHUHTOBYIO OLIEHKY, BKJIIOYash MEIULIMHCKUI
aHamHe3, pU3MYecKoe U HEBPOJIOrHUYECKOe 00CiIe/J0BaHUE, J1a00PATOPHBIE UCCIEI0BAHMS, HIEKTPOKAPIMOIPaM-
My (OKI) B 12 orBeneHusx, a takxe ouenku MD CRS, yacte I u yacte Il (Buaeo 3anuchIBarOT, LEHTPAIU30BaH-
HO yutatoT Ha CynebHoi komuccuu no 3auucieHuro (EAB)) st OUEHKU TSHXKECTH JUCKUHE3UH, CONYTCTBYIO-
wmx cumnromoB CP u nmoBeaeHueckoro cratyca. CKpUHUHT MOXET MPOBOJAMTHCS B T€YEHHE 2 OT/ENBHBIX IMO-
ceuieHuid o ycmorperuro uccueaosarens. Juarno3 CP u DCP ycranaBnuBaercs Ha OCHOBAHUM KIMHUUYECKHUX
NPHU3HAKOB, KAaK OMMCAHO B KPUTEPUSX BKIIOYEHUs/uckiroueHus. EAB Taioke Oy/aer nojarBepkaaTh Ha OCHOBE
BH/IE03ANUCEH, YTO XOPeU(HOPMHOCTh C KIMHUYECKOW TOUKU 3pEHUs SBISIETCS NpeobiiajalolMM JABUIaTEIbHBIM
pacctpoiictBoM npu DCP nauuenra. Pesynprarel oueHku EAB OyayT AOCTYMHBI MCCEA0BATENO 10 Hayana
MCCIIEI0BAHUS U paHJOMHM3aUuK. Bo Bpems BCex Apyrux MoceleHUid Bpay MCCIIe0BaTeNIbCKOrO LEeHTpa OyIer
mpoBoAUTh olieHKY 1o uikajge MD CRS, yacts 1, a Takke CHUMATH BU/IEO0 JIJISl UTE€HUS CJIENIBIM METO/IOM.

IMepuoa turpoBanus (7 Heaens). [launeHTH!, KOTOPBIE MO-NPEKHEMY COOTBETCTBYIOT KPUTEPHUSIM y4acTHS
B MCCJIE0BAHUH, OYyAyT PaHJAOMHU3UPOBAHBI BO BpeMsi 6a30BOro BU3UTA (JIeHb 1) U MPOMHCTPYKTUPOBAHBI IS
NPUHATHS NepBoit 103kl cienoro IMP Ha cienyroliee yTpo He3aBUCHMO OT e/bl. CxemMa TUTPOBAHUS U MaKCH-
MaJlbHas /1032 Oy/yT ONpeIeNsiThCs MacCcoi Tena U COCTOsIHMEM HapyuieHusi yuroxpoma P450 2D6 (CYP2D6)
Ha ucxoAHoM ypoBHe. [lauueHTs OyayT kinaccubuUUpoBaThCs Kak mauueHThl ¢ HapyweHuem CYP2D6, eciu
OHM N0Jy4aroT cHibHbIH HHrHOMTOp CYP2D6 nmin umeror cnabeiii merabonausm CYP2D6.

TecroBsiit IMP GyieT BBOAUTHCS B BUJIE IEPOPAIbHBIX TAONIETOK B HAYAJIbHOM /103€ 6 MI' OJIMH Pa3 B JI€Hb.
CxeMbl TUTPOBAHUS, OCHOBAHHBIE HA UCXO/THOM Macce Tela, moka3aHsl B Ta0J1. 1 u 3.

Tabnuua 1
MaxkcumanbHas cytodHas go3a IMP B TeueHue neproaa TUTPOBAHUS MO AHAM
Y BECOBBIM KaTErOPHUsM Ha UCXOJHOM YPOBHE
JHeBHas nosa

JeHb Or 12 xr no <17 xr | Ot 17 xr go <30 xr | Ot 30 kr 10 <40 kr =40

>40 xr
HaOJroIeHusIa (ot 26 ¢yHTOB OO (ot 37 dyHTOB 10 (ot 66 pyHTOB 1O (>88 ¢ynroB)

<37 ¢yHTOB) <66 pyHTOB) <88 dyHTOB) -

Jens 2 6 Mr 6 Mr 6 Mr 6 Mr
JTnu 3-7 6 Mr 6 Mr 6 mMr 12 mrb
Juu 8-14 6 Mr 12 mr 12 mr 18 mr
Juu 15-21 12 mr® 18 mr 18 mr 24 mr
Huu 22-28 12 mr® 18 mr® 24 mr° 30 mr
Huu 29-35 18 mr® 24 mr 30 mr® 36 mr°
Juu 36-42 18 mr® 24 mr® 36 mr° 42 mr°
Huu 43-49 24 mr® 30 mr® 42 mr° 48 mr°

a. BeeieHue 1aHHOM 10361 Oy/J€T NPOUCXOUTH B TEUEHHUE YKA3aHHBIX JAHEH (BKIIOYUTENIBHO) C MOCeLLIe-
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HUSAMU B KJIMHMKE B THU 1, 21 1 49
b. [TaumeHTHI OYIYT MOAY4aTh 103y 6 MI' OZIMH pa3 B CYTKH YTPOM BO 2 U 3 JIHHU C MOCICAYIOIUM MTPHEMOM
6 Mr Be4epoM, HaYMHas C 3 aHS
c. Jlna tex, KTo npuHUMaeT cuiabHble MHrHOuTOopsl CYP2D6, Takne kak nmapokceTHH, ¢IyokceTHH 1 Oy-
MPOMHOH, WM TeX, KTo M1oxo MetabommsupyeT CYP2D6, makcuManbHas cyTo4Has 103a A1 MalUeHTOB
>40 kr cocrasiger 36 Mr/aeHs, 11 nauueHToB oT 30 qo <40 kr 24 mr/aens, aug 17 - <30 kr 18 Mr/gens, a
s 12-<17xr12 Mr/aens (cM. Tad. 2)
CYP2D6=uuroxpom P450 2D6; IMP=uccaenyemslii nekapcTBEHHBIN NpenapaT
Ta0Gauua 2
MaxcumManbHas cyTodyHas no3a IMP B 3aBucumocTty ot cratyca Hapywenus CYP2D6

MakcumanpHas CyTO4YHas A03a INpu MakcumanbHas CyTO4YHas A03a npu

Becosas kateropus orcyrcTBuH Hapywenus CYP2D6 Hapyueauu CYP2D6

Ot 12 xr mo <17 kr
(or 26 ¢yHTOB 10 24 mr 12 mr
<37 dynTOB)

Ot 17 xr mo <30 kr
(or 37 dyHTOB 10 30 mr 18 mr
<66 ¢dyHTOB)

Ort 30 kr g0 <40 kr

(or 66 ¢yHTOB 10 42 mr 24 mr
<88 ¢yHTOB)

>

=40 xr 48 mr 36 mMr

(=88 dyHTOB)
CYP2D6=uuroxpom P450 2D6; IMP=uccaenyemslii JexkapcTBEeHHBIH npenapat

[Tpumeuanue. [TaupeHTs! OynyT KIaccHHULMPOBAaHbl Kak MauMeHThl ¢ Hapyuenusmu CYP2D6, ecan oun
nojy4arT cuibHbIi MHrHouTop CYP2D6 mau umerot cnadwiit Metadoamsm CYP2D6. CunbHble MHTHOHUTOPEI
CYP2D6 BrTt04arOT MapoOKCETHH, (IIYOKCETHH U OYTIPOIHOH.

MaxcuManbHas cyTo4Has 103a onpeaeaseTcs UCXOIHOM Maccoil Tena u ctatycoM Hapyuenus CYP2D6.

[TanmeHTBl M MX OMEKyH/B3pocible OYAyT eXEHEeNedbHO B3aMMOJCHCTBOBATH C  HCClIEAOBATe-
JeM/TIepcoHaNIoM 00 MOCPEACTBOM TeneOHHOro KOHTakTa (0e3 3amucH BHACO B PealbHOM BPEMEHH), MO0
NpY TMOCEIEHMH KJIMHMKM ¢ | mo 7 Hedaemo mnepuoaa THUTPOBAHMS, 4YTOOBI OLEHMUTH Oe3omac-
HOCTB/TIEPEHOCHUMOCTE M YCTAaHOBUTH 103a IMP, KoTOpas ONTUMAaIbHO CHMXKAET TSHKECTh IUCKHMHETHYECKUX He-
MPOU3BOJIBHEIX ABIKECHUH (KITMHUYECKH 3HAYMMOE CHIDKCHUE AMCKUHE3UH, Ha 4TO yKasbiBaeT cHibkeHne CGI-I)
M xopolo nepeHocurcs. KinHnueckue oleHkH 6e30MacHOCTH/MIEPEHOCMMOCTH BO BpeMsl TUTPOBAHHUS BKITIOYA-
10T OLEHKY NOKa3aTenel RHU3HEACATEIbHOCTH, MOHUTOPUHI HEXEIaTeNbHBIX SBJICHUI M CONMYTCTBYIOLIMX JIe-
kapcTB, OKI' B 12 0TBeACHHAX M OLEHOYHBIE IIKAIBI I JENPECCUU U CYMUMAAILHOCTH. Ecan y mauvenTa Ha-
Omonaercss "KIMHMYECKM 3HAaYMMOE" HEXENaTeNbHOEe siBAeHME, cBa3aHHoe ¢ IMP, uccnenoBarens cHavana om-
penenser, HeoOX0JMMO JIM ¥ BO3MOKHO JIM CHIDKEHHE JIO3bI (10 MPEIBIAYIIEro YPOBHS 03bI) MIIM MPHOCTAHOB-
ka. [To okoHYaHMM MeproAa TUTPOBAHKA J03a NMallMeHTa OyIeT YCTAHOBICHA Ha MOJACPKUBAIOIINI MEPUO.

JIndHble (B KIMHHUKE) HCCIEe0BaTeIbCKHUE BU3UTHI OYIyT 3aIIaHUpOBaHbI Ha 3 M 7 Heleny, a TeaedoHHbIe
KOHTAKTHI (0€3 3aMHUCH BUACO B peaJbHOM BpeMEHH) OYAyT 3alulaHUpOBaHEI Ha 1, 2, 4, 5 u 6 Henenu, s TOrO,
4TOOBI OLEHUTDH JUCKHHE3MIO. U NMo0o4HbIe 3¢ dekThl. TenedoHHble KOHTAKTHI ¢ MALMEHTOM OYAYT MOAJEPKH-
BaThCSA BHJICONOTOKOM B peaJbHOM BpPEeMEHM 0€3 3amHcH, YTOOBI MPENOCTaBUTH MCCIIEN0OBATENI0 BH3YaJTbHOE
TIOATBEPXkJICHHE YCTHON MHGOPMaLMK, MPeA0CTaBIEHHONW NMalueHToM WK onekyHoM. Jlosy IMP cnenyer yse-
JMYUBATh €KEHENENBbHO JUIS JAOCTHXKEHHS KIMHUYECKH 3HAYMMOrO CHMXEHHUS AUCKMHE3HMH, Ha YTO YKa3bIBaeT
cumxkenne CGI-1. lozy IMP takxke He crneayeT yBean4MBaTh B CIEAYIOIIMX CAydasX: y MalMeHTa HaOIoaaeTcs
ornpezaenaseMoe MPOTOKOJIOM "KIMHHYECKH 3Ha4MMoe" HexelaTenbHoe sBIeHNE (omnpenenseMoe Kak Hexena-
TenpHOE sABIEHME, cBI3aHHOoe ¢ IMP u uMeronee yMepeHHYIO MM TSOKENYI0 MHTEHCHBHOCTh MJIM COOTBETCT-
BYIOILIEE KPUTEPHUSIM Cepbe3HOro HexenarenbHoro spiaenus), MM MakcumansHas qonyctuMmas 103a A0CTUraeT-
Cs B 3aBUCHMOCTH OT MAacChl NalMeHTa U cratyca HapyueHus CYP2D6 Ha CX0THOM ypOBHE.

KoppekTtrpoBars 103y MOXHO BIUIOTH 70 NMOCEIICHNS KIMHUKKM Ha 7 Hedene BKmo4ynTenbHo. Ecnm ontu-
MaJlbHast 703a JOCTUraeTcs 10 7-i HeAenM MoceleHns KIMHUKY, 103y IMP He cieayeT yBennuuBaTh AONOIHM-
TEIBHO, HO MAlMEHTY CIEAYET NMPOJOKATh PUEM ITOM 70361 B TEYEHHE OCTABILETOCS NIepHoia THTPOBAHUS U B
TEYeHHe BCero nepuoaa noaaepxkku. Ecam y nmauventa HaGmonaercs "KIMHUYECKH 3HaYMMoOe" HexenaTeabHoe
aBienue, cesizanHoe ¢ IMP, uccnenoarens cHayana onmpeaenuT, HEOOXOAMMO JIM ¥ BO3MOXKHO JIM CHIDKEHHE
JI03BI (71O TIPEABIIYLIEro YPOBHS JO3bI) WM NMpHOCTaHOBKA. Eciay pemieHue o TOM, 4TO MauMeHTy Tpedyercs
CHIDKEHHE JJO03bI WM NPHOCTAHOBKA, MPHHUMAETCS BO BpeMs Tee(OHHOTO KOHTAKTa, MOCJE 3TOTO CIEAYET Kak
MOHO CKOpee MPOBECTH He3alJJaHUPOBAHHEIH BU3HUT B KIIMHHUKY.

[TonnepxxuBaromuit neproa (8§ Henenp): NaLKEHTHl OYIYT NMPOAOIKATh NMOJYYaTh MOANEPKUBAIOLLYIO 103y
B TEYEHHE CICAYIOIMX 8 HelleNb, XOTS JonyckaeTcs |-KpaTHoe CHYD)KEHHE 03Bl (10 YPOBHS NpeabIayIleit 10351
Ha OCTaBUIYIOCS 4acTh MCCJIEAOBAHMUS) B Ciyyae MOOOYHBIX ¢ dexToB. [TanmeHTs! OyayT BO3BpaIaTsCs B K-
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HUKy Ha 9, 12 u 15 Henene AnA oneHKH d3PPEKTUBHOCTH U OE30MACHOCTH.

Ilepuoa BeIMBIBaHUSA U MOCIENYIONIEE HAOMIOACHUE: BCE MALIMEHTHI pekpatart npueM IMP na 15-i Henene
U BEPHYTCA 4Yepe3 1 HeNedro A8 BU3UTA B KOHIE UccaeI0BaHUsA. [[aliueHTs!, 3aBEpIIMBIINE UCCIAET0BAHUE, MO-
T'YT UMETh NIPaBO HauaTh YYACTUE B OTKPHITOM PAaCHIMPEHHOM UCCNEA0BaHUM Oe3onacHocTH. IlanuenTsl, He y4a-
CTBYIOIIUE B OTKPHITOM PACIIMPEHHOM UCCIIEIOBAHMM O6€30MaCHOCTH, OYAYT UMETH NOCIETYIOMUH TerehOHHbIH
KOHTAKT /I OLEHKH 06€30MacHOCTH uepe3 1 Henemro nocne OKOHYAHUS NMEepHosa BHIMBIBAHUSA (depe3 2 HeJaenau
nocne ux nocieaneit no3sl IMP (17 Henens)).

Korna npubnusurensHo 90 manueHTOB 3aBepuiaT Ucciae0BaHUE (BKIIOYAs MOCIEAYIoNee HaOII0ICHHUE),
HE3aBUCUMBINA KOMUTET 0 MOHUTOPUHTY naHHBIX (IDMC) mpoBenet Hecnenyto [A Ha npenMer 6eCcmoIe3HOCTH
U TIOBTOPHO# OIIEHKH pa3Mepa BBHIOOPKH Ha OCHOBE LEHTpaTM30BaHHO cuuThbiBaecMoro MD CRS, uacts II. Ha
OCHOBaHMHU Pe3ynbTaToB [A Mccae10BaHUE MOXKET OBITh OCTAHOBIIEHO, WM Pa3Mep BBIOOPKM MOXET OBITH CO-
XPaHEH B COOTBETCTBUYU C IJIAHOM (BCEr0 MPUOTU3UTEIHHO 185 manueHToB) UK YBENUYCH (MPUOTUIUTECIHHO 10
230 manmentoB). J{ns [A Gyner paspaboran pernmamenTt iDMC, u nponenypsl, 00eCIEeYHBAIOIINE [[ETOCTHOCTE
UCCIEA0BaHUSA, OYAYT NPEAYCMOTPEHBI B PEITIAMEHTE.

Bo Bpems nomyueHus MHGOPMHUPOBAHHOTO COTTIACUS POAUTEIL/3aKOHHBIH ONEKYH OyaeT MPpOouHGOPMHUPO-
BaH O TOM, YTO MOCJE PAaHAOMU3ALMU AN JEUEHUS NMAUEHTHl JOJDKHBI OCTaBAaThCS B UCCIETOBAHUU U 3aBEP-
MIUTH BCE MPOLEAYPHI UCCIETOBAHUSA, €CIU He OYAET cAeIaH BEIOOP B MOJIB3Y OT3bIBA cornacus. IlanueHTsl, BbI-
OBIBIIME U3 UCCIEAOBAHUS 10 3aBEPUICHUS 15-HEAETBHOIO MEPUOJA JICHUEHUS, AOMKHBI MONYYUTh BU3UT A
panHero mpexpameHus (ET) xkak MoxHO ckopee nocie npueMa nocienseit 103s1 IMP. Co BceMu nmanueHTamu,
KOTOpBIE MPEX/IEBPEMEHHO MPEKPATUIM NPUEM, OYIYT OCYIIECTBIATHCA MOCIEAYIONMH Teae)OHHBIH KOHTAKT
JUISL OLICHKM O€30MacHOCTH depe3 2 HEAEIM Noclie mpuema nocieaneit no3el IMP; onenku 6yayr Takumu, Kak
OMuUCaHo A Heaeau 17.

IlepBUYHBIE U BTOPUUHBIE OLIEHKU

IlepBU4HOM OLEHKON SABIAETCS Pa3IMUUE B CPEAHUX 3HAUECHUAX MEXAY AcHTEeTpaOeHAa3UMHOM M mianedo B
LEIEBOM NOMYIIIUM NallUEHTOB MO U3MEHEHUIO OT UCXOMHOIO YPOBHS 0 YPOBHA K 15 Hexene B LEHTPAIU30-
BaHHO cuuThiBacMoit yactu II MD-CRS, He3aBHCHMO OT TOrO, MPOU3ONLIO JIU CHUXKCHUE JT03BI, TPUOCTAHOBKA
UM NPEKpaIlieHUE IPUEMA, U HE3aBUCUMO OT NMOOOYHBIX 3((EKTOB, CBI3AHHBIX C JCUECHUEM.

BTopuuHBIE OLIEHKU MPEACTABIAIOT COOO0M pa3IUYUs B CPEAHUX 3HAUCHUSAX MEXTY AeHTeTpaOEHAa3UHOM U
mwianebo B UENEBOM MONYIAIMU NAaUMEHTOB 1714 (1) U3MEHEHUS OT UCXOHOTO YPOBHA A0 YPOBHA k 15 Henene B
ICHTPAIM30BAaHHO CYMTHIBACMOMN IIKale ONIEHKH ABMIaTENLHOIO paccTpoiicTBa-aercrsa, wyacts [ (MD-CRS,
vacTh [); (2) obmero BneuatieHus onekyHa o6 ynyumeHuu 310poBbs (CaGI-I) x 15 nenene; u (3) CGI-I na 15
HeJENe, HE3aBUCUMO OT TOTO, MPOU3OIUIO JIU CHUXKEHHUE [03bl, NIPUOCTAHOBKA UM NMPEKPALCHUE NPUEMA, U HE-
3aBHCHUMO OT NOOOYHBIX 3PPEKTOB, CBI3AHHBIX C JCUECHUEM.

IlepBU4Has OllCHKA OLICHUBACT dPPCKTUBHOCTH YMECHBIICHUS XOPCUGOPMHBIX TBHKCHUIH Y MAIllMEHTOB C
DCP ¢ npeobrafaroniuM XopeUpOPMHBIM JIBUraTEIbHBIM PACCTPOHCTBOM, yaensas oco00e BHUMAHUE NPHYHH-
HBIM 3¢ dexram, cBa3aHHBEIM ¢ IMP. BTopuuHble OlleHKM OleHMBAIOT 3 GEKTUBHOCT CHOCOOHOCTH MAallMEHTa
BBITIOJTHATH MTOBCETHEBHBIC (DYHKIMU M YIYUIICHUE CUMIITOMOB AUCKMHE3UH MO OLIEHKE JIMIA, OCYIIECTBISIONIE-
IO YXO[, ¥ UCCIIEI0BATENs, C AKIICHTOM Ha NMpHYHHHEIE 3¢ deKTHI, cBs3aHHbIe ¢ IMP.

[Tonynsauus nangueHToB A8 3TOro uccienoBaHus - nanueHTsl ¢ DCP ¢ mpeobnanatomum xopenhopMHBIM
JIBUraTeNIbHBIM paccTpoiicTBOM M TskecThio DCP, mpeacrasnennoii o6muM Gamiom >10 nmo mkate MD CRS,
yacth 11, Ha ucxonHOM ypoBHE. OXKMAAETCA, YTO ITAa NONYJALUA OYAET UMETh YYBCTBUTEIHHOCTh, YTOOBI NPO-
JEMOHCTPUPOBATh KIMHUYECKU 3HAYUMOE YIYUIIEHUE NOCIe JeueHus aeirerpadenasunoM. Ilo npakruueckum
NpPUYMHAM HEBO3MOXKHO TMONYYUTH [ICHTPATU30BaHHOE cUUThIBaHUE MyHKTOB MD-CRS uacTu II Bo Bpems 6azo-
BOTO BH3MTa 710 PAaHIOMH3AIMH, YTOOB! ONPEACINTH, MOAXOAUT JIH MAIMEHT A1 UccaeaoBanus. Clie10BaTeNbHO,
BKJIIOYECHHUE B HCCIIEOBAaHUE OCHOBAHO Ha OICHKE HccienaoBareneM nyHkToB yacTu II MD-CRS Ha ucxonnom
ypoBHe. [lanueHTs!, KOTOpHIE HE COOTBETCTBYIOT kKpuTepuio MD-CRS,; yacts 11, ocHOBaHHOMY Ha IIEHTPAILHOM
YTEHUU, OYAYT UCKIIOUEHBI U3 HAOOpa AN MEPBUYHOIO aHanu3a (T.€. OCTAHETCSA U3MEHEHHAS MOMYIALUS Nalu-
€HTOB, BKIIOUEHHBIX B ucnbltanue [mITT], xoTopas coaepXUT TOIBKO ManMEHTOB ¢ OOmMM OamnoM >10 mo
nyHkrtaM MD-CRS, vacts II, npu 6a30BOM nocenieHuH, Ha OCHOBE IICHTPATH30BAHHO CUUTAHHOM OLIEHKH).

AHanu3 NepBUYHOrO KOHEYHOI 0 IOKA3aTeNs

ITepBUuHOI KOHEYHOI TOUKOH ABNAETCS U3MEHEHUE OT UCXOTHOrO YPOBHS K 15 Hexene npu HEeHTPaIu3o-
BaHHOM cuutbiBaHUM MD-CRS, wacts Il (aeliterpabeHasnn no cpaBHEHUIO ¢ mianebo).

Anamu3 mITT (a7 BceX MaMEHTOB ¢ IEHTPATU30BAaHHO CUMTHIBAEMBIM O0IMM OamioM >10 mo myHKTam
MD-CRS, yacTts II, Ha HCXOTHOM YpOBHE U MO MEHBIIEH Mepe | mocne 6a30BOro EHTPAIU30BAHHO CHUTHIBAC-
Moro oneHuBanus MD-CRS II) 6yneT ucnons30BaTbes 1718 MEPBUYHOTO aHATH3A.

ITepBuuHbIi aHanu3 OYAET NPEACTABIATE COO0I CMEMIAHHYIO MOJEIbL ¢ TOBTOPHBIMU U3MEPEHUSAMHU C U3-
MeHeHueM obmero 6amma MD-CRS, wacts 11, B kauecTBe 3aBUCHMOil nepeMeHHONH. Mojens OyneT BKIIOYaTh
¢duxcupoBanHble 3QdEKTH! A8 TPYNNEl JeueHus, Heaenu (3 ypoBHa: 9, 12 u 15 Henenu) U rpynnel JieueHus 1o
HEJeIsIM B3auMoacHcTBUA. ba3oBbiii o6muit 6amt MD CRS, yacts 11, Bo3pacTHas rpymnna Ha HCXOIHOM YpOBHE
(2 ypoBas: o1 6 10 <12 jet; ot 12 no 18 net) u peruon (CIHIA; xpome CIIIA) OyayT BKIIOUEHBI B KAYECTBE KO-
BapuaT. ByeTr ucnoap30BaThCs HECTPYKTYPUPOBAHHAS KOBapUALIMOHHAS MOAETb.
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OTcyTCTBYIONME NaHHBIE OYAYT KiIacCH(UIMPOBAThCA Kak OTCYTCTBYIomuUeE ciyyaiino (MAR) u orcyrer-
Bytoue He caydaiiHo (MNAR). Ilepuoanuecku oTCyTCTBYOMME AaHHbIe U DT 718 NalUeHTOB, KOTOPhIE MOTE-
PSHBI AJIS TOCIECAYIOMIEr0 HAOIIOCHUS UITH KOTOPBIE UCKIIIOYEHB! 0 IPUYMHAM, HE CBA3aHHBIM C IIEPEHOCHUMO-
CTHIO, HEXKETATEIbHBIMU SIBICHUAMY WIIM OTCYTCTBHEM 3¢ EKTUBHOCTH, OyAYT KiIaccupuuupoBaThes kak MAR.
Bce nmpyrue nmocpounslie mnpekpamieHus Oynyt kimaccuduuupoBatbes kak MNAR. Krmaccuduxanus xax
MAR/MNAR 6yneT npou3BoauThCs Beaenyio 10 IA u 1o 61oxkupoBKH 6a3bl JaHHBIX. METO MHOXXECTBEHHOTO
BMeHeHH MAR/MNAR 6yner npuMeHAThCS B NIEPBUYHOM aHamu3e, rae aaHHele MNAR GyayT BMeHATHCH
UCTIOJIH30BAaHUEM METO/Ia NEPEXo/ia K 3TaoHy, a JaHHble MAR OyayT BMEHATHCA Ha OCHOBE paH/IOMHU3UPOBAH-
HO#t rpynnel neueHus. Kaxaplit 3 MOIyUeHHBIX MOIHBIX, YCIOBHO MCHMUCIECHHBIX HAOOPOB NaHHBIX OyIET mpo-
aHaJTM3MPOBAH C MCIOJIB30BAHUEM MOJCIH aHAIU3a, ONMCAHHOMN BBIIIE, @ MONYYEHHBIE CTATUCTHYECKUE JTAHHBIE
OyayT 00bEMHEHBI C UCIONB30BAHMEM METO/IOJIOTHH, TIpEICTaBIeHHOH B padorax Rubin DB. Multiple Imputa-
tion for Nonresponse in Surveys. 1987, New York: John Wiley & Sons, u Little RJA, Rubin DB. Statistical
Analysis with Missing Data. 2002, New York: John Wiley & Sons, monHOCTBIO BKITIOUCHHBIX B HACTOSAIICE OMU-
CaHHUE B KAUECTBE CCHLIOK.

Paznuune B cpenHUX 3HAUYCHUAX HAUMEHBIIUX kBaapaToB (LS) usmenenus obmero 6amna MD-CRS, yacts
II, ot ucxonHoro ypoBHs 10 15-it Heaenu (nedTeTpaOeHa3UH MO CPABHEHUIO ¢ Maneb0) OyAeT CpaBHUBATHCA C
UCTIOJIH30BAaHUEM OIHOCTOPOHHETO KPHUTEpUS Ha INPEBOCXOJACTBO IIPM HOMHMHAIBHOM YPOBHE 3HAYUMOCTH
a=0,025.

Byayr npencraBieHs! cpepnee 3HadeHue LS v ctanaapTHas ommOKa /Ul rpynn Je4YEHHs, pa3Iuiue cpea-
HuX 3HaueHuit LS, nBycroponuuit 95% noBepUTEILHBIN HHTEPBAT U 3HAUCHUE P I CpaBHEHUS (neiiteTpabeHa-
3MH 1O CPaBHEHHUIO C NIanebo) Ha 15 Henene.

KuntoueBbie BTOpHYHBIE KOHEYHBIE TOKA3ATEIH M aHATH3

KutoueBbie BTOpHUYHBIE KOHEYHBIE NIOKA3aTEIM YKa3aHbI Aajiee.

1. U3MeHeHHe OT MCXOAHOTO YpoBHA kK 15 Henmene B neHTpanu3oBaHHO cuuThiBaeMoil wactu IMD-CRS
(nefiTeTpabeHa3uH N0 CPaBHEHUIO ¢ MIaneoo)

2. CaGI-I Ha 15 Henene (neliTeTpabeHa3uH MO CPABHEHUIO C MIanebo).

3. Knunnueckoe obmiee pnevatnenue yayumenus (CGI-1) va 15 Henene (nefirerpabeHa3un no CpaBHCHUIO
¢ nnanebo).

Kaxaplii kimroueBoil BTOPUYHBIH KOHEUHBIH MOKa3aTenIb OyIET TPOaHANM3UPOBaH TaK XK€, KaK U B MEPBUY-
HOM aHaju3e, 3a UCKII0YEHUEM TOro, 4To 6a30BOE 3HAYECHHUE AJaHHOTO KOHEYHOTO NoKa3areis OyleT BKIIOYEHO B
KauecTBE KOBApHATHI.

Hpyrue nokazareny 3G ek THBHOCTH/KOHEUHBIE ITOKA3aTEIH

Hpyrue noxa3zarenu 3QpeKTUBHOCTH U KOHEYHBIE NOKa3aTeau (eiirerpabeHa3uH Mo CpaBHEHHUIO C IUale-
00) BKJIIOYAIOT CJAEAYIOIUE

rno6ansHbIi uHACKC MD-CRS (paccuursiBaeres no yactu [ u wactu II MD-CRS),

eMHas MIKaNa OUEHKH 00JIe3HH XaHTHHITOHA - 00muit MoTopHsIil 6am1 (UHDRS-TMS),

eIMHas [IKaNa OUEHKU 00Jie3HH XaHTHHITOHA - 00mas MakcuManbHas xopes (UHDRS-TMCO),

€MMHas [IKaNa OUEHKH 0oJie3HH XaHTHUHITOHA - 00mas MakcuManbHas nuctonus (UHDRS TMD),

neauaTpuyueckas OleHKa WHBATUIHOCTH - KOMIbIOTepHo-ananTupoBanHslit Tect (PEDI CAT) (moBcennes-
Hasl AeATEIBHOCTD, 3aBEPIICHUE POUTEIISN/ONEKYHA, BEPCHUS C TPOTHBOBECOM),

Moayab CP u3 Pediatric Quality of Life Inventory (PedsQL) (xauecTBO »U3HH, TAIIUEHT/ONECKYH),

mikajga obmiero BneyamieHus nanuenra ot ynyumenus ([PGI-1] rmobanphas, manueHT/onexkyH),

obmiee KTMHUYECKOE BrieuaTieHue o creneHu Tsokecty ([CGI-S], rmobanbHo, o olieHKe Bpaueii),

oteeT CaGlI-I, onpenemsemMsplii kak MAalUMEHTHI, COCTOSHUE KOTOPBIX ONEKYH ONMHUCHIBAET KaK "3HAYUTEIHHO
VIYYIIMIOCH" WM "0ueHb 3HAYUTEIBHO yyunmiocek” mo mixane CaGI-1,

oreer CGI-I, ompeaensemMplii kKak NMAalUEHTHI, COCTOSHUE KOTOPHIE OMMCAHO KaK "3HAYUTEIHHO YIYYIIH-
J0Ch" WM "04EHb 3HAYUTEIBHO yayummiocs” no mkaite CGI-1,

otBeT CGI-S, onmpeaensemMsplit kak MAlMEHTHI, Y KOTOPBIX cHIkeHue nokaszarens CGI-S na <1 6an,

oteeT PGI-I, ompeaensemslil kak MalMEHTH], COCTOSHUE KOTOPBIX OMUCAHO KakK "3HAYMTENBHO YIYYIINB-
meecs" UM "HECKOIbKO yiyummuBmeecs” no mkaie PGI-1.

MHOXeCTBEHHBIE CPABHEHUS 1 MHOXKECTBEHHOCTh

[TepBuuHBIi KOHEYHBIH MOKa3aTeib 3Q(HEKTUBHOCTH OYIET NPOBEPATHCA HA OJTHOCTOPOHHEM YPOBHE 3Ha-
yumoctu 0.=0,025.

Ecian mepBuuHBII KOHEYHBIH NOKa3aTenb SBIAETCH CTATUCTHYECKH 3HaYMMBIM (3HaueHue p<0,025), 3
KJTIOYEBBIC BTOPHYHBIC THUIOTE3bI OYAYT MPOBEPATHCS C MCIOJNB30BAHMEM HEPAPXMUECKOTO MOJAX0Ja Ha OJHO-
cTOopoHHEM ypoBHE 3HauuMocTd 0=0,025 B cnenyromem nopsake: (1) MD-CRS, yacts I, (2) CaGI-1 u (3) CGI-1.

Ecin nepBUYHBIA KOHEYHBIH 1MOKa3aTeNb HE SBISCTCSH CTATUCTHYECKH 3HAYMMBIM, NTOITBEPKAAIOIIAT PO-
BEpKa I'MNoTe3 He OyAeT MPOBOAUTHCS /U1 BTOPUYHBIX I'MIIOTE3, M OHH OYIYT CUUTATHCSA UCCIET0BATEIbCKUMH,
a HE TOTBEPKAAIOIIUMH.

Eciu Bropu4HbINA KOHEYHBIH MTOKA3aTENb HE SABIACTCS CTATUCTHYECKH 3HAYMMBIM, MTOJTBEPKAAIOMAs MTPO-
BEpKa TUIOTE3 HE OYAET NPOBOAUTHCA IS CICAYIONIEH BTOPHYHOM I'MIIOTE3BI/TUIIOTE3, U OHAa/OHM OyAyT pac-
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CMaTpUBATLCH KaK UCCIIE0BATEIBCKHE, @ HE TTOITBEPIKAAIOIIHE.

Hukaxoit KOHTPOJIb MHOXECTBEHHOCTH HE OYAET MPUMEHATHCA K aHATU3Y YYBCTBUTEIBHOCTH UIIH IPYTHM
KOHEYHBIM MTOKA3aTEIAM.

[InaHupyeMblit IPOMEKYTOUHBIHA aHATH3

Kornma npu6nusurensHo 90 manueHTOB 3aBepuiaT Uccieq0BaHUe (BKIIOYAs MOCIEAyIomee HabII0IeHHUE),
iDMC BeImosHUT Hecnenyto [A mis 6ecrnone3HOCTH U TOBTOPHOM OIICHKH pa3Mepa BEIOOPKU Ha OCHOBE IICHTpA-
JMU30BaHHO cuuThiBaeMoii yactu II CRS MD.

[ToBTOpHAs OleHKA pa3Mepa BHIOOPKU OY/ET BBINOIHEHA ¢ UCHONB30BAHUEM IO1X0/1a MHOTO0OEIIAOIIUX
30H (Mehta CR, Pocock SJ. Adaptive increase in sample size when interim results are promising: a practical
guide with examples. Stat Med 2011; 30 (28): 3267-84, monHOCThIO BKIIIOUEHA B HACTOSAIEE ONMHCAHHUE B Kaye-
ctBe cchlikH). B IA Oyner oneHena ycrnoBHas MOIIHOCTH /I NIEPBOHAYATIBLHO 3aIJaHUPOBAHHOTO pa3Mepa BbI-
O0pkH NpHONU3UTEILHO B 185 manueHToB ¢ yueTOM HAOIIOAEMBIX JTaHHBIX, U pa3Mep BBHIOOPKH MOXET OBITH
VBEIHUYEH 10 00IIEro MaKCUMyMa MPUOIU3UTENBHO B 230 MalMeHTOB.

Yacrora omubox tuna I 6yaer koHTpoaMpoBathes ¢ ucnonszoBanueM Merona Chen, DeMets u Lan (paGo-
ta Chen YH, DeMets DL, Lan KK. Increasing the sample size when the unblinded interim result is promising.
Stat Med 2004; 23 (7): 1023- 38, moJHOCTHIO BKIIIOYEHA B HACTOAIIECE OMUCAHUE B KAUE€CTBE CCHIJIKH); CJeI0Ba-
TENBHO, JJI1 IEPBUYHOTO aHaau3a OyaeT ucnoias3oBathes a=0,025.

AHanu3bl 6€30N1aCHOCTH

AHanuz 6e30macHOCTH OYAET BBINOJHEH Ha KOMIUIEKTE aHaIM3a 6€30MacHOCTH.

Bce HexenarenbHble SBICHUS OYAYT 3aKOAMPOBAHBI C UCIONB30BAHMEM MEAMIIMHCKOTO CI0Baps HOpMa-
THBHOM JiesATeIbHOCTH. Kaxblif manueHT OyneT yUUTHIBAThCA TOJIBKO OMH pa3 B K&KIOM INPEANOYTUTEILHOM
TEPMHHE MJIM KaTETOPHU CUCTEMHBIX OPraHOB s aHamu3a O6ezonacHocTd. CBOMHBIE AaHHBIE OYAYT NpeacTaB-
JICHBI /IS BCEX HEXENaTeNbHBIX ABICHHUI (B LIEIOM U MO CTENEHHU TXKECTH), HEXKENATENbHBIX SABICHUM, ompee-
JICHHBIX UCCJIE0BATEIEM KaK CBS3aHHBIX ¢ HcciaeayeMbiM IMP (1.e. pasyMHas BO3MOXHOCTB) (ONpenensieMbIX
KaK CBS3aHHBIC MJIM OTCYTCTBYIOIME B3aMMOCBA3H) (B LEJIOM U IO CTENEHU TSHKECTH), CEPhE3HbIE MOOOUYHBIE
addekTs 1 moGounsle 3GdHeKTH!, BHI3BABIIME HCKIIOUEHHE U3 HccnenoBanus. Mroru OyayT mpeacTaBieHbl 110
IpynIam JeUYeHHs U Ul BCEX MalMeHTOB. ByyT npecTaBneHs! CIUCKY MAIMEHTOB € CEPHE3HBIMU HEXKEIATENb-
HBIMU SABJICHUAMU U HEXKENATCIBHBIMU SBCHUAMU, BEAYILIUMH K OTMEHE.

H3MeHenus B naHHbIX JaboparopHbix uccrnenoBanuit, OKI' u moxa3zareneil >xM3HEHHO BaXKHBIX (YHKIHUH
OynyT 0000IEHB! onUcaTeENbHO. Bee 3HaueHus OyayT CpaBHUBATHCS C 3apaHee OMPEAECIEHHBIMU KPUTEPUAMU
JJs. BBISBIICHUS MOTEHIMANBHO KIMHHYECKM 3HAYUMBIX 3HAYCHMH WNM U3MEHEHWMH, M Takue 3HaueHUs OyayT
HEPEYHCIICHBI.

Hcnoip3oBaHue COMYTCTBYIOMIMX JIEKAPCTBEHHBIX CPEACTB OyaeT 0000IIEHO MO TEPaneBTUYECKUM KIlac-
caM C MCIONB30BaHUEM ONMCATEIbHON CTATUCTHKH.

YacToTa U TAHKECTh CYHMIUAATBHBIX MBICIEH HIIH MOBEACHHUS B COOTBETCTBUM C JETCKOH aHkeToit Komym-
Ouiickoii mikane! onenku cyunuaa (C-SSRS) 6yayT npeacTaBiueHs! A1 BCEX MAMEHTOB B Bo3pacTe =12 jer no
MOCEIICHUSIM U O IpyNmaM JieueHus. byneT npeacraBiacHa tadbmuna cMeH 1A kareropuit C-SSRS nereit Ha
HCXO/THOM YPOBHE IO CPaBHEHHMIO ¢ HAUXY/IIICH (BBICIIEH) KaTeropuel B TeueHUE NEPUO/IA JICHCHHUS.

[TapxkMHCOHHM3M, BBHI3BAHHBIH JEKAPCTBEHHBIMHU CPEACTBAMH, OYET OLIEHUBATHCSH B COOTBETCTBUH CO IIKA-
JIOi ONEeHKH dKkcTpanupaMuaHbrx cumnroMoB (ESRS) (mommkansr 1 (cyObexktuBHbI onpocHuk) u Il (onenka
napkuHcoHu3Ma/akatu3un)). (Cm., Hampumep, padoty Chouinard G, Margolese HC. Manual for the Extrapyra-
midal Symptom Rating Scale (ESRS). Schizophrenia Research 2005; 76: 247-65, noaHOCThIO BKIIOUEHHYIO B
HacTosliee onucanue B kauectse cchlakk). ESRS BBosnTCS BO BpeMs CKpUHHMHIA; HCXOHBIA YPOBEHB; U HEJETH
3, 7,9, 12, 1S/ET u 16/EOS. Ilommxama [ onpocuuxka ESRS onenuBaeT CyOBEKTUBHBIM NapKUHCO-
HM3M/AKaTH3UIO B NIEPHOABI, OTIMYHBIEC OT JHA 00CIE0BaHuUs, B TEUEHHE NOCNeAHUX 7 qHel. OneHka npoucxo-
1T 1o 4-6amnpHoi mkane (0=otcyTcTByeT, 1=nerkas, 2=ymepenHas uiM 3=Tspkernas). [Ipu onenke yuuThIBacT-
€A YCTHOE COOOIICHUE MAIlMEeHTa O 1) 4acTOTe M MPOJODKUTEILHOCTH CUMIITOMA B TEYECHHUE JTHSA, 2) KOJIUYCCTBE
JIHEH, B TEYEHUE KOTOPHIX CUMIITOM NPUCYTCTBOBAJ Ha NOCIeHEH Heaene, U 3) cyObeKTUBHOM OLIEHKE MalUeH-
Ta UHTeHCUBHOCTU cuMnToMa. Ilonmkana II ompocuuka ESRS nist onenku napkuHCOHM3Ma M aKaTH3MU BKJIIO-
vyaeT 17 nynkroB ¢ 6amiamu ot 0 10 102 mia onenku caenyromero: Tpemop (0-48), moxoaka u ocanka (0-6),
yeToHuuBOCTH ocaHku (0-6), puruaHocTh (0-24), BeIpa3uTenbHbIC aBTOMaTHYeckue nBmxeHus (0-6), Opaauku-
He3us (0-6) u akatuzus (0-6).

OneHka U3MEHEHHUS NOBEICHUS OY/AET NIPOBOIUTHCSH B COOTBETCTBUHU C AHKETOH KOHTPOJIBHOIO CIMCKA MO-
Benenus aereit (CBCL). Cu., nanpumep, padotsl Achenbach TM, Ruffle TM. Child Behavior Checklist and
related forms for assessing behavioral/emotional problems and competencies. Pediatr Rev 2000; 21 (8): 265-71;
Achenbach TM. Advancing assessment of children and adolescents: commentary on evidence-based assessment
of child and adolescent disorders. J Clin Child Adolesc Psychol 2005; 34: 541 7, nonHOCTBIO BKIIIOYCHHBIC B
HacTosllee onucanue B kauecTBe ccbutok. I[lonueiit CBCL cocTOUT U3 ABYX YacTeil: MIKaIbl KOMICTCHIUIH (Hac-
T4 ¢ | mo VII) u mkans! cuHApoMOB (noBeaecHUYeckUe 3aeMeHThl). Illkana komnerenuuit (yactu ¢ I no VII) oue-
HMBAET pa3MYHBIC BU/BI JEATEILHOCTH (HANpHMEp, CIOPT, XO0O00HW, UIphl, OpraHU3alUM, KIyObI, KOMaHIbI,
Ipynnsl, paboTy U paboTy Mo I0MY), MEXJIMYHOCTHBIE OTHOIICHUS U ycneBaeMocTh. lIkama cuHApOMOB BKITIO-
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yaeT 118 BOMPOCOB, CBS3aHHBIX ¢ MPOOIECMHBIM NOBEACHUEM. B 3TOM HcclenoBaHUM OYAET UCMOIB30BATHCA
NepHos OT3bIBA "celfuac MM B TEUEHME NOCNeaHEH Heaenau", MPEACTaBIAIONMI U3MEHEHUE 110 CPABHEHUIO C
UCXO/HOM IMIKaJIoH, KoTopoe ObLTo "cefiyac MM B TeueHHE NOcneAHuX 6 Mecsanes". J{nsa kaxaoro aaeMeHTa po-
JIMTeNs/onekyH o6BeaeT 0, eciu 3JEMEHT He COOTBETCTBYET UX PEOCHKY, 1, €CITM 3JIEMEHT B HEKOTOPOH CTENEHH
UJTH MHOT/IA SBJIACTCS BEPHBIM, U 2, €CJTM 3JICMCHT ABJIACTCA OYCHB BEPHBIM UK yacTo BepHbIM. CBCL sBnsercs
YACTHIO CUCTEMBI SMITUPUIECKON OICHKM AXeHOaxa, KOTopas ONMpeNeIseT CUHAPOMBI, KOTOPBIC MPEACTABIISIOT
co00# MOBEACHYECKUE KIIACTEPHI, KOTOPBIE YKA3bIBAIOT HA ONpPE/E/ICHHBIE TUNBI MOBEJCHYECKHUX, COLHMATIBHBIX
WM 3MOIIMOHATBHBIX Mpo6iaeM. [IpobieMHOe MoBecHHE ONIEHUBACTCS IO CICTYIOMUM § IMITUPHUYECKH 000CHO-
BaHHBIM CHHIPOMAaM: TPEBOra/ACHPECCHs, 3aMKHYTOCTH/IENPECCHs, COMATUUECKHE KAT0Obl, COLMANBHBIE TIPO-
67eMBI, TPOOIEMBI C MBIIIIICHUEM, TPOOIEMBI C BHUMAHUEM, TTOBEJCHUE, HApYILIAIONIEE NPABUIIA, U arpecCUBHOE
noseacHue. [lkansl KOMIOETEHIUI U CHHIPOMOB OTOOpaXKaloTCA B MPOPUILX C YICTOM TEHICPHBIX M BO3pac-
THBIX nepueHTuneit u T-0a110B, OCHOBAaHHBIX Ha HAIlMOHATBHBIX HOPMATHUBHBIX BhIOOpKaX. IlonHas omneHka
CBCL (mxanpl KOMIETEHIMH ¥ CHHAPOMOB) OYy/IET 3aBeplieHa BO BpeMs ckpuHuMHra v Ha 15-if nHemene/ET.
Tonpxo mixana cuaapoma CBCL 6yaer 3anonHeHa Ha UCXOTHOM ypoBHE, Ha 3, 7, 9, 12 u 16 Henemax/EOS

OneHka ceaaTUBHOTO ¢ dekra OyIeT MPOBOAUTHCS B COOTBETCTBUH C ONTPOCHUKOM IO IMIKAJIE COHIUBOCTH
SnBopra (ESS). (Cm., Hanpumep, paboty Johns MW. The assessment of sleepiness in children and adolescents.
Sleep Biol Rhythm 2015; 13 (Suppl. 1): 97, nonHOCTHIO BKIIOUEHHYIO B HACTOAIICE ONMCAHUE B KAYECTBE CCHI-
ku). ESS npeacrasnser coboif onpocHUK, KOTOPHII 3amoIHAETCS CAaMOCTOSATEIBHO U COCTOUT M3 § BONPOCOB,
KOTOPBIC TO3BOJITIOT OIICHUTH OOMIMM YPOBCHb THEBHOU COHIUMBOCTH nanueHTa. ESS BBOIUTCS BO BpeMs CKpH-
HUHTa; Ha UCXOAHOM ypoBHe W Henemu 3, 7,9, 12, 15/ET u 16/EOS. ESS npocuT pecnoHACHTOB OLEHUTH MO 4-
6amnpHOU mikane Jlaiikepra (0-3; O=Hukoraa He 3acHeT, |=HeOOIBIION IIAHC 3aCHYThH; 2=CPEIHUU MIaHC 3a-
CHYTh; 3=BBICOKHUI IIAHC 3aCHYTH) UX OOBIYHBIC IIAHCH! 3aJAPEMATh UM 3aCHYTHh B PA3TUYHBIX CUTYAalUAX WU
NpU 3aHATUAX, KOTOPBIMU OOJILIIMHCTBO JIIOJCH 3aHUMAeTCA B MOBCEAHEBHOM xu3nu. Ob6muit 6ant ESS npen-
cTaBiseT coboi cyMMy 6ayuioB IO 8 MyHKTaM U MOXKET BapbupoBathes oT 0 10 24, npuuem Gonee BEICOKHH 6ai
yKa3bIBa€T Ha O0see BBICOKUI YPOBEHD THEBHON COHIUBOCTH.

JIns HenmpephIBHBIX NEPEMEHHBIX OYAET MPEeNOCTaBICHA ONUCcaTeIbHAsS CTATUCTHKA AT (aKTUUECKUX 3Ha-
YeHUIT 1 U3MCHEHUI OT 6a30BOT0 YPOBHS K KaXXIOMY MOMEHTY BpeMcHH. [ KaTeropuaabHBIX MEPEMEHHBIX
Oy/eT MPEeaOCTaBIECHO KOJUYECTBO MAIMEHTOB U NMPOLEHTHL. Taroke OyIyT NpelocTaBIeHbl ONUCATENbHBIE CBOI-
KU CEphE3HBIX HEKEIATCIBHBIX SBICHUH, BEIOBITHS MTAIIMEHTOB U3-3a HEXKENATCIBHBIX SBICHUH U MOTCHIIMATBHO
KJIMHUYECKH 3HAYUMBIX OTKJIOHCHUI OT HOPMBI (KIMHUYECCKHUE JTA0OPATOPHBIC MM KU3HCHHO BAXKHBIC MPU3HA-
KH), OCHOBAHHBIC HA 3apaHee ONPEIEICHHBIX KPUTEPUIX

Ecnu xaxoit-nu0o mallMeHT yMHUpaeT BO BpEMS MCCIEAOBAHMA, OYAET MPEAOCTABIEH CIUCOK CMEPTEH, U
BCA COOTBETCTBYIOIIAA HHMOpManus OyAeT 00CYyX/IcHA B OMUCAHUM MAllMCHTA, BKIIOYCHHOM B OTYET O KJIMHH-
YECKOM HCCIICI0BAHUH.

AHanu3 nepeHoCUMOCTH

Ecmu Gonee 15% manueHTOB BHIOBIBAIOT U3 MCCACTOBAHUSA 10 OKOHYAHUS NMEPUOIA JCUCHUS, KOTUYECTBO
JHEH 10 MpEeKpalleHus MCCIEI0BaHus OYAET NpOaHAIM3UPOBAHO C MCNOJB30BaHHEM MeTojonoruu Kanmana-
Meiiepa ¢ ucnonp3oBaHueM Habopa ans aHanuza [TT.

DapMakOKUHETHYECK U/ apMakoTMHAMUYCCKUN aHATH3

O06pa3is!, cobpanHpie 111 HapMaKOKMHETHUECKOTO aHaiIM3a, OyayT KOJMYECTBEHHO ONpPECICHB Ha CO-
JepykaHue neiiretpabeHasuHa u anmbda-guruaporerpadbenasuna (o-HTBZ) u Gerta-aurunporerpadenasuna (f3-
HTBZ) B xauecTBe aKTUBHBIX META0OIUTOB AciTeTpaOeHa3UHA U APYTUX META0OJUTOB IO MEPE HEOOXOAUMO-
ctu. Cymma o-HTBZ u 3-HTBZ 6yner paccuutaHa Ha OCHOBE MHAMBUAYANBHBIX KOHIEeHTpanuid. KoHnenrpa-
UM neiTerpabeHa3uHa U METaOOMUTOB (MHAMBUAYAIBHO U B CYMME) MOTYT OBITh MPOaHATU3UPOBAHBI C HC-
MOJH30BAHUEM MOMYIIUOHHBIX (hapMaKOKHHETHYECKMX MeToMoB. MccaemoBarenbckuil apMakOKHMHETHYE-
ckuit/hapMakOTMHAMUYCCKUI aHANIU3 MOXET OBITH BEHIMONHCH IO KOHCYHBIM IIOKa3aTeNsiM (apMaKoaUHAMU-
K1/0E30MacHOCTH € HCIIONB30BAHMEM  BCEX  COOTBETCTBYIOIIMX  HAKOIUICHHBIX  (hapMaKOKMHETH4e-
CKUX/hapMakoIMHAMUYECKUX TaHHBIX U3 UCCIACTOBAaHUN neiiteTpabeHa3uHa

Pesynbrarsl

ITokasaHo, yTO JeucHUE AcHeTpaOCHA3UHOM SBIAETCS Oe30macHbBIM U dpdexTuBHbIM. JleueHue neiterpa-
OCHA3MHOM NPUBOTUT K 3HAYUTCIHHOMY YIYUIICHUIO BCEX MEPBUYHBIX U BTOPUYHBIX KOHEYHBIX MOKA3aTeICH.

[TanmenTs!, momyyalomue AeHTeTpaOeHa3UH, IEMOHCTPUPYIOT 3HAYUTEIBHOE CHIDKEHHE oOmiero 6amia
MD-CRS, uacts II, mpumepHo Ha 0,5-4 6a1a (Mo cpaBHEHHUIO ¢ MIanebo0) Mo CPABHEHHUIO C UCXOTHBIM YPOBHEM
1o 15 Henenmu, TeM caMbIM TeMoHCTpUpys yayumenue DCP, cBs3aHHOE ¢ neiiTeTpabeHA3MHOM.

[TanmenTs!, momyyalomue AcHTETpabeHa3MH, TAKXKE JEMOHCTPUPYIOT 3HAYUTEIBHOE CHIDKEHHE OOIIEro
6amna MD-CRS, yacte I, npumepro Ha 2-4 Ganna (IO CpaBHCHHUIO C mianebo) Mo CPAaBHEHHUIO C MCXOTHBIM
ypoBHEM K 15 Henene, TeM caMbIM 1eMOoHCTpUpys yayumenue DCP, cBs3anHoe ¢ neifreTpabeHa3nHOM.

[TanuenTsl, Moayyaromue aeiTerpadeHa3uH, TAkKE IEMOHCTPUPYIOT 3HAYUTENFHOE CHIKECHHUE NTOKA3aTeNs
CaGI-I mpumepno Ha 0,5-0,7 6ania (Mo cpaBHEHUIO ¢ mianebo) Mo CPaBHEHUIO C UCXOTHBIM YpOBHEM K 15 He-
JIeNie, TEM caMbIM JAeMoHCTpupys yayumenue DCP, cBsa3anHoe ¢ neiiTeTpabeHa3HHOM.

[TanuenTsl, Moayyalomue aAeiTerpadeHa3uH, TAKKE IEMOHCTPUPYIOT 3HAYUTENLHOE CHIKECHHUE NTOKA3aTeNs
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CGI-I mpumepno Ha 0,5-0,7 6amta (Mo cpaBHEHUIO ¢ TIANEe00) MO CPAaBHEHUIO ¢ UCXOHBIM YPOBHEM K 15 Hefe-
JIe, TeM caMbIM AeMOHCTpupy4 yayumenue DCP, cBg3aHHOE ¢ neiiTeTpabeHA3MHOM.

[TanmenTs!, Moayyaromue AeHTeTpabeHa3uH, TAkKE AEMOHCTPUPYIOT YIyUIIIEHHE, OCHOBAHHOE HA 3HAYH-
TETPHOM CHIDKCHUM 1O OOBEAMHEHHOH IIKale ONEHKM 0oJe3HM XaHTHHITOHA - 00umit MoTopHsIit 6amn (UH-
DRS-TMS), umu no o0beAMHEHHO# MIKae OLEHKU 00Ne3Hn XaHTUHITOHA - 00mas MakcuManbHas xopes (UH-
DRS-TMC), unu no oO6beAMHEHHON 1IKale ONEHKU 00Je3HH XaHTUHITOHA - 00Ias MaKCHUMaabHad AMCTOHUA
(UHDRS TMD), unu moayns CP B nemuarpuueckoii nHBeHTapu3anuu kauectsa xu3HU (PedsQL) (xauecTBO
KU3HU, TALIUCHT/OTNICKYH).

[TanuenTs!, Nomyyaromue AeiTeTpadeHa3uH, Takke IEMOHCTPUPYIOT YIIYUIIEHHE HA OCHOBE KOMITBIOTEPHO-
aNaNTUPOBAHHOTO TECTa MHBEHTApU3aIlMU HHBATUAHOCTH A neauatpuueckoii oneHku (PEDI CAT) (moBcennes-
Hasl XKM3HEIEATEIHLHOCTD, 3aHATOCTh POAUTENE/ONEKYHOB, cOATaHCUPOBAHHAS IO COACPKAHUIO BEPCHS).

[TanmenTs!, nonyyaronye aeiirerpabenasus, Takke AeMoHCTpupyloT orBeT CaGI-I, onpenensemslil kak
MAIUEHTHI, COCTOSTHUE KOTOPBIX ONEKYH OMUCHIBACT KaK "3HAYMTENBHO YIYYIIHIOCH" MM "OYEHb 3HAYUTEIHHO
yyumuiaocs” no mxane CaGI-1.

[Tanuentsl, nonyuaromue aeirerpabeHa3uH, Takxke AeMOHCTpupyroT peakiuo CGI-I, onpenensemyro xak
MAlMEHTHI, COCTOSHUE KOTOPBIX ONMUCAHBI KaK "3HAYUTENBHO YIYUYIIMIOCH" MM "OYEHb 3HAYUTEIBHO YIYHIIH-
nocs" no mxane CGI-1.

[TanmenTs!, moayyaromue aeiterpabeHaszuH, Takke neMoHcTpupyior otBeT CGI-S, onpenensemslil kak
MalMEHTHI, Y KOTOPBIX HabIoaaeTcs cHmkenue Ha <1 6amna o mkane CGI-S.

[TanuenTsl, nonyyarmue 1eHTETpaOCHA3UH, TAKXKE N1EMOHCTPUpPYIOT peakuuio PGI-1, onpeaensemyto xak
MAlMEHTHI, COCTOSHUE KOTOPBIX OMHMCAHO KaK "3HAYMTENBHO YIYYIIHMIOCH" MIM "HECKONBKO YIYYIIMIOCH" IO
mkane PGI-1.

bezonacHocTh JeucHuUs neiireTpabeHa3uHOM OyIET MOKazaHa ¢ MOMOIIBI0 neTckoit Komymoutickoit mixasmsl
onenkyu cyunuaa (C-SSRS), mkans! oneHku 3xkcTpamupaMuIHbix cumnToMoB (ESRS), koHTpoibpHOrO crucka mo-
BeaeHus neteit (CBCL), mxansr connuBoctr DnBoprta (ESS) 1 0TCYyTCTBUS Cephe3HBIX HEXEIATEIbHBIX IBICHUM.

[Tpumep 2. OTKpHITOE paCIIMPEHHOE UCCIIE0BAHKE.

®aza 3, 55-HenenpHOE, OTKPHITOE, HHAMBUAYAIBHOE, HOJTOCPOYHOE UCCIIE0BaHUE OE30MacHOCTH, Iepe-
HOCUMOCTH M 3¢ (deKTHBHOCTH jeiieTpabeHa3uHa /Uil JeUCHUS AMCKMHE3UHU NpH [epeOpanbHOM NMapanuye y je-
Te# ¥ MOJPOCTKOB MPOBOTUTCS CICAYIOMIUM 00Pa30oM.

OOmuit naaH uCCIe0BaHuUs: TAMEHTHI, KOTOPBIE YCIEIIHO 3aBepIuuiay 2 1-HeaenpHyto ¢a3y 3 MHOroneH-
TPOBOT'0, PaHJOMHU3UPOBAHHOTO, JBOWHOIO CJIENOro, Miane6o-KOHTPOIUPYEMOTrO NMapajuIeIbHOr0 TPYNIIOBOTO
UCCIICOBAHUSA IS ONCHKH 3PPEKTUBHOCTU U 0E30MACHOCTH JAciTeTpabeHa3uHa ("MCXOQHOE UcchenoBanue"),
MOT'YT UMETh NTPAaBO Ha BKJIIOUEHUE B 3TO UCCIIECIOBAHHUE MOCIE 3aBEPIICHUS 1-HEIENbHOTO NEPUO/Ia BEIMBIBAHHS
U OKOHYATEIHHOM OlICHKHU Ha 16-if Heene. B 310 uccnenoBanue OyayT BKIIOUEHB! IETH ¥ NOAPOCTKH B BO3PACTE
OT 6 10 18 1eT Ha MOMEHT MX BKJIIOYEHMS B HCXOJHOE UCCIIEIOBAHHUE.

CxpunuHr. CKpUHUHTOBBIC OLICHKU JI 3TOTO OTKPBITOTO MCCICTOBAHUS OYAYT NMPOBOAUTHCH KaK 4YacTh
6a3oBoro BusuTa. JIroboe HexkenaTeNbHOE ABJICHUE, HaUaBIIeecs MOCIe OKOHUYAHUS UCXOAHOrO UCCIIE0BAHUS U
3apErUCTPUPOBAHHOE TOCIE WH(POPMHUPOBAHHOTO COTJIACHSA/COTIACUs Ha 3TO OTKPBITOE HCCIEl0BaHHE, OyaeT
3a(MKCHPOBAHO B 3TOM HCCIIEIOBAHUH.

[Tocemenue B eHb 1: A8 BCeX NAlMEHTOB IMOCENIEHUE Ha 16-if Heaenae UCXOTHOrO UCCIEI0BAaHUSA MOXKET
OBITH MOCEIICHUEM B 1-i IEHb OTKPHITOrO HcciaeaoBaHusA. OUEHKU B IeHb | OTKPBITOrO UCCIIEI0BaHHS, KOTOPEIE
UJICHTUYHBI OLICHKaM nocerieHui 15/16 Heenb HCXOAHOTO MCCIIE0BAHMUS, B 3aBUCUMOCTH OT TOTO, YTO SBIACT-
cs1 HauboJjee aKTyaJIbHBIM, HE HYXHO NOBTOPATH, 338 HCKIIOUYEHHEM OPTOCTATHYECKON YacTOTHI Mynbca U apTe-
pHANBHOTO JaBIEHHUS, KOTOPBIE HEOOXOAMMO MTOBTOPUTH B | JEHB.

ITepuon TutpoBanus (7 HEAENb): NOCKOIBKY NMAIMEHTHI U3 HCXOAHOTO UCCIEI0BAaHUS NIPEKPATHIM JICUEHHE
JeiTeTpabeHa3MHOM B TEUEHHE MO MEHBIIEH Mepe | HeleNu Mo 3aBEpIICHUM MCXOAHOTO UCCIIEOBAHUS HIU
HoJTy4yany 1naanebo B UCXOTHOM HCCIE0BAaHUM, BCE MAMEHTH! OYYT MOABEPraThCs TUHTPOBAHUIO 03Bl ACHTET-
pabeHa3uHa B 3TOM HCCIICAOBAHUU IS MOJJEPKAHUS CIIEMOTH UCXOAHOIO MCCleloBaHus. IallMeHThl noxyyar
6 Mr nelieTpabeHa3uHa yrpoM 2-ro aus. CxeMa TMTPOBAHHUS U MaKCHMalbHas 1032 COOTBETCTBYIOT J103€ B MC-
XO/THOM HCCIIETIOBAHHH.

[Tonnepxusaromuii nepuon (46 Henmenb): B KOHIE NEPUOJA THUTPOBAHHUS OYNET YCTAaHOBJIEHA HayalbHAs
J03a ManMeHTa A8 noaaepkusaroniero nepuona (¢ 8 mo 53 Henemto). Koppekuus 1036l neiiterpabeHa3una (B
CTOPOHY YBEIMYEHUS UM YMEHBIICHHUS) MOXKET NMPOU3BOAUTHECS B TCUCHUE IMOJIEPXKUBAIOIIETO NEPHO/IA, ECITH
Heo0X0UMO, HO HE Hallle, YeM Kax<ble 5 JHel U Toabko ¢ maroM 6 Mr. Kak u Bo BpeMsi TUTPOBaHUS, CICAYET
KOpPPEKTHPOBATh /103y Ha OCHOBE BCeil nocTynmHOH HHpopManuu. Jlomyckaercs CHHXEHUE 03Bl IedTeTpabeHa-
3MHA WJIM NPOMCTAHOBKA AJIS NAIMEHTOB NPU NOOOYHBIX 3¢ eKkTax UM AaHHBIX 0 NEPEHOCUMOCTH. B TeueHue
nepuo/ia MoJACPKUBAHUS TUYHBIC (B KJIMHHUKE) MCCIEI0BATEIBLCKUE BU3UTHI OYAYT 3anIaHMpoBaHbl Ha 14, 27,
40 u 53 Henemu 18 OUEHKHU O6e30macHOCTH U 3()h(HEKTUBHOCTH, a TeehOHHBIC KOHTAKTHI (¢ BUIEO O€3 3alUCH B
peaTbHOM BpeMeHM) OyAyT 3ammanupoBansl Ha 21, 33 u 46 Hepenau AJA TOro, YTOOB! OLICHUTE MOOOYHBIE 3 hek-
Tel ¥ auckuHesuto. Ha 53 nenene/mpu nocpounomM npepwiBanud (ET) mamueHTs! npoiiiyT MONHYIO OLEHKY,
BKJTIOYAs MTOKA3aTENH XM3HEHHO BAXHBIX (QYHKIMH M Maccy, pU3MYeCKOoe U HEBPOIOTHYECKoe 00ciIe0BaHue,
usmepenue pocra, DKI' B 12 oTrBeieHusAX, 1abOpaTopHBIE HCCIIEN0BaHUs OE30MTaCHOCTH, aHAIM3 MOYH Ha HaIH-
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41¢ HAPKOTHKOB U OeTa-xopuoHnieckuii roHagorponuH (3-HCG), ecan npumenumo, a takxe MD-CRS, wactu 1
u II, CaGI-I, CGI-1I, CGI-S, PEDI-CAT, UHDRS-TMS, COPM, ouenku C-SSRS y nereit, ESRS (noxmkans: I u
II), CBCL u ESS.

Ilepyioa BbIMBIBaHUS M MOCIENYIOLIEr0 HAOMIOACHNS: BCE MALMEHTHl MPEKPALLAIOT NMpUEM AeHTeTpabeHa-
3uHa Ha 53-if Henmene U Bo3BpaTATCA 4epe3 | Hemenmto (54-1 Henens) IS OLCHKU OE30MacHOCTH. Y MallMEHTOB
Oyzaer mocaenyromui TeaeOHHBIA KOHTAKT (6€3 MOTOKOBOU Mepeaud BUACO B peaJbHOM BPEMEHH) /IS OLICH-
KU 6€30MacHOCTH 4epe3 | Hemesro mocjie OKOHYaHUS MEpHoia BRIMBIBAHUS (depe3 2 Helelu mocje npuema Io-
clieHe! 1036l AeiiteTpabeHa3uHa (55-1 Henmens).

IlepBuyHbIC U BTOPUYHBIC 1[G U KPUTEPUU/ KOHEYHbIE OKA3aTe M HCCIEA0BaHUS TPUBOIATCS Jasiee.

Llenu

Kpurepun/KoHeunsie nokaszarenau

OcHoBHOH LIEJIBIO 3TOro
HCCIEA0BAHUS ABIAETCS OLECHKA
6€30MacHOCTb U MEPEHOCHMOCTD

IMapamerpsr 6€30MaCHOCTH/KOHEUHBIEC TOKA3ATEH CICIYIOLIHE:
® HEOIArONPHATHBIC COOBITHS,
® J)KH3HEHHO BAXKHBIE MTOKA3ATEIH,

JOJrOCPOYHOM TEpauu
JciTeTpabeHa3MHOM Y JAETEH |
noapoctkos ¢ DCP.

o C-SSRS y aereit,

o napamerpst KT,

®  KIMHHKO-TabOpaTOpHBIE  MapaMeTpsl
XUMMUYECKUN aHaA/IU3 CBIBOPOTKH H aHAIHU3 MO‘{I/I),
o ESRS (noamxanst I u II),

e CBCL,

ESS

Kputepun 3¢ pexTHBHOCTH/KOHEUHBIE TTOKA3ATENH ClCAYIOLIHE:
o 06umii 6am1 no MD-CRS, yacts I (no onenke Bpaua),

o o6wmuii 6an1 mo MD-CRS, yacts II (o oueHke Bpaua),

o riobanpHeiil uHAeKC MD-CRS (paccuuthiBacTcs Ha OCHOBE
obuwmx 6amnos MD-CRS uacreii I u II),

o CaGlI-I (rmoGanbHbIi, C pEHTHHIOM MOMEUUTENS),

o CGI-I (rnobabHbIi, OLICHEH BpaduoM),

o CGI-S (rmobanpHbIi, OLICHEH BPA4OM),

e PEDI-CAT (noBceaHeBHass  ACATENBHOCTb,  CHACIKA
3aBeplucHa, cOaTaHCHPOBAHHAS 110 COACPIKAHHUIO BEPCHS),

o UHDRS-TMS (mo oueHke Bpaua),

o COPM (mo oueHke Bpaya).

CaGI-I=0011ee BneyaTyieHHE YIy4LICHUS Y M@, ocyuecTrisromero yxona, CBCL=koHTpoJIbHBINA CITHCOK
noBesieHus jieted (aas gereit ot 6 no 18 ner); CGIl-I=o0uee knmHM4eckoe BredaTiaeHue yaydienus; CGI-
S=obuiee knuHUYEeckoe BneyatieHue o crerneHu Tsokectn; COPM=kaHazackas Mepa MpOM3BOAMTEIBHOCTH TPY-
nma; C-SSRS=KonymOuiickas 1mikana OLIGHKH CTENMEHH cepbe3HOCTH caMoyOuiictB; DCP=nuckuHe3us npu 1e-
peopansHoM mapanuue; DKI=31exrpokapauorpamMma; ESRS=mikana ouneHku skcTpanmupaMHIHBIX CUMITOMOB
(momukanst I u II); ESS=mikana conauBoctu DnBopra (a1 neteil M noapoctkoB); MD-CRS=mkana oueHku
JIBUTATEILHOTO paccTpoiictBa-netctBa; PEDI-CAT=nenuaTpuueckas OllCHKAa WHBAJTUIHOCTU - KOMIBIOTCPHBIMA
anantupoBaHHblii Tect; UHDRSTMS=yHnduuunpopanHas mkaiga oleHKH 0oje3HM XaHTHHITOHA - 00Ias Mo-
TOpHas OLCHKA.

ITarmeHTH! MOTYT OBITH BKJIFOYEHBI B UCCIEOBAHHE TOJIBKO B TOM CIy4ae, €CJIM OHU COOTBETCTBYIOT BCEM
KpPUTEPHSM, TIEPEUUCICHHBIM Jajiee.

1. ITaumeHT 3aBeplINI NepBOHAYAIBHOE HCCaeI0BaHue (MpuMep |, Boile).

2. [TauueHT Becut no MeHblIel Mepe 12 kr (26 GpyHTOB) B €Hb | 3TOro0 Hcce0BaHHUS.

3. [TaumeHT MOXET MPOTJIOTHTH TabJACTKY AckieTpaOeHa3UHA LICTHKOM.

4. IlaumeHT 1 oneKkyH roToBbl MPUAEPIKUBATLCS PexMMa NpueMa aeiierpabeHa3lHa U co0I0/aTh Bee Mpo-
LETyphl UCCIACTOBAHMS.

5. IlaupeHT umeet xopoliee odliee COCTOSHUE 370POBbs, KaK NMOKAa3bIBAET MEAULMHCKUIA U TICUXUATpUYE-
CKMIi aHaMHe3, a Takke PpU3nKanbHOEe U HEBpOJIOrHYeckoe 00cIeI0BaHuE.

6. Ilo MHeHHMIO HCcaeIoBaTeNs, MAMEHT M ONEKYH CIOCOOHBI MOHATH MPHUPOAY MCCICIOBAHUS U €ro Mpo-
LEAYpBl, U 0’KUIAETCS, YTO MAaLMEHT 3aBEPILIUT UCCICI0BAHUE B COOTBETCTBUH C TJIAHOM.

7. JIns HECOBEPILEHHOJETHETO MAlMEHTa POAUTEIH/3aKOHHBIE OMEKYHBI NMPE0CTaBISIOT MUCbMEHHOE HH-
(opMHpOBaHHOE corjiacue, M MalUeHT JaeT corjacue (B COOTBETCTBUM C MECTHBIM 3aKOHOJATEIbCTBOM).
B3pocible maimeHTsl (B COOTBETCTBHUM C MECTHBIM 3aKOHOAATEIBCTBOM) MPEIOCTABISIOT COOCTBEHHOE MHCH-
MEHHOE MH(OPMHUPOBAHHOE COTJIacHe.

8. OnekyH aeT MUcbMeHHOEe MH(POPMHUPOBAHHOE COTJIacue MOCje TOro, Kak B3POC/bIil MAlMEHT Ha3HAuWII
3Ty POJIb, WIIM €CJIM 3TY POJb JEJIeTUpOBaN POAUTEb/3aKOHHBIN ONEKYH HECOBEPILEHHOICTHErO MalleHTa.

9. )KeHuMHBI B MOCTMEHApXEATbHOM NEPHOJIE UM cTapuie 12 et MOryT ObITh BKIIOYEHBI B UCCIEI0BaHHE
TOJBbKO B TOM CJydae, eciaM Y HuX Ha 1-if 1eH» ObuT oTpuLaTenbHbli pe3yasTaT Tecta Ha B-HCG wnu oHu Gec-

(remaTosorus,

Bropuunoit  neneto  3TOrO
HCCIEI0BAHUS SBIISCTCS OLICHKA
3(h(HEeKTUBHOCTH  JOATOCPOUHOIMA
Tepanuu AciteTpabeHa3sHHOM B
cHmwkeHnuu soxectu DCP.
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IO AHEL

10. XXeHmUMHBI B NOCTMEHAPXEAIBLHOM NEPHOAE MMM cTapiue 12 JeT, YbH MapTHEPHI-MYXUYUHBI NOTEHIIU-
anbHO (GepTUNBHBI (T.€. 63 Ba3dKTOMMH), TODKHBI UCTIONIB30BATh BICOKO3((EKTHBHBIE METOABI KOHTPOIS PO-
AAEMOCTH Ha MPOTSHKEHUM BCETO UCCIe0BaHUs (T.e. HauuHas ¢ 1-ro qus) u B Teuenue 30 aHei nocne nocuen-
Hel 10361 AeleTpabeHasnHa.

[TareHTH! OYAYT MCKIIIOUEHB! M3 YYacTUS B 3TOM HCCIEAOBAHMHU, ECIM OHH COOTBETCTBYIOT JIOOOMY U3
NIEPEYHCICHHBIX Jlallee KPUTEPHUEB.

1. B nepBsIit 1EHb 3TOr0 UCCIIEIOBAHHS Y NAIMEHTa HAOII0JaeTC KIMHUYECKH 3HAUMMAas IENPECCHUSL.

2. Y nanueHTa B aHaMHe3€ OBbUTM CYHMIMAAIbHbIE HAMEPEHHS MJIM CBA3aHHOE C HUM ITOBEJCHHUE: NPEBIAY-
Iee HaMepeHHUE 1eficTBOBATH B OTBET HA CYMIMANIBHBIC MBICIIH 110 KOHKPETHOMY IIJIaHy, HE3aBUCHUMO OT YPOB-
Hs aMOUBAJIEHTHOCTH, BO BPEMS CYMIIUIANBHBIX MBICTICH.

3. B anamue3se manuenTa Obuta mpeapAymas GpakTuueckas, NpepBaHHas UM NpepBaHHas MOMBITKA CAMO-
yOuiicTaa.

4.V nanueHTa ecTh pOJACTBEHHUK NEPBOI CTENEHU POJCTBA, KOTOPHIH MOKOHYMII )KU3Hb CAMOYOUHCTBOM.

5. ITanueHT, KOTOPBI B HACTOSAIIEE BPEMS ITOJYHAET UM Mody4ana HeipoTokcuH 6otynuHa (BoNT) B pam-
KaX MCCIIE0BATENBCKOIO KIIMHUYECKOTO UCCIE0BAHUSL.

6. [TanmenTt npuHMMan mr000€ U3 CIEAYIOMUX COMYTCTBYIOMMX JIEKAPCTB OT JUCTOHUHU MIIM XOpPEH B Ipe-
JIeTIaX YKa3aHHBIX UCKIIIOUUTEIBHBIX OKOH B ICHb | 3TOr0 HCCIeJ0BAHUS:

B T€UEHHE 3 MECANEB: IeN0 HEHPOIETITHKH,

B TeucHue 30 qHel: TeTpabeHa3UH UM BaOCHA3UH,

B TeueHHe 21 AHA: pe3epnuH,

B TeueHHEe 14 nHel: HeHpolenTHkH (IepopanbHbIE), THITMYHBIE U ATUNHYHBIE HEHPOICITHKY, METOKIION-
paMuj, JeBOIONY, arOHUCTH 10haMUHA U HHTUOMTOPBl MOHOAMHUHOKCH/IA3bl,

7. IlauuMeHT NONy4YuII JEeYEHUE CTBOJOBBIMH KJIETKaMHM, MTyOOKYIO CTUMYIISIMIO MO3ra, TPAHCMarHUTHYIO
CTUMYJIALMIO UM TPAHCKPAHHATIbHYIO CTUMYIIIIIMIO NOCTOSHHBIM TOKOM JUIS JIEYEHHS NTaTOJIOTHYECKHUX JIBHOKE-
Huii umu CP, unu manueHT He HaXOUTCA B CTA0UIBHOM KIMHUYECKOM COCTOSHUU.

8. IlanmeHT HEeaBHO MEpEeHEC XMPYPrHYECKOE BMEMIATEIHCTBO MIIM OXKUAACTCS, YTO EMY NPEACTOUT XU-
pPypru4eckoe BMEMIATEIbCTBO BO BPEMs UCCIIEIOBAHUS, YTO, IO MHEHHUIO UCCIEIOBATEN, eIacT nanueHTa He-
MPUTOAHBIM IS UCCIIETOBAHUS.

9. IauneHT UMEET TSHKENYI0 NCUXUUECKYI0 HHBATMAHOCTD M HECTAOUIIBHOE MIIM Cephe3Hoe 3a00IeBaHuE
(HanpuMep, JMUNIENCHIO), KOTOPOE, O MHEHHUIO UCCIIEN0BATENS, MOXKET NOABEPIHYTH ONMACHOCTH MM NOCTABUTH
MO/ YTPO3y CNOCOOHOCTH MAlMEHTa YYaCTBOBAThH B 3TOM HUCCIICIOBAHHU

10. ¥ manuenra unrepsan QT (QTc) ¢ monpaBkoit Ha YaCTOTY CEPACUHBIX COKPAIICHUH C UCTIOIBL30BAaHUEM
dopmyasr Opunepucuu (QTcF), 3nauenue >450 mc Ha DKI' B 12 oTBeIeHUAX B IEHD | 3TOr0 UCCIICTIOBaHMUS.

11. ITanueHTH! ¢ TpeneTaHUEM-MEPIIAHUEM B aHAMHE3E, BPOXK/ICHHBIM CHHAPOMOM V/UIMHEHHOTO MHTEPBa-
nma QT, OpaauapuUTMUAMHU, IPYTHMHU CEPACYHBIMUM apPUTMHAMHU MM HEKOMIICHCHPOBAHHOH CepAeYHOH HeaocTa-
TOYHOCTBIO.

12. V nanueHnTa UMEIOTCS NPU3HAKYM EYEHOYHOH HEIOCTATOYHOCTH, O YEM CBUETEIBCTBYET CICAYIONIEE:

acrapraramMuHoTpaHcdepasza (AST) unu amanunamunotpancdepasa (ALT) >2,SxBepxuuit npeaen Hop-
ManpHoro auanazona (ULN) B aens 1 3Toro uccrienoBanus,

menouHas pocdaraza (ALP) umu o6muit 6umupyoun (Tbil) >2xULN B aens | 31010 HCcae1oBaHus.

13. Y nanuenTa UMEIOTCS NMPU3HAKM KIMHUYECKU 3HAYMMOr0 HapyleHUs QYHKIMY MMOYEK, HAa YTO YKa3bl-
BAcT KPEaTUHUH B CBIBOPOTKE >1,5x ULN B 1eHb 1 3TOrO HCcaenoBaHus.

14. V nanuenTa BIsSBICHA aJUIEPTUs Ha Kakoil-1M00 U3 KOMIIOHEHTOB JieiieTpabeHazuna

15. TamueHT y4acTBOBal B MCCIIEOBAHUH HCCIEAYEMOro Mpenapara UM YCTpPoicTBa, OTIMYHOM OT HUC-
XOJHOro HccienoBanus, U nonyuun IMP/BmemarenscTBo B Teuenue 30 aHeH UM S MEPHOIOB MOJYBBIBEACHUS
npenapaTa B €Hb | 3TOro ucciIe0BaHUs, B 3aBUCUMOCTH OT TOTO, YTO OOJIBIIIE.

16. ITanmenTka 6epeMeHHa UM KOPMUT IPY/IBIO.

17. ITanmeHT B aHAMHE3€ MIIM TIPU3HAET 37J0YNOTPEOICHUE ANKOT0JIEM HITH IICUXOAaKTUBHBIMH BEIIECTBAMH,
KaK 3TO OIpe/eIcHO B PYKOBOACTBE MO AMArHOCTUKE M CTATUCTHKE NMCUXUYECKUX PACCTPOMCTB, MATOE U3JAHHUE
(DSM-V™),

18. ITalMeHT UMEET MOJIOKHUTENBHBIM PE3YNbTAT aHATM3a MOYM Ha HAPKOTUKU MIM HE MOXKET BO3JCPIKU-
BAaThCA OT 3IOYNOTPEOICHUS ICUX0aKTUBHBIMY BENECTBAMH Ha NPOTSHKEHHU BCETO UCCIIETOBAHUS.

Pesynbrarsl

[Tokxa3zano, 4TO IIMTEIHHOE BBECHUE NIEPEHOCUMBIX KOJIMYECTB JeiiTeTpabeHa3uHa CHUXKAET MaTOJIOTHYe-
CKHME HENMPOM3BOJBHBIC IBIKEHHUS, CBI3aHHBIC ¢ TUCKMHE3HEH NPHU NepeOpasbHOM Napanuye, ¢ 6JaronpUsSTHHIM
npoduneM 6€30MacHOCTH.

ITpumep 3. UccaenoBanue 3¢ HEKTUBHOCTH Y B3POCIBIX.

Hccenenosanue dassr 3 s oneHku 3@ hexTuBHOCTU M 6€30MaCHOCTH NeiiTeTpabeHa3uHa NPOBOAAT HA IMO-
NYISALUY, COCTOSIIECH M3 MAMEHTOB MYXXCKOTO M KEHCKOro noia ¢ auardozoM DCP. ITanueHTs! MOryT OBITH
BKJIIOYEHBI B UCCIIEI0BAHUE TOJBKO ECJIM OHU COOTBETCTBYIOT BCEM IEPEUHCICHHBIM A€ KPUTEPHAM.
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1. [TauueHT M3Ha9aNBHO OBLI cTapiue 18 Jer.

2. Cumnromsl nepedpainsHoro napannda (CP) y manuenra ¢ muiageHdectsa (<2 JeT).

3. INatmenTy nocrasieH auardo3 DCP B cooTBeTcTBUM ¢ KpUTEPHUSIMH 3MUHAA30pa 32 LiepeOpalbHBIM Na-
pasindoM B EBporie.

4. IManuent umeer odmwmii 6amt >10 no nynkram MD-CRS, gacte I, Ha mepBoM BU3HMTE Ha OCHOBAaHUU
OLIEHKHU HCCIIEI0BATENIEM XOPEH.

5. CuMNTOMBI NAlMEHTa BBI3BIBAIOTCS (DYHKUIHMOHAJIBHBIMU NMPOOJIEMaMHM, ONPEACISIEMbIMH 110 IIKaie 00-
urero kiuHugeckoro Brnevariaenus Tsokectu (CGI-S), paBHo# 4 unm BeIle, HA OCHOBE OLEHKH MCCIIE0BATES.

6. Ilo ouenke EAB npu ckpuHuHre npeodiiajaroliMM JBUraTeJbHBIM PACCTPONCTBOM SIBJSETCS XOPEHU-
(hopMHOE paccTpONCTBO.

[TaumenTsr 6yayT moay4yats ot 6 10 48 mr neiterpabeHaznHa. Cxema TUTPOBaHUS M MaKCHMajbHas 1032
COOTBETCTBYIOT CXEME B MCXO/IHOM MCCIIEI0BAHUH, IPUMED |, BBILLE.

PesyabraTsl

HOKa3aHO, 9TO BBCJACHHUE JOITYCTUMBIX KOJUYIECTB neﬁTeIpa6eHa3MHa B3POCJIBIM IMAUUEHTAM CHMIXKACT I1a-
TOJIOTMHYECKHE HENPOW3BOJIbHBIE JBIKEHHUS], CBSI3aHHBIE C JIMCKMHE3WEH Npu LiepedpaibHOM Napaiude, ¢ 6Jaro-
NPUSTHBIM NpoduieM 6€30MacHOCTH.

ITpumep 4. UccrenoBanue 3¢ GekTHBHOCTH.

Hccnenosanue ¢asel 3 a5 oueHku 3¢ GHEeKTUBHOCTH M 6€30MaCHOCTH JeiiTeTpabeHa3uHa NPOBOIST Ha MO-
MYJSIIMY, COCTOSIICH M3 MAlMEHTOB MYMXCKOrO M XEHCKOro noja ¢ auarHo3om DCP. [MauueHThl MOryT OBITH
BKJIFOYEHBI B MCCIIEI0BAHHE TOJIBKO €CJIM OHU COOTBETCTBYIOT BCEM NEPEUHCIEHHBIM Jajiee KPUTEPHSIM.

1. UcxonHblil BO3pacT nauuenTa ot 6 g0 18 et (BKIYUTEIBHO).

2. Cumnromsl nepedpaisHoro napanuda (CP) y manuenra ¢ muiajgeH4ectsa (<2 JieT).

3. INaumenTy nocrasieH auardo3 DCP B cooTBeTcTBUM ¢ KpUTEPUSIMH 3MUHAA30pa 32 LiepeOpalbHBIM Na-
pasmuom B EBpone.

4. ITatment umeet obmuit 6aut >10 no mynkram MD-CRS, gacts 11, Bo Bpemst 6a30BOoro Bu3uTa, Ha OCHO-
BaHUH OLIEHKH HCCJIEJOBATEIEM XOPEH.

5. CUMITOMBI MalKEHTa BbI3BIBAIOTCS (PYHKIMOHAIBHBIMU NPOOJIEMaMu, ONpE/IC/SIEMBIMU OLIEHKOW MO
mKaje oduiero kauHudeckoro BrnedatiieHus Tsokectu (CGI-S), paBHoii 4 M BbIle, HA OCHOBE OIIEHOK HCCJIe-
JIOBATEJIsL.

6. IIpeobaanaromue aBUraTeIbHbIE CUMIITOMBI Y NALIMEHTA SIBASIOTCS AUCTOHNYECKUMHU. [lanmeHTsl OyayT
nojy4ath oT 6 10 48 Mr neiirerpadbeHazuHa. Cxema TUTPOBAHUS M MaKCUMaJIbHas /103a COOTBETCTBYIOT CXEME B
HCXOJ/IHOM HMCCJIE0BAHUU, PUMED 1, BBILLE.

Pe3yubratst

ITokazaHo, 4TO BBE/JEHHE NEPEHOCUMBIX KOJHMUYECTB JieliTeTpabeHa3nHa NeAuaTpuIeckuM MalueHTaM CHHU-
’KAeT JIMCTOHMYECKHUE IaTOJOTMYECKHE HENPOU3BOJIBbHBIE JBIDKEHUS, CBS3aHHBIE C JMCKUHE3WEH npu uepeo-
paJbHOM Napajinde, ¢ 61aronpusTHBIM NpodusieM 6e30MacHOCTH.

CriequanucTel B TaHHO# 00JaCTH TEXHUKHU MOMMYT, YTO B MPENNOYTUTEIbHBIE BAPUAHTHI OCYILECTBICHHSI
U300peTeHHst MOTYT OBITh BHECEHBI MHOTOYUC/IEHHBIE U3MEHEHUSI U MOJU(PUKAIMU, M YTO TaKHE U3MEHEHUS U
MOJM(PUKALMK MOT'YT OBITH BBINOJHEHBI 0€3 OTKJIOHEHUS! OT CYIIHOCTH packpbiTusi. Ciie0BaTelbHO, 1101pa3y-
MeBaeTcs, 4To NnpuiaaraeMasi GopMysia H300PETEHUST OXBAaTHIBAET BCE TaKHE IKBUBAJIEHTHbIE BAPUAHTHI, KOTOPbIE
COOTBETCTBYIOT HICTUHHOMN CYIIHOCTH U OOBEMY PaCKpPBITHS.

OOPMVIJIA U30OBPETEHHSA

1. Crioco0 siedeHust TUCKUHE3UU TPpH LiepeOpaibHOM Napajuye y NalueHTa-4ejJ0BeKa, KOTOPbIN HYyX/1aeT-
Cs B JICUEHUHU, BKJIKOYAOLIMI BBEIEHUE NALIUEHTY 6 MI//IeHb - 48 MI/IeHb, B OJJHOM WM JBYX /103aX COCIUHEHUS
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win ero (apMaueBTUYECKH MPUEMJIEMON COJM, IJIe KaXI0€ MOJIOKEHUE, MpelIcTaBleHHoe kak D, umeer
oboraieHue aerirepuem He menblie 10%,

IrJIe Je4eHHe MPUBOAUT K COXPAHEHUIO WM YMEHBIIEHHUIO NMATOJIOTMIECKHX HEMPOU3BOJIBHBIX JIBUKEHUH,
CBSI3aHHBIX C JMCKUHE3MEN NpuU LepeOpaibHOM Napajinde y MalUeHTa, 110 CPABHEHUIO C MaTOJIOTMYECKUMHU He-
MPOM3BOJIBHBIMY JBM)KEHMSIMHU MAIIMEHTA HA UCXOJAHOM YPOBHE.

2. Cnoco6 no 1.1, rae nmaroJIoruueckrue HeMpOU3BOJIbHBIE JIBM)KEHUS, CBSI3aHHBIE C JIMCKUHE3UEH NpH Lie-
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pebpanbHOM Mapanuye, OTHOCATCS K TUCTOHUYECKOMY THUITY.

3. Crioco6 mo n.1, rae maTojoruueckue HeMmpOM3BOJIBHBIC BWKCHUS, CBSI3aHHBIC C TUCKUHE3UEH MpH Lie-
pedpanbHOM Mapanuye, OTHOCATCS K XOpen(OPMHOMY THITY.

4. Crioco6 mo J000My M3 MPEIIIECTBYIOMIMX MYHKTOB, I/le OOJBHBIM YEJOBEKOM SBJISETCS MeIuaTpuye-
CKMH MalueHT.

S. Croco6 no r60My U3 MPEIIISCTBYIOUINX MyHKTOB, INIC MAaTOJIOTUYCCKIE HEMPOU3BOIBHEBIC ABIDKCHHUS,
CBSI3aHHBIC C TMCKHHE3UEH NMpHU 1epedpaibHOM Mapainye, U3MEPSIOT, 0 MEHbIICH Mepe, C MOMOUIBIO OTHOH U3
OLICHOYHBIX IIKAJ:

a) MD-CRS yacrs II;

b) MD-CRS yacTs I;

¢) CaGI-I; a Taxxke

d) CGI-L.

6. Crioco6 1o 11000My M3 MPEAIIECTBYIOMIMX MyHKTOB, I7le UCXOHAs Macca MalMeHTa COCTaBIsAeT He Me-
Hee 12 kr.

7. Crioco6 no 1.6, rae Macca MalMeHTa UCXO0AHO cocTaBaseT oT 12 kr 10 <17 Kr ¥ cyTOYHOE KOJHYECTBO
BBOJIIMOTO JieiiTeTpabeHa3uHa COCTaBIAET MEHbBILIE MM PAaBHO 24 MT, €C/IM Y MallMeHTa HeT HapyLIEeHUs LUTO-
xpoma P450 2D6 (CYP2D6); uam MeHble WIM paBHO NMPUMEpPHO 12 Mr, eciM y mauMeHTa ecTh HapylIeHHUe
CYP2D6.

8. Croco6 no 1.6, rae Macca naeHTa MCXOIHO cocTaBiaseT oT 17 kr 10 <30 Kr U CyTOYHOE KOJIMYECTBO
BBOJIMIMOTO JleliTeTpaOeHa3MHa COCTaBISeT MeHblle WiM paBHO 30 Mr, eciaM y MalMeHTa HeT HapylIeHHUs
CYP2D6; nnm MeHsblle WM paBHO pUMepHO 18 Mr, ecom y nmanmeHTa ectb Hapyuenue CYP2D6.

9. Cnoco6 mo .6, rae mMacca maiueHTa UcXoaHo coctaBaseT oT 30 10 <40 Kr ¥ cyTOYHOE KOJMYECTBO
BBOJMMOrO JeiiTeTpabeHa3Ha COCTAaBISeT MEHbLIE WIM PaBHO 42 Mr, €ciM y MallMeHTa HeT HapylIeHHUS
CYP2D6; unm MeHblle WM paBHO 24 Mr, eclii y naiyeHTa ectb HapyueHne CYP2D6.

10. Cnioco6 no 1.6, riae Macca naueHTa Ha UCXOJHOM YPOBHE cOCTaBaseT >4(0 Kr U CYTOYHOE KOJIMYECTBO
BBOJIMIMOTO JieiiTeTpaOeHa3MHA COCTaBISET MEHbIIEC WIM paBHO 48 Mr, eciaM y MalMeHTa HeT HapylIeHHUS
CYP2D6; unm MeHbIle WM paBHO MPUMEPHO 36 M, eciv y nanueHTa ectb Hapyuienue CYP2De6.

11. Cioco6 neyeHust AMCKUHE3UH MPH LepeOpanbHOM Mapanuye y MaleHTa-ueI0BeKa, HYX/Iarolerocs B
JEeYEeHUH, BKIIIOHYAIOIUI BBEACHUE MALMEHTY 6 Mr/AeHb - 48 Mr/IeHb, B OJTHOIM MM JIBYX 703aX COCAMHCHUS
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WM ero (papMaleBTUUECKU MPUEMIIEMOM COJTH, T7I¢ KaX10€ MOJ0XeHHEe, 0003HaYeHHOE kak D, umeer 060-
raieHue neiirepueM He menble 10%,

I7ie JIeYeHUe NMPUBOAUT K COXPAHEHHIO WJIM YMEHBIICHHIO MAaTOJOTHYECKUX HEMPOU3BOJBHBIX ABHKCHUIA,
CBA3aHHBIX C JUCKUHE3UCH Mpu 1epeOpaibHOM Mapajuye y MalMeHTa, M0 CPABHEHHUIO C MATOJOTMYECKHUMU He-
MPOU3BOIbHBIMU JABIKCHUSAMH MAlIMEHTAa HA MICXOJHOM YPOBHE.

12. Cnoco6 no a000My U3 MPEeAbIAYIIMX MYHKTOB, I71e KaX/J0€ MOJ0XEHHE, MpeacTaBiIeHHoe Kak D,
uMeeT oboramieHue aciitepuem He MeHble 50%, He MeHble 90%, He MeHblie 95%, He MeHble 98% wunu
He MeHble 99%.

@ EBpasuiickas naTeHTHas opraHusaums, EAMNB
Poccusa, 109012, Mockea, Manslit Yepkacckuit nep., 2
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