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PoacTBeHHbIE 3aIBKHT

JlanHas 3asBKa cornacHO JJoroBOpy 0 MaTeHTHOMN KOOMEpaluy 3asBISIeTCS IPUOPHUTET IO 3asBKE HA ATCHT
CIIIA Ne 62/347381, nomannoti 8 uronst 2016 rona, KoTopasi BKIIOYeHa B JAHHOE ONMMCAHNE MOCPEICTBOM CCHLI-
KM B TIOJIHOM 00BbeMe.

YpoBeHb TeXHUKH

Y HEKOTOpBIX MAIUEHTOB C MPOTPECCUPYIONIeH occuduiupytomeit pudpoancmnazueii (ITI0OD) nadmroma-
€TCS TIOPaXCHHME MBIIIII, CYXOXKUJIHHA W/WIIA CBS30K, HAIPUMEP, OTEK MATKUX TKaHEH M HEKPO3 MBIIIII, COTIPOBO-
JKIaronIeecs rIaBHBIM 00pa30M BHE3aITHBIM BO3HHKHOBEHHEM CHMIITOMOB. DTH CIIOHTAHHBIC TTOPAKESHHS MBITIIII,
CYXOXHITUI W/WITH CBSI30K, a TAK)KE MOBPEKICHUS, KOTOPBIC BOSHUKAIOT B PE3yIbTaTe TPABMEI, MOTYT MPUBECTH
K TETePOTOMMICCKON OCCU(PUKAIIUHI M MOTYT COMPOBOXKIATHECSA HECTEPIIMMON OOJIBI0 M OTPaHUYUBATh (PYHKIINO-
HaITbHBIC BO3MOXXHOCTH YEJIOBEKa, IMEIOIIETO TaKoe MmopakeHue. B HacTosIee BpeMst He CyIIecTBYeT 0100peH-
HBIX CIIOCOOOB JICUCHUSI MTOPAKEHUS MBIIII, CYXOXHUIIUH H/WIH CBSA30K Y cyObekToB ¢ [IO®D, KOoTOpBIC MPENOT-
BpAIaOT FEeTEPOTOMUICCKYIO OCCH(PHUKAIIHUIO.

CymHocTh n300pereHns

B nanHOM HM300peTeHHMH TpeyIararoTCsi CXeMbl BBEICHHS 103 U (GapMaleBTUICCKUE COCTAaBBI MJISl IEPO-
PATBHOTO BBEJCHUS MAIOBApOTEHA.

B manHOM M300peTeHNH MpeiaracTes crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUPUKANINN Y CyOBeKTa
¢ Tporpeccupyoieid occupuiupyroneil Gudpoauciazuend (Takke M3BECTHONW KaK MPOTPECCUPYIOMIHNA OCCH-
(dunupyromuii MUO3UT, 3a00JIeBaHMe, XapaKTePU3YIOMIeecs MOPAKESHUEM MBIMIETHONH TKaHH), XapaKTepHU3yIO-
IIe¥cs MePUOIOM ITOKOST M TIEPHOJIOM O00OCTPEHMsI, TIPH 3TOM YKa3aHHBIH Croco0 BKiIrodaeT: (i) B TEUSHHE Tie-
pHoJa TIOKOS - €XKETHEBHOE BBEJICHHE CYOBCKTY MAJIOBAPOTEHA WK €0 (hapMaleBTHICCKH IIPUEMIICMOM COJH B
konmdecTBe 312 Mr u (ii) B TEUSHHE Teproia 00OCTPEHHUS - SKETHEBHOE BBeIeHHE CYOBEKTY KOJIMIECTBA, B 2-6
a3 IPEBBIIAONIETO KOJIMYECTBO, BBOJUMOC €KCTHCBHO B TCUCHUE TIEPUO/Ia TTOKOs. B KOHKPETHBIX BapHaHTax
OCYILICCTBIICHHS JTAHHOTO M300pPETEHUS B TCUCHHUE MEPUOJa OOOCTPEHIS MATIOBAPOTEH HIIU €ro (papMarieBTUIC-
CKHU MPHEMJICMYIO COJIb H3HAYAILHO BBOIAT B €XKECTHCBHOI HATrpy30YHOM 03¢, MpeBhIIaroniei B 3,5-6 pa3 ko-
JIMYECTBO, BBOJUMOC €KESTHEBHO B TCUCHHUE MEPHO/Ia MOKOS, C TIOCIEYIONINM BBEICHHEM €XKCIHCBHON TOCP-
JKUBAFOIIEH HO3bI, MPEBBIMIAONICH B 2-3 pa3a KOJMYSCTBO, BBOJAUMOEC CKCIHCBHO B TCUCHHE MEPHOMAA ITOKOSL.
Hanpumep, KoMU4ecTBO, BBOIUMOE B TEUCHHUE IIEPHOIa TOKOS, MOXKET COCTaBIATh 3+0,5 MI' B JIcHb, a KOJHYECT-
BO, BBOJIUMOC B TCUCHHUE TIEPHOIa OOOCTPCHUS, MOXKET BKJIFOYATH SKCIHCBHYIO HArpy304Hyro 103y 12,5+1,0 mMr B
JIeHb ¥ ©KETHEBHYIO MOAAEpKHUBArONIyto 103y 6,0+1,0 Mr B meHb. HeoOs3aTenbHO, IS 3TOH CXEMbI BBEICHHUS
Bec cyOBekTa coctaBisieT oT 20 mo 40 kr. B npyroMm mpumepe, KOJIMYECTBO, BBOJUMOE B TCUCHHE TIEPHOIA TIO-
KOs, MOXET COCTaBIATh 4+0,5 Mr B JeHb, a KOJIMYCCTBO, BBOJUMOEC B TCUCHHE TEPHOAa OOOCTPEHUS, MOXKET
BKITIOUATh €XKEIHEBHYIO HArpy304HYI0 103y 15+1,0 MT B IIeHb U €XEeIHEBHYIO MOAePKUBAIONIYI0 103y 7,5+1,0
MT B JicHb. HeoOs3aTenbpHO, A1 3TOI cXeMbl BBeJIcHHS Bec cyObekTa cocTaBisieT oT 40 mo 60 kxr. B eme oxaOM
mpuMepe, KOJTHYECTBO, BBOJIMMOE B TEUCHHUE MEPUOJIA TIOKOS, MOKET COCTaBIATh 510,5 Mr B IeHb, 8 KOJTUYECTBO,
BBOJMMOE B TE€UEHHUE TepHosia 00OCTPEHHS, MOXKET BKIIFOUATh ©KEAHEBHYIO Harpy3ounyio go3y 20+1,0 mr B
JIeHb W €XEIHEBHYIO ToaepkuBarontyio 103y 10+1,0 mr B genp. HeoOs3aTenbHO, A1 OTOW CXEMBl BBEICHUS
BeC CyOBEKTa cocTaBisieT Oobine yeM 60 Kr. B HEKOTOPBIX BapHaHTaX OCYINECTBICHHS JaHHOTO H300pETCHUS,
KOJIMYECTBO, BBOJIMMOE B TEUCHHE TIEpHO/Ia IMTOKOs, cocTaBisieT 2+0,5 MT B IeHb, & KOJIMYECTBO, BBOJIUMOE B Te-
YeHHUe TIeproIa 000CTPEHHMSI CONIEPIKUT €XETHEBHYIO Harpy304Hyto 103y 10£1,0 Mr B IeHb U €KEeTHEBHYIO TIOI-
JepkuBaromyio 103y 51,0 Mr B nenp. HeoOs3aTenpHO, IS 9TOM CXeMBI BBEIEHUS BEC CYOBEKTa COCTABIISIET
Menbie yeM 20 kr. B mo0oM U3 BhIIEyKa3aHHBIX CIIOCOOOB €KECTHEBHYIO HATPY30UHYIO T03Y BBOIAT B TCUCHUE
nepuoaa ot 20 1o 40 mue#t (Hanpumep, 24+4 nus, 28+4 nus, 32+4 nus, 364 nus umm 20, 21, 22, 23, 24, 25, 26,
27,28, 29, 30, 31, 32, 33, 34, 35, 36, 37, 38, 39 unu 40 aueit). B KOHKpeTHBIX BapUaHTaX OCYILECTBICHUS daH-
HOTO U300pETEHHs €KCITHCBHYIO MOICPKUBAIOIIYIO 03y BBOIST MO MEHBIIEH Mepe B TEUCHHUE MEPHOAa Bpe-
MeHu ot 14 o 84 nueit (Hanpumep, 2117 nueit, 28+14 nneit, 42+14 nueit, 63+£14 ngueit, 72+12 nueit wiu 52, 53,
54,55, 56, 57, 58, 58, 60 unu 84 nus). HeobOs3aTenbHO, M0 UCTEUCHUHU 84 JHEH BBeICHUE €KEIHECBHOW MOAICD-
JKUBAIOIIEH TO3bI MPOIOJDKAIOT eie 28 mHel (T.e. B oOmel ciioxkHocTH 112 mHel), ecnu cyObeKT MpooihKaeT
HCIIBITHIBATHE CUMIITOMBI MPUCTYTIA WK MPUCTYIIOB, W MPOI0JDKAIOT BBEJICHUE TTOICP KUBAIOIICH JJ03BI 0 TEX
0P, TIOKa CUMIITOMBI TIPUCTYTIOB WJIM MPHUCTYTA HE OCIa0CIOT WM He MpeKpaTATCsS. B KOHKpETHBIX BapHaHTaX
OCYIIIECTBIICHHUS TAHHOTO M300peTEeHHs TI0 UcTeueHuu 112 mHel BBeIeHUE €XEeTHEBHON MO KUBAIOIICH J0-
3BI MIPOJIOJDKAIOT B TEUCHHE TOTIOTHUTENBHBIX 28 mHeH (T.e. B 00mel cinoxHoctu 140 gHei), eciu cyObeKT mpo-
JIOJDKACT WCHBITHIBATh CUMIITOMBI MPHUCTYIIOB WJIM MPHUCTYIA, WU MPOJOJDKAIOT BBEIACHUC IOAICPKUBAOIICH
JIO3BI IO TE€X TOp, TIOKa CHMITOMBI MPHCTYIIOB WX MPUCTYIIa HE OCIA0CIOT WIN HE TMPEKpaTaTcs. B HEKOTOPBIX
BapHaHTaX OCYIICCTBICHUS TaHHOTO H300PETCHUS CXKECTHCBHYIO HATPY30UHYIO 103y 20 MT BBOJST B TeucHHE 28
JTHEH, exXeIHEBHYIO MOAepKUBatoIIyto 103y 10 Mr BBOIST B TeueHUE 56 MHEH, a KOJTUYECTBO, BBOJUMOE B Te-
YCHHE MEPHUOJIa MTOKOS, COCTABISICT 5 MI//IcHb. B HEKOTOPHIX BapHaHTaX OCYIICCTBICHUS JAHHOTO M300pETCHHUS
©KEJTHCBHYIO HAarpy304YHYIO 103y 15 MTr BBOAAT B TeucHHE 28 IHEH, CKCIHEBHYIO MOAICPKHUBAMOIIYIO O3Y
10 Mr BBOZAT B TeUeHHE 56 NHEH, a KOJIMISCTBO, BBOAUMOE B TEUCHHE TIEPHOAA TTOKOSI, COCTABIISIET 5 MI/IEHb.
Kax Tonmpko mepros 000CTpeHHsI KyupyeTcs, CyOheKT MOKET BEpHYThCS K CXeMe BBEJICHUS, IPUMEHIEMOH B
TIEPHO/IE TIOKOs, C 00JIee HU3KUM YPOBHEM JI03.
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B onHOM BapmaHTE OCYIIECTBIICHUS, TAHHOEC M300PETEHUE OTHOCHTCS K CIOCOOY CHIDKCHHS T'eTECPOTOIH-
YecKoW occH(UKAUKU y CyObEKTa ¢ IMPOrpecCUpyoIei occubuImpyronieit Gpudpoauciuiasueii, XapaKTepu3yro-
mieiics neproaMu MOKOsl 1 000CTPEHUS, PU 3TOM YKa3aHHBIN criocod BKimovaer: (i) BBegenue 3,0+2,0 mr/neHs
MaloBapOTeHa WX €ro (apMaIreBTHYCCKH MPUEMIIEMOW COJIH, B TCUCHHUE MEPUOJIOB MOKOs, U (ii) BBEICHHE KO-
nudectBa Mexxay 10 Mr/meHb majoBapoTeHa WK ero (hapMarieBTHUECKH IprueMieMon coiau 1 20 Mr/maeHs naio-
BapoTeHa WJIH €To (hapMarleBTHIECKH prueMiieMoi coyii B Teuenne 84-140 qHed mocie Havana nepuoaa 000cCT-
peHHS.

B omHOM BapmaHTE OCYIIECTBIICHUS, JAaHHOE M300PETEHHE OTHOCHTCS K CIOCOOY CHIDKCHHS T'eTEepPOTOIH-
4eCKO occuUKaIuu y cyObeKTa ¢ mporpeccupymomeii occupuiupyronieit Gudpoauciuiazueid, XxapakTepusyro-
Ieics mepruoiaMu TIOKOSt 1 000CTPEHHUS, TIPY TOM yKa3aHHBIN CITOCcO0 BKIOYaeT: (i) BBEJIEHUE 5 MI/AEeHb IMajio-
BapOTCHA WM €ro (apManeBTHYCCKH NPHUEMIICMON CONM B TEYCHUE IEPUOIOB TMOKOs, W (il) BBEICHHUE
20 Mr/neHs manoBapoTeHa WK ero (apMaleBTHYeCKH MPUEMIIeMO cosli B TedeHne 28 mHeH, ¢ mocieayomum
BBeZicHHeM 10 Mr/meHp mamoBapoTeHa WM ero (hapMareBTHYSCKU MPUEMIIEMON COJIM B TEUCHUE 56 THEH mocie
Havaya mepruoja 000CTpeHHs. B JOMOIHATEILHOM BapHaHTE OCYIICCTBICHUS, TAHHOE U300PETEHUE OTHOCHUTCS K
CIOCO0y CHIDKECHUSI T'€TEepOTONUYECKOH OCCU(UKALMKM y CYOBEKTa C MPOTPECCHUpPYIONEH OCCH(UIMPYIOIICH
¢ubpoaucmasnel, XapakTepu3yoeiicss MeprHogaMy MOKOs U MepruoiaMi 000CTPEHUs, IPH 3TOM yKa3aHHBIN
croco0 BKIroYaeT: (i) BBeICHUE 5 MI/ICHD MaIOBApOTeHA HITH €T0 (apMareBTHIECKH TPUEMIIEMOI COTH B Teue-
HUE TIEpHOJI0B TIoKos, 1 (ii) BBeAeHHe 20 MI/IeHb MaJoBapoOTeHa WK ero (papMaleBTHIECKU MPUEMIIEMOH COJTH
B TeueHHue 28 qHeH, ¢ mocneayonuM BBeneHrneM 10 Mr/neHs majxoBapoTeHa Wik ero (hapMaIeBTHIESCKH TPUeM-
JeMoii conu B TedeHue 84 mHEH mociie Hadaa meproga o6ocTpeHus. B eme o1HOM TOTOTHUTEIHPHOM BapHaHTE
OCYILIECTBIICHHS, JAHHOE H300pETeHHE OTHOCUTCS K CHOCOO0Y CHIDKEHHS T€TePOTONHYECKOW OCCH(UKAIUHN Y
cyOBeKTa ¢ mporpeccupyromei occuuuupyroneid GudpoanucIiazueii, XapakTepu3yIOMICHCs IEPHOIAMHU TTOKOS
U TIEPUOJIaMH O0OCTPEHUS, TIPH 3TOM YKa3aHHBIN croco0 BKItOYaeT: (1) BBEACHUE 5 MI/ICHB MAIOBAPOTEHA WU
ero (apMaleBTHICCKH MPUEMIICMOH COJIM B TCUCHHE TIEPHUOIOB TIOKOs, 1 (ii) BBeaeHue 20 MI/IeHb MaJoBapoTe-
Ha WIK ero (apMareBTUYeCKU MPUEMIIEMO COIH B TeueHue 28 THEM, ¢ MoCIeayomuM BeeeHrneM 10 Mr/aeHp
MaJIoBapOTEHA WK €ro (papMameBTHUCCKU MPUEMIIEMO cou B TeueHue 112 mHed mocie Havana nepuoja 000-
CTpEHHUSL.

B manHOM M300peTeHNH MpeiaracTes crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUPUKAIINN Y CyOBeKTa
¢ Tporpeccupytoleit occuduupyromed GudpoucIuIazuei, XxapakTepru3yomencs: IEPHOIOM TTOKOS U TIEPHO-
JIOM 00OCTpEHUS, IPH ATOM yKa3aHHBIA CIoco0 B TeUeHHe Meproaa o00CTpeHus BKIIOYaeT: (1) BBEACHUE CyOh-
€KTy Harpy304HOH J03blI B KOJMYECTBE OT 9 10 21 MT majoBapoTeHa WM ero (papMareBTHIECKH MPUEMIIEMON
COJIM €XEIHEBHO B TEUCHHE MEPBOTO Meproaa BpeMeHHU Hu (ii) Tociie TepBoro meproja BPEeMEeHH, €XKEeIHEBHOE
BBEJICHNE CYOBEKTY MMOICP KUBAIOIICH 036l cocTaBitromeii ot 40% mo 60% kommdecTBa, BBOAUMOTO B HATPY-
3049HOH 103¢. B HEKOTOPHIX BapHaHTaX OCYMICCTBICHUS JAHHOTO W300PTCHUS HATPY30YHAs 032 COCTABISCT
12,5£1,0 MT B AeHb, a MOAAEpKUBatomas no3a cocrapiseT 6,0+1,0 mr B geHb. HeoOs3aTenbHO, Bec cyOBekTa
cocraBisieT oT 20 1o 40 xr. B 1pyrux BapuaHTax OCYIICCTBICHHS JHaHHOTO M300pPTCHHS HArpy304YHas J03a CO-
crapisier 15+1,0 Mr B meHb, a mojjep kuBaromias mo3a cocrasisger 7,5+1,0 Mr B meHs. HeoOs3aTenbHO, Bec
cyobekta coctaBnseT oT 40 1o 60 kr. B HEKOTOPBIX BapHaHTaX OCYIIECTBICHHS JAHHOTO W300pTEHUs, Croco0
1o 1.39, oTIAMYaIoNIuiics TeM, 9TO Harpy304Has no3a coctariser 20+1,0 Mr B 1eHb, a OACPKUBAIOIAS 1032
coctasmsier 10+1,0 mr B genp. HeoOs3arenbHO, BeC cyObeKTa cocTaBisieT Oobine dyem 60 xr. B 1r000M U3 BBI-
IeyKa3aHHBIX CIOCOO0B HArPY309YHYIO 03y BBOJAT B TeueHue nepuwoaa ot 20 no 40 amei (Hampumep, 24+4
s, 2814 mus, 3244 naa, 3644 nus nwimm 20, 21, 22, 23, 24, 25, 26, 27, 28, 29, 30, 31, 32, 33, 34, 35, 36, 37, 38,
39 wimm 40 nHell). B KOHKPETHBIX BapHaHTaX OCYIICCTBICHHS TAHHOTO U300PETEHHS IOMICPKUBAIONIYIO JT03Y
BBOJIAT TI0 MEHBIIIEH Mepe B TeUeHHUE Tieproaa BpeMeHu oT 14 no 84 mueit (Hanpumep, 21+£7 nuelt, 28+14 nHei,
42+14 mueit, 6314 nuewt, 72+12 mueit umm 52, 53, 54, 55, 56, 57, 58, 58, 60 wim 84 mus). Heobs3arensHo, 10
UCTeUCHUU 84 IHEH BBEACHUE MOINCPIKUBAOIICH J03BI MPOJODKAIOT emie 28 nHel (T.e. B 0OLICH CI0KHOCTU
112 nmHeit), ecnmu cyOBEKT MPOMOIKACT UCTBITHIBATh CHMIITOMBI MPUCTYIA HIIA MPUCTYIIOB, TN TPOJIOJIKAIOT
BBEJICHUE TIOICPKUBAIOIICH J03BI IO TEX MOP, TOKAa CHMITOMBI IIPUCTYIIOB FUJTH MPUCTYIIA HE OCIA0CIOT WIH HE
IpeKpaTaTcs. B KOHKPETHBIX BapHaHTaX OCYIICCTBIICHUS TaHHOTO U300peTeHus Mo ucteueHuu 112 nHeii BBeme-
HHUC CXKCIHEBHOW IOAJICPKHUBAOIICH 03I MPOJOIDKAIOT B TCUCHUE JOMOJHUTEIBHBIX 28 nHel (T.e. B oOmiei
cioxHocty 140 nHel), eciu CyOBEKT MPOA0IKAET UCTIBITHIBATH CHMITTOMBI IPUCTYTIA WIIH MPUCTYIIOB, WK MPO-
JOJDKAIOT BBEIEHHE MOACPKUBAIOIIEH O3Bl 10 TeX IOp, MOKa CHMIITOMBI IPUCTYIIOB WJIM MPHUCTYIIa HE Ocia-
OCTIOT WK HE MPEKPATSITCSL.

B manHOM HM300peTeHny mpegaraercsi cnocod CHIKEHUS TSHKECTH MPUCTYIOB MM MIPUCTYNIA CHMITOMOB
y CyOBeKTa C POTPECCUPYIONICH OCCUPHUITUPYIOIEeH GuOpoancIUIaznuei, XapakTepru3yIOmEeHcs eproIoM TTOKOS
Y TIEPUOJIOM O00OCTPEHUS, TIPH 3TOM YKa3aHHBIN crioco0 BKItodaeT: (i) B TeUCHHE TIeproIa TIOKOS - eKEAHEBHOE
BBEJIeHHE CyOBEKTY TMajIoBapoOTeHA MU €ro apManeBTHISCKH MPUEMIIEMOH colii B KoymmdecTBe 312 mr u (ii) B
TEUYCHHE TIepHoIa 0OOCTPEHHUS - €KETHEBHOE BBEICHNE CYOBEKTY KOIMUECTBA, B 2-6 pa3 MPEBBIMIAIONIETO KOJIH-
YECTBO, BBOJIMMOEC CKCIHEBHO B TCUCHHE MEPUOJA MOKOs. B KOHKPETHBIX BapHaHTaX OCYIICCTBICHHS TaHHOTO
n300peTeHNs B TCUCHHE MEPHOAa O0OCTPEHHS MAIOBAPOTEH WK €ro (hapMaleBTHYCCKH MPUEMIIEMYIO COJb H3-
HaudalbHO BBOJAT B €KEJAHEBHOM Harpy304HOH 103e, mpeBblmatomeit B 3,5 - 6 pa3 KONMYECTBO, BBOJUMOE €Xe-
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JTHCBHO B TCYCHHUE MEPUOJIA TIOKOs, C TIOCICAYIONIMM BBEICHUEM ©)KCIHEBHOU MMOIICPKUBAIOIICH TO3BI, TPEBEI-
mraromiei B 2-3 pasza KOJMYECTBO, BBOJUMOE €XKETHCBHO B TEUCHHE Mepuoja MOKos. Hampumep, KOTUYECTBO,
BBOJIMIMOC B TCUCHHE MEPHOAA ITIOKOSI, MOXKET COCTaBIATh 30,5 Mr B JIeHB, a KOJIMYECTBO, BBOJUMOE B TCUCHUE
neproaa 000CTPEHMSI, MOXKET BKJIIOYATh €KETHEBHYIO HArpy304Hyto mo3y 12,5+1,0 Mr B neHb U €XKEeTHEBHYIO
Mo IIepKUBatoyio 103y 6,0+1,0 Mr B nedp. HeoOs3aTenpHO, 71 OTOM CXeMBI BBEICHHUS BEC CYOBEKTa COCTaB-
nset ot 20 mo 40 kr. B apyrom mpumepe, KOIUYECTBO, BBOJAUMOE B TCUCHUE TIEPHOA ITOKOS, MOXKET COCTABIISTh
4+0,5 Mr B ieHb, a KOJIMYECTBO, BBOANMOE B TEUCHHE TIEpHoJia 000CTPEHUS, MOXKET BKIIIOYATh €)KEIHEBHYIO Ha-
Tpy304Hyto 703y 15+1,0 Mr B 1eHb U eXXeTHEBHYIO TIOIepKUBAIOITYI0 103y 7,5+1,0 Mr B neHs. HeoOs3atensHO,
JUTSL TOW CXEMBI BBEJICHUS Bec cyObekTa coctaniuseT ot 40 mo 60 xr. B eme oqHOM npuMepe, KOJUYECTBO, BBO-
IUMO€E B TEUEHHE TEPHOJa TOKOS, MOXKET COCTaBIATh 50,5 MTr B IeHB, a KOJMYECTBO, BBOAUMOE B TEUCHHUE TIe-
prona 000CTpEeHMsI, MOKET BKITIOUYATh €KETHEBHYIO Harpy304unyio 103y 20+1,0 Mr B IeHb U €KESTHEBHYIO TOJ-
nepxkuBaronryio 103y 10+£1,0 mr B neHb. HeoOs3aTenbpHO, A1 3TOM CXeMBI BBEIEHUS BEC CYOBEKTa COCTABIISIECT
6onpme yem 60 kr. B HEKOTOPBIX BapHaHTAaX OCYIICCTBICHUS JAHHOTO W300pETEHHUS, KOJMYECTBO, BBOAUMOC B
TEYeHHe Meproa IMoKos, cocTaBiseT 2+0,5 Mr B I€HB, a KOJIMIECTBO, BBOAMMOE B TEUEHHE Ieproia obocTpe-
HUS CONEPKHUT €KETHEBHYIO Harpy3ounyro no3y 10+1,0 Mr B neHp M €XeIHEBHYIO TOIIEPKUBAIOIIYIO TO3Y
5+1,0 mr B nenb. HeoOs3atenbHO, AT OTOH CXEMBI BBEACHHS Bec CyOBeKTa cocTaBisieT MeHbIne yeM 20 kr. B
JFOOOM W3 BBIIICYKA3aHHBIX CIIOCOOOB SKEIHEBHYIO HATPY30UHYIO JT03Y BBOJAT B TedeHUe neproaa ot 20 mo 40
nmHed (Hampumep, 2414 mus, 2814 ans, 32+4 musa wian 3614 nHA). B KOHKpETHBIX BapHaHTaX OCYIIECTBIICHHUS
JTAHHOTO W300peTeHUs S)KETHCBHYIO IMOICPKUBAIOIIYIO JI03y BBOIAT IO MCHBIICH Mepe B TCUCHHE IEepHOIa
BpeMeHH OT 14 no 84 nueii (Hampumep, 2117 muelt, 28+14 mueit, 42+14 nueit, 63+14 nueit, wim 7212 aHei).
Heo0Os3aTenpHo, Mo ucTeucHnH 84 MHEW BBEICHUC CXKETHEBHOU MONICPKUBAIOLICH 03I MPOIOIDKAIOT eile 28
JTHEH, eCiTi CYOBEKT MPOJOKACT UCIBITHIBATE CHMIITOMBI TIPUCTYIA WIIH MPHUCTYIIOB, WK MPOJOJDKAIOT BBEIC-
HHE TIOACPKUBAIONICH T03BI 10 TEX IOp, TOKa CHMIITOMBI IIPUCTYIIOB MIIM IPUCTYIA HE OCIa0CIOT WiIH HE Ipe-
Kpatarcs. B KOHKpETHBIX BapHaHTaX OCYMIECTBICHHS CIIOCO0a KOJIMYECTBO MPUCTYIIOB Y CYOBEKTa YMEHBIIACT-
Csl, WM 9acTOTa NMPHUCTYIOB y CyObekTa yMeHbImaerca. Kak Tonbko meproa 000CTpeHusT KynupyeTcs, CyObeKT
MOJKET BEPHYTHCS K CXEMe BBEICHU, MPUMEHIEMOH B IIepro e TOKosI, ¢ 0ojiee HU3KUM yPOBHEM JI03.

B omHOM BapmaHTE OCYIIECTBICHUS, HJAaHHOE M300pETEHHE OTHOCHTCSA K CIOCOOY CHIDKEHHS HMPUCTYIIOB
WM TIPUCTYTIa CUMIITOMOB Y CYOBEKTa ¢ MPOTPECCUPYIONIEH OCCUPHUITMPYIOIeH GUOpOoIUCIUTa3Hel, XapaKTepH-
3YIOMIEHCsl TIepUoaMH TIOKOsI U 00OCTpEHUsI, TIPU 3TOM YKa3aHHBIA crocod BkimodaeT: (i) BBemenue 3,012,0
MT/JICHb MTaJOBaPOTCHA WM €ro (papMareBTHYSCKH PUEMIIEMON COJT B TCUCHHE MEPHOIOB MOKOs, U (ii) BBEe-
HHUE KoJMUYecTBa Mexay 10 Mr/meHp mamoBapoTeHa WITH ero (papMarieBTUYeCKH mpueMieMoii conu u 20 Mr/aeHs
MaJI0OBapOTEHA WU €ro (papMalleBTUYECKU MpUEMIIEMOH coii B TeueHue 84-140 mHed mociie Havana mepuona
o0ocTpeHusl.

B nmaHHOM HM300peTeHUU TpeayiaracTcs Crnoco0d CHIDKEHHS YacTOTHI MPUCTYIOB y CyOBEKTa ¢ MPOTPECCH-
pyrotieit occuduiupyromeit GuOpoancIUIa3neii, XapaKTePU3YIOIICHCS MEPHOJIOM ITOKOS U TIEPUOJIOM 000CTpe-
HUS, TIPU OTOM YKa3aHHBIN CcImoco0 BKIIOYAET: (1) B TEUEHHUE MEePHOJIa TTOKOS - KETHEBHOE BBEICHNE CYOBEKTY
MaI0OBapOTEHA WK ero (hapMaleBTHYSCKU MPUEMIIEMOH cor B KonmdecTBe 312 Mr u (il) B TCUCHHE MEpHoa
000CTpeHNs - eXKeTHEBHOE BBEJICHNE CYOBEKTY KOJMIECTBa, B 2-0 pa3 MPEBHIIIAIOIIET0 KOJIHMIECTBO, BBOJAUMOE
©XKETHEBHO B TEUYCHHE IMEPHOJa TOKOS. B KOHKPETHBIX BapHaHTaX OCYMIECTBICHHS AAHHOTO M300pETeHHS, B
TEYeHHEe TIeproaa 000CTPEHHS TaJOBAPOTEH WIIH €T0 (papMareBTHIECKU MIPUEMIIEMYIO COJIb H3HAYAIBFHO BBOMIST
B ©KEIHEBHOW HArpy304HOHW 1103€, MpeBhIarmeld B 3,5-6 pa3 KOJIMYIECTBO, BBOAUMOE €KEIHEBHO B TEUCHHE
Tepro/a TOKOsI, C TOCIIEAYIOIINM BBEACHNEM €KEIHEBHON IOAePKUBAIOICH 1036, IpeBhIIIaromeii B 2-3 pasa
KOJIMYECTBO, BBOJMMOE €XKCIHCBHO B TCUCHHE MEepHOJa MOKos. Hampumep, KOJIMYECTBO, BBOAUMOE B TCUCHHE
nepuo/a TOKOsI, MOXKET COCTaBIATh 3+0,5 Mr B IeHb, a KOTMYECTBO, BBOAUMOE B TEUEHHE Ieproaa 000CTpeHus,
MOJKET BKIIIOYAThH €XETHEBHYIO HATPY309HYIO 103y 12,5+1,0 MT B IeHb U €XKEIHEBHYIO ITOAIEPKUBAIONIYIO TO3Y
6,0£1,0 mr B neHb. Heobs3aTenbHO, UI 9TOM cXeMBbI BBeIeHUs Bec cyObekTa coctapiseT ot 20 mo 40 kxr. B apy-
TOM TpUMepe, KOJTHYSCTBO, BBOJMMOE B TCUCHHUE MTEPHUO/Ia TIOKOS, MOJKET COCTaBIATh 40,5 MT B JICHB, a KOJINYE-
CTBO, BBOJMMOE B TCUCHHUE TIEPHOIa OOOCTPEHUS, MOKET BKITFOUATh €KCTHCBHYIO HATPY304YHYIO 103y 15£1,0 mMr B
JICHb U ©)KEIHEBHYIO MOICPKUBAIONIYIO 103y 7,5+1,0 Mr B neHb. HeoOsi3aTenbHO, I ATOM CXEMBI BBEICHHS
Bec cyObekTa coctarisier oT 40 mo 60 kxr. B eme ogHOM mpuMepe, KOJTHYECTBO, BBOAMNMOE B TEUEHHUE IEPHOIa
MOKOsI, MOXKET COCTaBIATh 5+0,5 Mr B JICHb, a KOJIMYECTBO, BBOJUMOE B TCUCHUC MEPUOJa OOOCTPEHHUS, MOXKET
BKJIIOUaTh €XKEAHEBHYIO Harpy304Hyro 103y 2021,0 Mr B JeHb U eXeTHEBHYIO NoAAepkKUBatoyto 103y 10+1,0 mr
B JieHb. HeoOs3aTensHO, 1S 9TOH CXeMBbl BBEJICHUS BeC CyOBheKTa cocTaBiisieT Oombine ueM 60 kr. B HeKoTophIx
BapHaHTaX OCYIIECTBICHUS TaHHOTO M300pETCHHS, KOJMYECTBO, BBOANMOE B TCUCHHE TIEpHOJa MOKOs, COCTaB-
nset 2+0,5 Mr B IcHb, @ KOJHYECTBO, BBOJUMOC B TCUCHUE TIEPHOAa 000CTPCHHUS COJCPKHUT CIKCIHCBHYIO HAIPY-
304Hy0 103y 10£1,0 MT B JIcHb U €KETHEBHYIO MOICPKUBAIONIYIO 103y 51,0 Mr B neHb. Heobs3arenbHo, mis
JTOW CXeMBI BBENIEHHUS BeC CyOBeKTa cocTaBiisieT MeHbIe 4eM 20 kr. B moOoM M3 BBIMIEyKa3aHHBIX CIIOCOOOB
©)KE/IHEeBHYIO HAarpy304YHYIO 103y BBOJAT B TeueHue nepruoaa ot 20 no 40 nueit (nanpumep, 24+4 nus, 28+4 nns,
32+4 nus nnm 3614 nHs). B KOHKpETHBIX BapHaHTaX OCYIIECTBICHHS JTAHHOTO N300pETEHUs! €KeTHEBHYIO 1O
JIEP’KUBAIOIIYIO 7103y BBOJST IO MEHBIIEH Mepe B TeUeHHe Meproja BpeMeHH oT 14 jgo 84 mHeit (mampumep,
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2117 nuent, 28+14 nueit, 42+14 nueit, 63+£14 nuelt, nim 72112 aneit). HeoOs3aTenbHo0, Mo ucTedeHnn 84 nHel
BBCJICHUC €)KCIHCBHOU MOIICPKHUBAOIICH 036l MPOJ0IDKAIOT eie 28 JHEH, ecliu CyOBheKT MPOJ0IIKACT HCITBI-
THIBATh CUMIITOMEI MPUCTYTIA WIX TPUCTYIIOB, WX MPOJOJIKAIOT BBEJCHHUE TOICPKUBAIOIICH T03BI JI0 TEX O,
MOKa CUMIITOMEI MIPHUCTYIIOB WJIM MPUCTYHA HE OCIA0CIOT WU HE MPEKPaTATCS. B KOHKPETHBIX BapHaHTaX OCY-
IIECTBJICHUS CII0C00a, KOJMYECTBO MPUCTYIOB y CyOBEKTa YMEHBIIIAETCS, WM 9acTOTa MPHUCTYIIOB y CyObeKTa
ymenbiraercs. Kak Tompko meprox 000CTpeHHs] KyMUpPYeTcs, CyOBEKT MOXKET BEPHYTHCS K CXEME BBEICHUS,
MpUMEHSIEMOIl B Ieproie OKosI, ¢ 0oJiee HU3KUM YPOBHEM J103.

B manHOM m300peTeHNH MpeiaracTes crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUPUKAIINN Y CyOBheKTa
¢ Tporpeccupyromeii occuduupyromed GuopoaucIuIazuei, XapakTepru3yomencs: IEPHOIOM TTOKOS U TIEPHO-
JIOM OOOCTpPEHUS, IPU 3TOM YKa3aHHBIN croco0 BKIoYaeT: (i) B TeUeHHE Teproia TIOKOS - €XETHEBHOE BBEIC-
HHUE CYyOBEKTY MEPBOTO KOJUYECTBA HHIMONTOpa curHainuara BMP u (ii) B TeueHne neproia 000CTPEHHS - exe-
JTHCBHOC BBEJICHHE CYOBEKTY KOJIMYECTBA, B 2-6 pa3 MPEBHIMIAIOIICIO KOJHYSCTBO, BBOAUMOE €KEIHEBHO B Te-
YCHHE TICPUOJIa MOKOS. B KOHKPETHBIX BapHaHTaX OCYIICCTBICHHS JAHHOTO M300pPETCHUS, B TCUCHUE MEPHOAA
obocTpeHuss MHruOUTOp curHainuara BMP u3HauanbHO BBOASAT B €KEAHEBHOW HATPY30YHOMW J03€, MPCBBIIIA0-
el B 3,5-6 pa3 KOJIMYECTBO, BBOJAUMOE €XKCIHCBHO B TEUCHHE MEPUOJA TTOKOS, C MOCICAYIOIIUM BBEICHUEM
©XeTHEBHO MMoAIep KUBAIONIECH JO36I, MPEBHIIAloNel B 2-3 pa3a KOJIMYeCTBO, BBOANMOE €KETHEBHO B TCUCHHE
neproa Mokosi. B HEKOTOPBIX BapHaHTaX OCYIIECTBICHUS MHTHOUTOp curHasmHra BMP mpeacraBiser coOoii-
WHTHOWTOP aKTUBHH-penentopononodnoi kuHasel 2 (ALK?2). B wactHocTH, maTHOMTOp ALK2-KMHA3BI TIpe-
crapisier coborr LDN-193189  (4-(6-(4-(numepaszu- 1 -m)deHmn)mupasono| 1,5-a]mupuMuanH-3-1i1)XUHOJIOH),
LDN-212854 (5-[6-[4-(1-turmrepazwann)dhenw Jmupa3ono[ 1,5-a]mupuMuauH-3 -1l | XUHOIWH), gopcomMopdun (6-[4-
[2-(1-umepu muH )3TOKCH | heHwn | -3 -(4-upunuaun)nupazono| 1,5-almupumuaun), K02288  (3-[(6-amuHO-5-
(3,4,5-tpumerokcudeHnn)-3-mupuauHII | HEHOIT), DMH-1(4-[6-[4-(1-MetmnTokcu)dermt Jnupasono| 1,5-
a]onupuMuIMH-3 -1 | XUHOMNH), Wi ML-347 (5-[6-(4-meTokcudennn)nupazon| 1,5-a|nupuMuaAnH-3 -1 | XUHOJIOH).

B maHHOM M300peTeHHUU MPEIaraeTcsi ClIoco0 YMEHBIICHHS FeTEPOTOMUICCKON OCCH(DUKANY Y CyOheKTa
C Tporpeccupyrolneii occupuimpyromiei Gudponuciiazueii, XapakTepU3yIOIIEHCS TIEPHOIOM TOKOS U TIEPHO-
JIOM 00OCTpEHHUSI, TIPH STOM YKa3aHHBIH CcIoco0 BKIrOUacT: (1) B TCUCHUE MEPHOJIA TTOKOS - €XKETHEBHOC BBEIC-
HHUE CYOBEKTY MaJOBapOTEHA WK ero (apMaleBTHICCKH MPUEMIIEMOI COM B KOJIMYECTBE 5 MT 1 (ii) B TCUCHHE
neproaa 000CTPEHHS - €XKEITHEBHOE BBeICHHE CyOhekTy 20 MI' maloBapoOTeHa UM ero (apMarleBTHUECKA TIPH-
eMJIEeMOH COJIM B TeueHHe 28 JHEH ¢ MOCIIEeMyIONNM eKEeTHEBHBIM BBEACHHEM CyObekTy 10 Mr mamoBapoTeHa
WM ero GapMareBTHIECKH MPUEMIIEMOI COTM B TEUCHHE 110 MEHbIIeH Mepe 56 nHeil. HeoOs3aTenbpHO, 1O BcTe-
qeHUW 56 IHEH eXeIHEeBHOe BBeIeHHe 03kl 10 M mpomoibkaroT emie 28 maHed (T.e. B oOmmiei ciioxxHOCTH 84
IIHS), €CIH CyOBEKT MPOIOIKAET MCIBITHIBATE CHMIITOMBI IPUCTYIA WM TIPUCTYIIOB, WU MPOJOJDKAIOT BBEE-
HHUE 710361 10 Mr 70 TeX mop, OKa CHMIITOMBI IPUCTYIIOB WIIM TPUCTYIA HE OCIA0CIOT WM He MpekpaTiarcs. B
HEKOTOPBIX BapUaHTaX OCYIICCTBICHUS JAHHOTO M300PCETCHUs, IO UCTCUCHUU 84 IHEH ¢KeTHEBHOE BBEICHHC
1036l 10 Mr mpogoinkatoT ente 28 nuei (T.e. B o0mielt cnoxxHocty 112 nHeit), ecnu cyObEKT MPOIOIKAET UCTIBI-
THIBATh CUMIITOMBI TIPUCTYIA WX MPUCTYIIOB, WIH MPOJOJDKAIOT BBEICHHE H03bI 10 M 10 TeX Mmop, MoKa CHUM-
MNTOMBI IPUCTYIIOB HJIH MPUCTYIIA HE OCIA0CIOT WK HE MPEKPATITCA. B KOHKPETHBIX BapUaHTaX OCYIICCTBICHUS
JTAHHOTO M300peTeHwsl, I0 ucTeueHun 112 mHel exxeaHEeBHOE BBeACHUE 103kl 10 Mr mpomoinkaroT eme 28 mHei
(T.e. B obmeit cmoxkHocTr 140 aHel), eciu CyOBEKT MPOAODKAST UCTIHITHIBATH CHMIITOMBI TIPUCTYTIA WIIH TIPH-
CTYIIOB, WM MPOJOJDKAIOT BBeACHUE 1036l 10 M 0 TeX Mmop, IMOKa CUMIITOMBI TIPUCTYIIOB HMIJIH MPHUCTYTIA HE OC-
7a0€IOT UK HE TTPEKPATATCA.

B manHOM M300peTeHNH MpeiaracTes crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUBUKAIINN Y CyOBeKTa
¢ Tporpeccupytomeii occudumpyomed GuopoucIuIazuei, XxapakTepru3yomehncs: IEPHOIOM TTOKOS U TIEPHO-
JIOM 000CTpEHMSI, PUIEM Bec CyObekTa coctaniseT oT 10 mo 20 Kr, Mpu 3TOM yKa3aHHBIH c1oco0 BKItodaeT: (i)
B TCYCHUEC MEPHOAA IMOKOS - €XKECTHCBHOC BBEICHUC CYOBEKTY MAIOBAPOTCHA WK ero (hapMareBTHICCKH MPUEM-
JIeMOH colu B KoyimdecTBe 2,5 Mr u (ii) B TeUCHHE Meproa 000CTPEHUs - eXEeIHCBHOE BBeIeHIE CyObeKTy 10
MT MAJIOBapOTCHA WU €0 (hapMaleBTUICCKH MPUEMIIEMO COJIM B TeUeHUE 28 THEH ¢ MOCICIYIOINUM SKEIHEB-
HBIM BBEJICHHEM CYOBEKTY 5 MTI IaJlOBapOTCHA WM €ro (papMaleBTUYCCKU MPUEMIIEMOIN COJU B TCUCHHE II0
MeHbIIeH Mepe 56 nHel. HeoOs13aTenpHO, IO UCTeUSHUH 56 JHEH e)KeIHEBHOE BBEICHUC J03bI 5 MI MPOIOIDKA-
10T eme 28 nHeil (T.e. B 00miel cioXHOCTH 84 1HS), eclii CyOBEKT MPOAOJIKACT UCTIBITHIBATH CUMIITOMBI ITPH-
CTyIla WJIM MPUCTYIIOB, WM MPOIOJDKAIOT BBEICHHE JIO3BI 5 MT IO TeX IMOp, IOKa CHMITOMBI IIPHUCTYIIOB WIIH
MPUCTyIa HE OcNabeloT Wik He MPeKpaTATcs. B HEKOTOPHIX BapHaHTaX OCYIIECTBICHHS JAHHOTO M300peTeHHUS,
0 UCTeUeHUH 84 NHEH eXeTHEBHOE BBEACHHE JO3BI 5 MT' MPOJOJDKAIOT emte 28 mHel (T.e. B 00MmIel ClIoXKHOCTH
112 nmmeit), ecnmu cyOBEKT MPOMOIDKAET UCTBITHIBATh CHMIITOMBI IPUCTYIA FUIH MPUCTYIIOB, FJIM IPOJOJKAIOT
BBEJICHHE J03bI 5 MT JI0 T€X MOp, OKAa CHMIITOMBI IPHUCTYIIOB WJIH NPHUCTYTIA HE OCTA0CIOT WM HE MPEKPATATCA.
B KOHKpETHBIX BapHaHTaX OCYIICCTBICHUS JaHHOTO W300peTeHus, o uctedeHuu 112 nHei exxenHEeBHOE BBEIC-
HHE JI03bI 5 MT' IpoJoIpKaroT eme 28 nHel (T.e. B oOmelt cioxuocty 140 nHeit), ecnn cyObeKT MPOA0IIKAET HC-
MBITBIBATH CUMIITOMBI MIPUCTYIIA WK MIPUCTYIIOB, WM MPOJOKAIOT BBEACHUE IO3BI 5 MT 10 TEX MOP, MTOKa CHM-
TTOMBI IPUCTYIIOB WJIK PUCTYIIA HE OCITA0CIOT WM HE MPEKPATATCA.

B maHHOM M300peTeHHUU MPEIaraeTcs Clioco0 YMEHBIICHHS TeTEPOTOMUYCCKON OCCH(UKANY Y CyOheKTa
C Tporpeccupyrolneii occudpuimpyromiei Guodpoauciazueii, XxapakTeprU3yIOIIEHCS TePHUOOM TOKOS U TIEPHO-
JIOM 000CTpeHMsI, PUIEeM Bec cyObekTa coctaniseT oT 20 mo 40 Kr, pu 3TOM yKa3aHHBIH c1oco0 BKrtodaeT: (i)
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B TCUCHHUE MEPUOJIA TIOKOS - €KCTHCBHOC BBEJICHUE CYOBCKTY MAJOBAPOTCHA WK €ro (hapMalleBTHUCCKH MTPUEM-
JeMoit conu B KosmdecTBe 3 Mr | (ii) B TedeHHe neprosia 000CTPeHNs - eXKeTHEBHOE BBeJEHHE CYOBbeKTy 12,5 mr
TAJIOBAPOTEHA WIIH €T0 (hapMaIleBTHICCKH ITPHEMIIEMOH CONTM B TeUCHHKE 28 THEH ¢ MOCIEIyIONNM eXKeTHEBHBIM
BBEJICHHEM CYOBEKTYy 6 MI ITaJJOBapOTEHA MM €T0 (papMaIeBTHIECKH IPUEMIIEMON COJIH B T€UEHHUE 110 MEHBIIEH
Mepe 56 nueit. HeoOs3aTenpHO, 0 HCTEYCHUH 56 JHEH eXeTHEeBHOE BBEICHUE A03bI 6 MI MPOJOJDKAIOT erre 28
nmHeH (T.e. B oOmieit cioxHoCcTH 84 NmHS), eclu CyOBeKT MPOJO/DKAeT MCHBITHIBATH CHUMIITOMBI MPUCTYIIA WIIH
MPUCTYIIOB, FJIH MPOJOIDKAIOT BBEACHUE O3Bl 6 MI' JI0 T€X MOpP, OKAa CHMIITOMBI IIPUCTYIIOB FJIH MPHUCTYTIA HE
ocnaberoT WM He MPEKpaTIATCa. B HeKOTOPBIX BapHaHTaX OCYIIECTBIICHHS TaHHOTO M300PETeHHS, TI0 UCTCUCHUN
84 nHell exxeHEBHOE BBEACHHUE O3Bl 6 MT MPOJOIDKAIOT eie 28 auel (T.e. B o0miei cioxuaoctu 112 mHeit), ec-
T CYOBEKT MPOJI0DKACT UCIBITHIBATE CUMIITOMBI MPUCTYIIA HITH TPUCTYIIOB, WM IPOOJDKAIOT BBEICHHUE O3B
6 MT JI0 TeX MOp, TOKa CHMITOMBI MIPHUCTYIIOB WK MPUCTYIA HE OCIA0CIOT WIH HE MPEKPaTATCS. B KOHKPETHBIX
BapHaHTaX OCYIICCTBICHUS JaHHOTO U300peTeHus, M0 UcTedeHur 112 mHell exeTHeBHOE BBEACHUE O3Bl 6 MT
npoJosDKaloT emie 28 nHel (T.e. B o0me ciuoxxHoctr 140 mHEl), ecnn cyObeKT NpOJ0JIKAeT UCTIBITHIBATh CHM-
TTOMBI MPHUCTYIA WK MPUCTYIIOB, WIX MPOAOJDKAIOT BBEACHUE 03Bl 6 MIJIO TEX MOP, MOKa CUMITOMBI IIPHUCTY-
TIOB WJIM TIPUCTYIIA HE OCIa0eIOT WM HE NMPEKPATATCA.

B manHOM M300peTeHNH MpeiaracTcs crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUBUKAIINN Y CyOBheKTa
¢ Tporpeccupytomeit occuduupyromed GudpoaucIuIazuei, XapakTepru3yomehncs: IEPHOIOM TTOKOS U TIEPHO-
JIOM 00OCTpEHMSI, PUIEeM Bec CyObekTa cocTaBiseT oT 40 mo 60 Kr, Mpu 3TOM yKa3aHHBIH c1oco0 BKIrtodaeT: (i)
B TEUCHHE MEePHOAA ITOKOA - €KETHEBHOE BBEICHHE CYOBEKTY MMAI0OBapOTEHA MIIN €ro (hapMaIeBTHIECCKH TIPHEM-
JIeMOM coiu B KonudecTBe 4 Mr u (ii) B TeUeHHE Meproa 000CTPEHNUS - eKEAHEBHOE BBEICHHE CYOBEKTY 15 Mr
MaIOBapOTEHA WK €ro (hapMaIleBTHICCKH ITPUEMIIEMOM COITU B TeUCHUE 28 THEH ¢ MOCICIYIONUM XKeTHCBHBIM
BBEJICHUEM CYyOBEKTY 7,5 MI' maloBapoTeHA WM ero (apMaIleBTUYCCKH MPUEMIICMOI COJIM B TCYCHUE IO MCHb-
meit mepe 56 nueil. Heobs3aTenbHO, 0 McTedeHNH 56 AHEH eKeTHEeBHOE BBEICHUE NO3bI 7,5 MI MPOJOIDKAIOT
eme 28 aHei (T.e. B o0mIel ciokHOCTH 84 1HS), ecii CyOBeKT IPOJ0IDKAET UCTIBITHIBATh CUMIITOMBI IIPHUCTYIIA
WY TPUCTYIIOB, WIH MPOAOJDKAIOT BBEICHHUE O3Bl 7,5 MT IO TE€X MOp, TOKa CUMITOMBI IPUCTYIIOB HJIH MPHUCTY-
ma He ocnabeloT WM He IMPEeKpaTATcs. B HEKOTOPHIX BapHaHTaX OCYIIECTBICHHUS JaHHOTO H300peTeHHs, MO UC-
TeueHnn 84 MHEW exeTHEeBHOE BBEACHHUE T03bI 7,5 MT MpOoAOIDKaloT eme 28 mHel (T.e. B o0mieid cimoxxaoctr 112
ITHEH), ecIi CyOBEKT MPOI0JDKAET UCTIBITHIBATH CUMIITOMBI TIPHCTYTIA WIH MIPUCTYTIOB, FIIM IPOIOJDKAIOT BBEC-
HHUE 03B 7,5 MT 10 TeX IIOp, MOKa CUMIITOMEI MIPHUCTYIIOB WIIM NPHUCTYIA HE OCIa0CIOT WK HE MpeKpaTiaTca. B
KOHKPETHBIX BapHaHTaX OCYIIECTBICHHS JTAaHHOTO M300pEeTeHNs, TTo ucTedeHnn 112 qHel exxeqHeBHOE BBEICHUE
JI03BI 7,5 MT MPOJOIDKAOT etne 28 muel (T.e. B obmie cnoxknoctu 140 mHei), ecian cyObeKT MpoA0KaeT UCIThI-
THIBATH CUMITOMBI MPHUCTYIIA WM TPUCTYIIOB, WIH MPOJODKAIOT BBEICHHUE TO3BI 7,5 MT J0 TEX IOp, MOKa CHUM-
TOTOMBI IPUCTYIIOB WJIM MPUCTYIIA HE OCITA0CIOT WM HE MPEKPATATCA.

B nanHOM M300peTeHNH TpeyIaraeTcest Crocod yMEHbIICHUs TeTEPOTONMNYECKON OCCU(UKAIINN Y CYOBEKTa
¢ mporpeccupyomeil occuduimpyomeil Gudpoaucasuenl, XxapaKTepu3yIomecss NeprHoIoM MOKOSI U MepHo-
JIOM 000CTpeHMs, MpUIeM Bec cyObekTa coctaBisetT 60 Kr u OoJee, MpH 3TOM YKa3aHHBIN cnoco0 BKItoUaeT: (1)
B TCYCHUE MEPHOA IMOKOS - €XKETHECBHOC BBEICHUC CYOBEKTY MAIOBAPOTCHA WK ero (hapMaIreBTHICCKH PUEM-
JIEMOM COJM B KoJu4ecTBe 5 Mr u (ii) B TeUeHHE meproa 000CTpEHHUs - eKeAHEBHOE BBEICHHE CYObeKTy 20 MT
TAJIOBAPOTEHA WIIH €r0 (hapMaIleBTHICCKH ITPHEMIIEMOH COMTM B TeUCHHE 28 THEH ¢ MOCIEIyIONIM eXKeTHEBHBIM
BBeZicHHEM cyOBekTy 10 Mr mamoBapoTeHa WiH ero (hapMareBTHYSCKH NMPUEMIIEMOI COTM B TeUEHHE IO MEHb-
meit Mmepe 56 mauel. HeoOs3arenpHO, 10 HCTEYCHUH 56 THEH exeqHeBHOE BBeAeHHE J03bI 10 MT MpomonKaroT
emie 28 nHel (T.e. B 00mIeH CIOKHOCTH 84 NHS), €CIH CYOBEKT MPOIOJIKACT UCTIHITHIBATH CHMIITOMEI IIPUCTYIIA
WM TIPHUCTYIIOB, WM TPOIOJDKAIOT BBEJCHHE O3Bl 10 MTI 10 TeX MOp, MOKa CHMIITOMBI MPUCTYIIOB WA MPHUCTY-
ma He ocNaleIOT WM He MPEKPaTATcs. B HEKOTOPHIX BapHaHTaX OCYIICCTBICHHS JaHHOT'O H300pETCHHUS, MO UC-
TeueHnn 84 nHel exenHeBHOE BBeaeHHE 10361 10 Mr mponoimkarot eme 28 aHei (T.e. B oOmieit cnoxuocT 112
JTHEH), €CIT CYOBEKT MPOI0JKAET UCTIBITHIBATH CHMIITOMBI TPUCTYIIA WIH MPUCTYIIOB, WU IPOIOIHKAIOT BBEIC-
HHUE 70361 10 Mr 0 TeX mop, MOKa CHMIITOMBI MPUCTYIIOB WM MPUCTYIA HE OCIA0CIOT MM HE MpekpaTsaTcs. B
KOHKPETHBIX BapHaHTaX OCYIECCTBICHUS JAHHOTO H300pETCHUS, 110 MCTeUeHUH 112 mHel exxeTHEBHOE BBEICHUE
o361 10 MT TIpoobKaroT emte 28 aHei (T.e. B obmiel cinoxkaoct 140 mgHel), ecimi CyObheKT MPO0KaeT HCIIbI-
TBIBaTh CHMIITOMBI TIPUCTYIA WIIN TIPUCTYIIOB, WIH IPOIODKAIOT BBeIEHHE 1036l 10 Mr 10 TeX mop, MmoKa CHM-
TTOMBI IPUCTYTIOB WJIM IPUCTYIIA HE OCITA0CIOT WM HE MPEKPATATCA.

B manHOM m300peTeHNH mpeiaracTes crmocod YMEHBIICHUS TETEPOTONMNIECKON OCCUPUKAIINN Y CyOBheKTa
¢ Tporpeccupytoleii occudumpyrome GudpoucIuIazuei, XxapakTepru3yomencs: IEPHOIOM TTOKOS U TIEPHO-
JIOM 0OOCTpPEHUs, IPU 3TOM YKa3aHHBIN croco0 BKIOYaeT: (i) B TeUeHHE Teproia TIOKOS - €XETHEBHOE BBEIC-
HHUE CYOBEKTY MaJOBapOTECHA WK ero (apMaleBTHICCKH MPUEMIIEMOI COM B KoJmdecTBe 4 Mr U (ii) B TCUCHHE
nepuosia 000CTPCHHUS - CKEIHEBHOE BBEICHUE CYOBEKTY 15 Mr majoBapoTeHa WM ero (hapMameBTHUCCKU MPH-
EeMJIEMOW COJIM B TeucHHUE 28 MHEH C MOCIeAYIOINUM ¢KEIHEBHBIM BBEACHUEM CYOBEKTY 7,5 MT MajJoBapoTeHa
WM ero (hapMaleBTHIECKH IIPUEMIIEMOH COJIM B TEUEHHE 10 MeHbLIel Mepe 56 aueil. Heobs3aTenbHo, 1o ucre-
yeHUH 56 JTHEW eKETHEBHOC BBEICHHUC O3B 7,5 MT MpoAoIDKaroT emie 28 mHel (T.e. B o0miei cnoxuoctn 84
JTHS), €CTIM CYOBEKT MPOJIOIIKAET HCIBITHIBATE CHMIITOMBI TIPUCTYIIA WM MPUCTYIIOB, WU MPOIOJDKAIOT BBEJIC-
HHUE 03Bl 7,5 MT 10 TeX IIOp, MOKa CUMIITOMEI IIPHUCTYIIOB WIIM NPHUCTYIAa HE OCIa0CIOT WK HE MpeKpaTiaTca. B
HEKOTOPBIX BapHMaHTaX OCYIIECTBICHUS TAHHOTO M300pETEeHHS, 0 UCTEUCHUH 84 nHEll eXeIHEeBHOE BBEICHHE

-5-



047841

JI03BI 7,5 MT TIpooibKaroT ere 28 nuel (T.e. B oOrell cinoxxHoct 112 nHel), eciau cyOBEKT MPOIOIHKACT UCTIBI-
TBIBATH CUMITOMBI MPHUCTYIIA WM TPUCTYIIOB, WIH MPOJODKAIOT BBEICHHUE TO3BI 7,5 MT J0 TEX IOp, MOKa CHUM-
NTOMBI IPUCTYIIOB WJIM MIPHUCTYIIA HE OCTIA0CIOT MM HE MPEKPaTITCsA. B KOHKPETHBIX BapHaHTaX OCYIIECTBICHUS
JTAHHOTO M300peTeHwsl, o ucTedeHnn 112 aHel exxeHeBHOE BBEIACHHUE JTO3bI 7,5 MT MPOJOIHKAIOT erne 28 mHei
(T.e. B obmieit cmoxkHocTr 140 aHel), eciu CyOBEKT MPOAODKAST UCTIBITHIBATh CHMIITOMBI TIPUCTYTIA WITH TIPH-
CTYIIOB, WIH MPOAOIDKAIOT BBEACHUE O3Bl 7,5 MI' IO TeX IOp, MOKa CHMIITOMBI IPUCTYIOB WM TIPHCTYTa HE
OCIIa0CIOT WK HE TPEKPATSITCSL.

B manHOM M300peTeHNH MpeiaracTcs crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUPUKAIINN Y CyOBheKTa
C Tporpeccupyrolneii occupuimpyromiei Guodpoauciiazueii, XxapakTepU3yIOIIEHCS TePHOIOM TOKOS U TIEPHO-
JIOM 000CTpEHUs, IIPUYEM BeC CyOBeKkTa cocTapiseT oT 10 mo 20 Kr, mpu 3TOM yKa3aHHEIH crioco0 Birodaert: (i)
B TCYCHUE MEPHOA IMOKOS - €XKESTHECBHOC BBEICHUC CYOBEKTY MAIOBAPOTCHA WK €ro (hapMaIreBTHICCKH IPUEM-
JeMoli conu B komdecTBe 1 MT U (ii) B TeUeHHE TIepUOia OOOCTPEHHS - €XKECTHCBHOC BBEACHUE CYOBEKTY 7,5 MT
MAIOBapOTEHA WK €ro (hapMaIleBTHICCKH ITPUEMIIEMOM CONTU B TeUCHUE 28 THEH ¢ MOCICIYIONUM XKeTHCBHBIM
BBEJICHUEM CYOBEKTY 3 MT ITaJIOBAPOTCHA WIIH €Tr0 (papMaIleBTUYCCKH MPUEMIIEMON COJIH B TEYCHHUE IT0 MEHBIIICH
Mepe 56 nueit. HeoOs3arenpHo, 0 HCTEYCHUH 56 JHEH eXeTHEBHOE BBEICHUE A03bI 3 MT MPOJOJDKAIOT erre 28
nmHeH (T.e. B oOmeit cioxHOoCTH 84 NmHS), ecli CyOBeKT MPOJO/HKAeT MCHBITHIBATH CHUMIITOMBI MPUCTYIIA WA
MPUCTYIIOB, FJIU MPOJOIDKAIOT BBEACHUE O3Bl 3 MI JI0 T€X MOp, OKAa CHMIITOMBI IIPUCTYIIOB FJIM MPHUCTYTIA HE
ocnaberoT WM He MPEKpaTITCa. B HeKOTOPBIX BapHaHTaX OCYIIECTBIICHHS TaHHOTO M300pETeHHS, TI0 UCTCUCHUN
84 mHel exxemHEBHOE BBEICHHE JO3BI 3 MT TIPOJOIDKAIOT emle 28 nHel (T.e. B o0miei ciioxxaocT 112 mneii), ec-
T CyOBEKT MPOJO0JDKAECT MCIBITHIBATE CUMIITOMBI IPUCTYTIA MIIH IPUCTYIIOB, WM IPOIOJDKAIOT BBEICHHE O3B
3 MT JI0 TeX Mop, TOKa CHMOTOMBI IIPHUCTYIIOB WM MPUCTYIA HE OCIA0CIOT WIH HE MPEKPaTATCS. B KOHKPETHBIX
BapHaHTaX OCYIICCTBICHUS JaHHOTO U300peTeHHs, M0 UcTedeHur 112 mHel exeIHeBHOE BBEACHUE O3Bl 3 MT
npoJoIDKaroT eme 28 nHel (T.e. B o0me ciuoxxHoctr 140 nHel), ecnn cyObeKT NPOIOJIKAET UCTIBITHIBATH CHM-
TOTOMBI MPHUCTYIA WK MPUCTYIIOB, WIX MPOAOJDKAIOT BBEACHUE A03bI 3 MIJIO TEX MOP, MOKAa CUMITOMBI IIPHUCTY-
OB WJIM TIPUCTYIIA HE OCTa0CIOT WM HE MPEKPATATCA.

B manHOM M300peTeHNH MpeiaracTcs crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUPUKAIINN Y CyOBheKTa
¢ mporpeccupyromeit occuduupyrome GuopoaucIuIazuei, XxapakTepru3yomencs: IEPHOIOM TTOKOS U TIEPHO-
JIOM 000CTpeHMsI, PUIEeM Bec cyObekTa coctaniseT oT 20 mo 40 Kr, MpH 3TOM yKa3aHHBIH croco0 BKitodaeT: (i)
B TE€UCHUE MEPHOAA ITOKOS - €XKETHEBHOE BBEICHUE CYOBEKTY MMAI0BapOTEHA MIIN €ro (hapMareBTHICCKH IPHEM-
JIEMOW COJIM B KoJmdecTBe 2,5 MT U (il) B TeueHHe mepuona 00OCTPEHHS - €XKETHEBHOE BBEICHUE CYOBEKTY
10 Mr mayoBapoTeHa WM ero (GpapMaleBTHIECKH MPUEMIIEMOH COM B TeueHHE 28 IHEH C MOCIEIYIOmUM eXe-
JTHCBHEIM BBEJICHHEM CYOBEKTY 5 MT MAJIOBAPOTEHA HITH €r0 (hapMaleBTHYCCKHU MPUEMIICMON COJIM B TCUCHHE TIO
MeHbIIeH Mepe 56 nHel. HeoOs13aTenpHO, IO UCTeUeHUH 56 JHEH e)KeIHEBHOE BBEICHUE J03bI 5 MT MPOIOIDKA-
10T emie 28 nHeil (T.e. B 00mIel cloXHOCTH 84 1HS), eclii CyOBEKT MPOAOJIKACT UCTIBITHIBATH CUMITOMBI ITPH-
CTyIa WK MPUCTYIOB, WM MPOJOJDKAIOT BBEIACHUE JO3BI 5 MT J0 TEX IMOp, MOKa CHMITOMBI MPHUCTYIIOB WA
MPUCTYIA HE OCNIA0CIOT WM HE MPEKPaTATCs. B HEKOTOPHIX BapHaHTaX OCYIIECTBICHUS JAHHOTO M300pETCHUS,
Mo WCTeueHUN 84 JMHEH exeTHEBHOE BBEACHUE JIO3BI 5 MT' MPOJIOJDKAIOT eie 28 mHei (T.e. B 00IIeH CI0KHOCTH
112 nmmeit), ecnmn cyOBEKT MPONOIDKAET MUCTBITHIBATH CHMIITOMBI IPUCTYIA FUIH MPUCTYIIOB, FJIM IPOJOJIKAIOT
BBEJICHNE J03bI 5 MT JI0 T€X MOp, IOKAa CHMIITOMBI IPHUCTYIIOB WJIH NPHUCTYTIAa HE OCTA0CIOT WIIN HE MPEKPATIATCA.
B KOHKpETHBIX BapHaHTaX OCYIIECTBICHHUS JAaHHOTO M300pETEeHMUs, 10 UCTeueHnH 112 qHel exxeqHeBHOE BBEIC-
HUE J03Bl 5 MT TIPOJOIDKAIOT elne 28 aHel (T.e. B obmieit cioxaoctu 140 gHei), ecnu CyObeKT MPOAOKAET HC-
TBITBIBATH CHMITTOMBI TIPUCTYTIA WK IIPUCTYIIOB, W MPOJOJDKAIOT BBEACHUE O3Bl 5 MT 10 TeX MOp, TTOKa CHM-
TNTOMBI IPUCTYIIOB WJIK MPUCTYIIA HE OCITA0CIOT WM HE MPEKPATATCA.

B manHOM M300peTeHHUU MPEIaraeTcs ClIoco0 YMEHBIICHHS TeTEPOTOMUYCCKON OCCH(DUKAINY Y CyOheKTa
C Tporpeccupyrolneii occupuimpyromiei Gudponuciiazueii, XxapakTepU3yIOIIEHCS TEPHUOJIOM TOKOS U TIEPHO-
JIOM 000CTpEHUs, TIPUYEM BeC CyOBeKkTa cocTapiseT oT 40 mo 60 Kr, mpu 3TOM yKa3aHHEIH crioco0 BKirovaet: (i)
B TEYCHUEC TEPUOJIa IOKOS - SKECITHEBHOE BBEJCHUEC CYOBEKTY MaJIOBAPOTCHA HITH €ro (papMaIleBTUICCKU MTPHUEM-
JeMoit coni B KosmdecTBe 3 Mr | (ii) B TedeHHEe neprosia 000CTpeHNs - eXXeTHEBHOE BBEJEHHE CYOBbeKTy 12,5 mr
TAJIOBAPOTEHA WIIH €r0 (hapMaIleBTHICCKH ITPUEMIIEMOH COMTM B TeUCHHUE 28 THEH ¢ MOCIETYIONNM eXKeTHEBHBIM
BBEJICHHEM CYOBEKTy 6 MI ITaJJOBapOTEHA MM €T0 (papMaleBTUIECKH IPUEMIIEMON COJIH B T€UCHHUE 110 MEHBIIEH
Mepe 56 mHeil. HeoOs3aTenbHO, MO UCTeUEeHUN 56 IHEH eXeIHEBHOE BBEICHHUE TOICPIKUBAIONIEH 03Bl MPO-
TOJDKATOT emie 28 e (T.e. B 00mel ciokHOCTH 84 NHS), eciy CyOBEKT MPOJI0IDKAET HCIIBITHIBATE CUMITTOMBI
MPUCTYIA WK IPUCTYIIOB, WK MPOJOIDKAIOT BBEIEHHUE 03Bl 6 MT 0 T€X HOP, IIOKa CUMIITOMBI IPUCTYTIOB WA
MPUCTYIa HE OCNabeloT WM He MPeKpaTaTcs. B HEKOTOPHIX BapHaHTaX OCYIIECTBICHHS HAHHOTO M300peTCHHUS,
Mo WCTeueHUN 84 MHEH exXeTHEBHOE BBEACHUE JIO3BI 6 MT' MPOJOJDKAIOT eie 28 mHei (T.e. B 00IIeH CII0KHOCTH
112 nmHeit), ecnmu cyOBEKT MPOMOIDKACT UCTBITHIBATH CHMIITOMBI MPUCTYIA HIIA MPUCTYIIOB, TN TPOIOJIKAIOT
BBEJICHUE J03bI 6 MT JI0 TEX MO, TOKa CUMIITOMBI IPUCTYIIOB HJIH MPHUCTYIA HE OCIa0CIOT WIIH HE MPEKPATITCS.
B KOHKPETHBIX BapHaHTaX OCYIICCTBICHUS JaHHOTO W300peTeHus, o uctedeHuu 112 nHel exxeTHEeBHOE BBEIC-
HHE JI03bI 6 MT' IpOJIOIDKAIOT eme 28 nHel (T.e. B oOmelt cioxaocty 140 mHeit), ecny cyObeKT MPOA0IIKAET HC-
MBITBIBATH CUMITTOMEBI MIPUCTYIIA WK MPHUCTYIIOB, WM MPOIOJDKAIOT BBEICHUE TO3BI 6 MIJI0 TEX IOP, ITOKA CHM-
TITOMBI IPUCTYTIOB WJIM IIPUCTYIIA HE OCITA0CIOT WM HE MPEKPaTATCA.

B manHOM M300peTeHNH MpeiaracTes crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUPUKAIINN Y CyOBeKTa
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¢ mporpeccupyomeil occuduimpyomeil Gpudpoauciasuen, XxapaKTepu3yIomecss IeprHoIoM MOKOSI U MIepHO-
JIOM 000CTpeHMs, MpUIEeM Bec cyObekTa coctaBisietr 60 Kr u OoJee, MpH 3TOM yKa3aHHBIN cnoco0 BKItoUaeT: (i)
B TEUCHUE MEPHOAA ITOKOS - €KETHEBHOE BBEICHHE CYOBEKTY MMAJI0OBapOTEHA MIIH €ro (hapMaIeBTHICCKH TIPHEM-
JIeMOM coiu B KonudecTBe 4 Mr u (ii) B TeUeHHE Mmeproa 000CTPEHNs - eKEAHEBHOE BBEICHHE CYOBEKTY 15 Mr
TAJIOBAPOTEHA WIIH €T0 (hapMaIleBTHICCKH IIPHEMIIEMOH CONTM B TeUCHHKE 28 THEH ¢ MOCIETyIONNM eXKeTHEBHBIM
BBEJICHNEM CYyOBEKTY 7,5 MI' maioBapoTeHa WM ero (apMaeBTHIEeCKH MPHUEMIIEMOl COJIM B TEUCHUE IT0 MEHb-
meit Mepe 56 mHeit. Heobs3arensHo, o ncTedeHnn 56 JAHEH €XeTHEBHOE BBEICHUE O3Bl 7,5 MI MPOIOJDKAIOT
emie 28 nHel (T.e. B 00mmIeH CIIOKHOCTH 84 JHS), €CITH CYOBEKT MPOIOJIKACT UCTIHITHIBATH CHMIITOMEI IIPUCTYIIA
WM TPUCTYIIOB, WIH MPOJOJDKAIOT BBEICHHUE O3Bl 7,5 MT IO TE€X MOp, TOKa CUMITOMBI IPUCTYIIOB HJIH MPHUCTY-
ma He ocNalOeIOT WM He MPEKpaTATcs. B HEKOTOPHIX BapHaHTaX OCYIIECTBICHUS JaHHOTO H300pETCHHUs, MO UC-
TeueHnn 84 nHel exxeaHEeBHOE BBEJCHHUE JI03bI 7,5 MT IpoxospKaroT eme 28 nHel (1.e. B obmeit cnoxuoctd 112
JTHEH), €CIT CYOBEKT MPOI0JKAET UCTIBITHIBATH CUMIITOMBI TPUCTYIIA WIH MPUCTYIIOB, WU IPOIOJHKAIOT BBEIC-
HHUE J03bI 7,5 MT' IO TeX IOp, MOKa CUMIITOMEI MPHUCTYIIOB WK MPHUCTYIA HE OCITa0CIOT WM HE MpeKpaTiaTcs. B
KOHKPETHBIX BapHaHTaX OCYIECCTBICHUS JAHHOTO H300pETCHUS, 10 MCTeYeHUH 112 HEl e:xeTHEBHOE BBEICHUE
JI03BI 7,5 MT MPOJOIDKAOT ette 28 mHel (T.e. B obmiel cnoxknoct 140 mHei), eciaun CyObeKT MpoA0KaeT UCIThI-
TBIBaTH CHMITOMBI TIPHCTYIIAa WM TPUCTYIIOB, WM MPOIODKAIOT BBEICHHUE T03BI 7,5 MT J0 TeX IOp, MOKa CHUM-
TTOMBI IPUCTYTIOB WJIM PUCTYIIA HE OCITA0CIOT WM HE MPEKPATATCA.

B manHOM m300peTeHNH MpeiaracTes crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUPUKAIINN Y CyOBheKTa
¢ Tporpeccupytomeit occuduupyromed GuopoucIuIazuei, XapakTepru3yomehncs: IEPHOIOM TTOKOS U TEPHO-
JIOM 0OOCTpPEHHS, IPU 3TOM YKa3aHHBIN croco0 BKIOYaeT: (i) B TeUeHHE Teproia TIOKOS - €XKETHEBHOE BBEIC-
HHUE CYOBEKTY MaJOBapOTECHA WU ero (apMaleBTHICCKH MPUEMIIEMOI COH B KOJMYECTBE 5 MT 1 (ii) B TCUCHHE
nepuosia 000CTPCHHUS - CKEIHEBHOE BBeJICHUE CyOBhekTy 10 Mr majoBapoTeHa WM ero (hapMameBTHUCCKU MPH-
eMJIEMOH COJIM B TeYeHHe MO MeHblIed Mepe 56 mHeil. HeoOs3aTenbHO, O MCTeUeHHH 56 THEH eXeAIHEBHOE
BBesieHHeE 10351 10 Mr npomonkaroT eme 28 nHel (T.e. B 001Iei ciioxxHOCTH 84 1HS), ec CyOBEKT MPOJ0DKaeT
UCTIBITHIBATh CUMIITOMEI MPHCTYIIA WU MPHUCTYIIOB, WIK MPOJOIDKAIOT BBEACHUE 036l 10 Mr 10 TeX mop, Hmoka
CHUMIITOMEI TIPUCTYTIOB WIIM PUCTYIA HE 0cTIa0eIOT MM HE MPEeKpaTITCa. B HEKOTOPHIX BapHaHTaX OCYIIECTBIIC-
HUS TAHHOTO M300pEeTeHHs, 10 MCTeUeHNH 84 AHeW ekeqHeBHOe BBeIAeHHE 1036l 10 Mr mpomoipkaroT emie 28
nmHeH (T.e. B o0mielt ciiokHoCTH 112 mHei), ecnu CyOBEeKT MPOJOIDKAST HCIIBITHIBATG CUMIITOMBI TIPUCTYTIA WITH
MPUCTYIOB, WIH MPOJOJDKAIOT BBEACHUE 1036 10 M 0 TeX mop, MOKa CUMIITOMBI IPUCTYIIOB MJIH MPHUCTYTIa HE
ocnaberoT Wik He MPEeKpaTiATCS. B KOHKPETHBIX BapHaHTaX OCYIIECTBIICHHS JaHHOTO W300peTeHHs, 0 HcTede-
Huu 112 gHe#t exxemHeBHOE BBeneHUE A03b1 10 MT mpomoipkatoT emie 28 mHei (T.e. B obmieit cioxHocty 140
JTHEH), €CIT CYOBEKT MPOI0JKAET UCTIBITHIBATH CUMIITOMBI IPUCTYIIA WIH MPUCTYIIOB, WU IPOIOIHKAIOT BBEIC-
HHUE 70361 10 MT 10 TeX Mop, IMOKa CHMIITOMBI IPUCTYIIOB MM MPUCTYIIA HE OCITA0CIOT UM HE MPEKPATITCS.

B manHOM M300peTeHHUU MpeIaraeTcsi Cloco0 YMEHBIICHHS TeTEPOTOMUYCCKON OCCH(DUKANY Y CyOheKTa
¢ Tporpeccupyomeil occuduimpyomeil pudpoauciasuei, XxapaKTepu3yIomeicss IeprHoIoM MOKOSI U MIepHo-
JIOM 00OCTpEHHUSI, TIPH STOM YKa3aHHBIH Ccrtoco0 BKJIrOUacT: (i) B TCUCHUE MEPHOJIA MTOKOS - €XKECTHEBHOC BBEIC-
HHUE CYOBEKTY MaJOBapOTECHA WK ero (hapMaleBTHICCKH MPUEMIIEMOI COH B KOJIMYECTBE 5 MT 1 (ii) B TCUCHHE
nepuoga 000CTPEeHNS - KETHEBHOE BBEICHUE CYOBEKTY 15 Mr majoBapoTeHa WM ero (hapManeBTHIECKH MPH-
eMJIEeMOH COJIM B TeueHHe 28 JTHEH ¢ MOCIIEeMyIONNM eKEeTHEBHBIM BBEACHHEM CyObekTy 10 Mr mamoBapoTeHa
WM ero GapManeBTHIECKH MMPUEMIIEMO COTM B TEUCHHE 110 MEHbIIeH Mepe 56 nHeil. HeoOs3aTenbHO, 10 BeTe-
qeHUW 56 HEH eXeIHEeBHOe BBeIeHHe 03kl 10 M mpomoibkaroT emie 28 aHed (T.e. B oOmmiei ciioxxHocTH 84
IIHS), €CIH CyOBEKT MPOIOIKAET MCIBITHIBATE CHMIITOMBI IPUCTYIA WM TMPUCTYIIOB, WU MPOJOJDKAIOT BBEE-
HHUE 70361 10 Mr 10 TeX mop, MOKa CHMIITOMBI MPUCTYIIOB WIIM MPUCTYIA HE OCIA0CIOT MM HE MpeKpaTsaTcs. B
HCKOTOPBIX BapUaHTaX OCYIICCTBICHUS JAHHOTO M300PCETCHUs, 0 UCTCUCHUU 84 IHEH ¢KeTHEBHOE BBEICHHC
1036l 10 Mr mpogoinkatoT ente 28 nuei (T.e. B o0mieit cnoxxaocty 112 nHeit), ecnu cyObEKT MPOIOIKAET UCTIBI-
THIBATh CUMIITOMBI TIPUCTYTA WX MPUCTYIIOB, WIH MPOJODKAIOT BBEICHHE H03bI 10 M 10 TeX Mmop, MoKa CHUM-
NTOMBI IPUCTYIIOB HJIH MPUCTYIIA HE OCIA0CIOT MK HE MPEKPATITCsA. B KOHKPETHBIX BapUaHTAX OCYIICCTBICHUS
JTAHHOTO M300peTeHws, T0 ucTeueHnn 112 mHel exxeaHEeBHOE BBeACHUE 103kl 10 Mr mpomoinkaroT eme 28 mHei
(T.e. B obmieit cmoxkHocTr 140 aHel), eciiu CyOBEKT MPOAODKAST UCTIBITHIBATG CUMIITOMBI TIPUCTYTIA WIIH TIPH-
CTYIIOB, WM MPOAOJDKAIOT BBeACHUE 1036 10 M 0 TeX Mmop, IMOKa CUMIITOMBI TIPUCTYIIOB MJIH MPHUCTYTIa HE OC-
7a0CIOT UK HE TTPEKPATATCA.

B manHOM m300peTeHNH mpeiaracTes crmocod YMEHBIICHUS TeTEPOTONMNIECKON OCCUBUKAIINN Y CyOBheKTa
¢ mporpeccupytomei occudumpyrome GudpoaucIuIazuei, XxapakTepru3yomencs: IEPHOIOM TTOKOS U TIEPHO-
JIOM 0OOCTpPEHUs, PU 3TOM YKa3aHHBIN croco0 BKIOYaeT: (i) B TeUeHHE Teproia TIOKOS - €XETHEBHOE BBEIC-
HHUE CYOBEKTY MaJOBapOTEHA WX ero (apMaleBTHICCKH MPUEMIIEMOI COM B KOJIMYECTBE 5 MT U (ii) B TCUCHHE
nepuosia 000CTPEHHUS - CKEIHEBHOE BBeICHUE CyOBheKkTy 10 Mr majoBapoTeHa WM ero (hapMameBTHUSCKU MPH-
EeMJIEMOW COJIM B TeucHHE 28 ITHEH C MOCIEYIONINM €XKCIHCBHBIM BBEJICHUEM CyOBekTy 10 Mr majoBapoTeHa
WM ero (hapManeBTHIECKH IIPUEMIIEMOH COJIM B T€UEHHE 10 MeHbLIel Mepe 56 nueil. Heobs3aTenbHo, 1o ucre-
yeHHH 56 THEH exeIHeBHOE BBeneHHE M03bl 10 MT mpomommkaror emie 28 mHeil (T.e. B oOmied cioxHoctH 84
JTHS), €CTIM CYOBEKT MPOJIONIKAET HCIBITHIBATE CHMIITOMBI IPUCTYIIA WM TMPUCTYIIOB, WU MPOJOJDKAIOT BBEJIC-
HHUE 10361 10 Mr 70 TexX mop, MOKa CHMIITOMBI IPUCTYIIOB WIIM TPUCTYIA HE OCIa0eIOT WM He MpekpaTiarcs. B
HEKOTOPBIX BapMaHTaX OCYIIECTBICHUS TAHHOTO M300pETEeHHs, 0 UCTCUCHUH 84 mHEll eXeTHeBHOE BBEICHHE
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1036l 10 Mr mpogoinkatoT ente 28 nuei (T.e. B o0mielt cnoxxHocty 112 nHeit), ecnu cyObEKT MPOIOIKAET UCTIBI-
TBIBATh CUMIITOMBI TIPUCTYIIA WIIM MPUCTYIIOB, WM MPOJOJDKAIOT BBeAEHHE 10361 10 MI 10 TeX mop, MmokKa CHM-
NTOMBI IPUCTYIIOB WJIM MIPHUCTYIIA HE OCTIA0CIOT MU HE MPEKPaTITCsA. B KOHKPETHBIX BapHaHTaX OCYIIECTBICHUS
JTAHHOTO W300peTeHus, 1o ucTedeHnu 112 mHel exxeaHeBHOE BBeAeHHUE 10361 10 MT MpomoinkaroT emie 28 aHen
(T.e. B obmieit cmoxkHoctr 140 mHel), eciiu CyOBEKT MPOAODKAST UCTIBITHIBATh CHMIITOMBI TIPUCTYTIA WK TIPH-
CTYIIOB, WM MPOJOJDKAIOT BBeAEeHUE 1036 10 MT 0 TeX Mop, IMOKa CUMIITOMBI TIPUCTYIIOB MIJIH NMPHUCTYIIa HE OC-
a0CrOT UK HE TIPEKPATATCA.

B mo60oM U3 BBINIEYKa3aHHBIX CIIOCOOOB CYOBEKT MOKET OBITh B3POCIBIM. B ampTepHATHBHOM BapuaHTE
CYOBEKT MOXET OBITh PEOCHKOM MIIN TTOJIPOCTKOM, KOTOPBIH He gocTur 90% 3perocTu CKeIeTHOH CHCTEMBI.

B n1r000M U3 BBIIIEYKa3aHHBIX CIIOCOOOB, CIIOCOO MOXKET JOMOJIHUTEIBHO BKIIIOYATh BBEJCHUE CYOBEKTY
AQHTUTUCTAMHHHOT'O areHTa (HallpuMep, MECTHO MJIN CUCTEMHO).

B mo6oM 13 BhIIIEyKa3aHHBIX CIIOCOOO0B, CIIOCOO MOXKET JOMOJIHUTEIBHO BKIIOYATh HAHECEHHE Ha KOXY
CyOBEKTa CMATYAOIIETO arcHTa.

B n1r000M U3 BBIIEYKa3aHHBIX CIIOCOOOB, CIIOCOO MOXKET JOMOJHUTEIBHO BKIIIOYATh BBEJCHUE CYOBEKTY
KOPTHUKOCTEPOHIHOTO areHTa (HalpuMep, MECTHO MIIH CHCTEMHO).

B nanHOM KOHTEKCTE TepMUH '"reTepoTonuieckas occudukaius” mwim "I'O" 0THOCUTCS K HATMIHIO KOCTH
B MATKHX TKaHIX, B KOTOPBIX KOCTh OOBIYHO OTCYTCTBYeT. 'O MoOXeT OBITH 00yCIOBIIEHA MPOrpeccupyromei
occudumpyomei GpudpoaucIIaznei, peIKUM e HeTHIECKUM MaTOJIOTHUYECKUM COCTOSHHEM.

B maHHOM KOHTEKCTE TepMHUH "yMEHBIIIEHHE YaCTOTHI MIPUCTYIOB" OTHOCHUTCS K YMEHBIIICHUIO KOJTMYECTBA
WIIA 9aCTOTHI MPUCTYIIOB y CYOBEKTOB, MOJBEPTAIOIINXCS JICUYCHHIO MTAJTOBAPOTEHOM, C IPUMEHEHHUEM CIIOCO0O0B,
OIMMCaHHBIX B JAHHOM JIOKYMEHTE, 110 CPAaBHEHHUIO ¢ CYOBEKTaMH, HE OITyYaIOIMMU JICUCHHE.

B nmaHHOM KOHTEKCTE TEPMHH "NIEPHOA TOKOsI" OTHOCUTCS K IEPUOJaM BPEMEHH, B TEUCHHE KOTOPHIX y
cyowexTa ¢ [I0®D He HabmomaeTes mepruo] 000CTpEHHSI.

B naHHOM KOHTEKCTE TepMHH "TIepHO/ 000CTPEHUs" OTHOCHUTCS K NEPHOIaM BPEMEHH, B T€YEHHE KOTOPBIX
cyonexT ¢ [IO® ucnbIThIBaET NPUCTYIT WIK MTOJBEPTACTCsl PUCKY TeTEPOTONNYECKON 0CCU(PUKAIINN, HHUIIUHPO-
BaHHOMY MIPUCTYIIOM WIIM XUPYPTHUECKAM BMEIIATEIHCTBOM.

B nanHOM KOHTEKCTE TepMUH "CHIDKEHUE TSKECTH MPUCTYTIOB" OTHOCHTCS K CpEeTHEMY YMEHBIIICHUIO WH-
TEHCHBHOCTH OJHOTO HJIM OOJBIIEr0 KOJMYECTBA CHMITOMOB MPUCTYIA Y CYOBEKTOB, MOIBEPTAIOIINXCS JIeUe-
HUIO MaJOBAapOTEHOM, C MMPUMEHEHHEM CII0COO0B, OMMCAHHBIX B JAHHOM JIOKYMEHTE, [0 CPaBHEHHIO C CyOBeK-
TaMH, He MOJTyJaroIuMH JICUCHHE.

B nmaHHOM KOHTEKCTE TEPMHUH "yMEHBIIEHUE TeTePOTONMMYECKON OCCHUPHUKAIUU" OTHOCHUTCS K CPEIHEMY
YMEHBIICHUIO KOJINYECTBa CHPOPMHUPOBAHHOW KOCTH WIIM KOJIMYECTBA YYacTKOB, Ha KOTOPHIX (OpMHpYyeTCs
KOCTb, B MATKHX TKaHSX CyOBEKTOB, IOABEPTAIONINXCS JICUCHUIO MaJOBAapOTECHOM, C NPUMEHEHHUEM CIIOCOOOB,
OIMCaHHBIX B JAHHOM JIOKYMEHTE, 110 CPABHEHHUIO ¢ CYOBEKTaMH, HE OTyYaroIMMU JICUCHHE.

B nanHOM KOHTEKCTE TepMHUH "NIIPUCTYN" OTHOCHUTCSI K CHMIITOMAaM, CBSI3aHHBIM C MECTHBIM BOCIAJICHHEM
Ha aHaTOMUYECKOM Yy4YacTke, rie HauuHaeT popmupoBarses ['O. B cydobekros ¢ [I0® MecTHBIN pUCTYI Xapak-
TEpU3yeTCs OTEKOM, OOJBIO, SPUTEMOM, >KapOM, CKOBAHHOCTHIO W OTPAHHUYCHHEM [Halla30oHa JBIDKCHUS, UTO
MPEIIECTBYET SIBHOMY (hOpMUPOBAaHHUIO KOCTH. Takoe MECTHOE BOCIAJICHHE M HaYaJlbHBIC CTATUH IOPAXKCHUST
MOTYT OBITh ACCOIIMHPOBAHBI ¢ HAJIMYMEM M HAKOIJICHHEM BPOXKICHHBIX HMMYHHBIX KJIETOK, BKIIFOYask TydHBIE
KJIIETKH, KOTOpPBIC, KaK CYMTACTCS, UTPAIOT BAXKHYIO POJIb B MHIYIHNPOBAaHUH M WHUIMHPOBAHHUH Iporecca (op-
mupoBanus ['O. Kak crnenctBue, CymecTBYIOMUN cTaHAapT JeueHus nanueHToB ¢ [I0® BrirouaeT Ha3HAUYECHUE
CHCTEMHBIX KOPTHKOCTEPOHIOB 10 UCTEUEHHUIO He Oosee yeM 24 4 mociie Hadana MpUCTYTa, IPH 3TOM JICICHHE
MPOJOJDKAIOT B TEUEHHE HECKOJBKHMX JHEH, YTOOBl YMEHBIIUTH MHTEHCHBHOCTH BOCHAJCHUS M Oomu. OqHAKO
KOPTHKOCTEPOUIbI, KaK OBIJIO MPOJIEMOHCTHPUPOBAHO, HE B MOJHOM Mepe nmpeporspamator I'O. TIpuctyns! vac-
TO BBI3BaHBI TPAaBMOH M MOTYT BKJIFOYATh, HATPHMEP, MPUCTYITBI TOCNIE OMCPAaTUBHOTO BMEIIATEIBCTBA, MPOBO-
JIIMOTO C IETIbI0 HCCEYECHUST KOCTH M3 MATKHUX TKaHel y cyonekTa ¢ [I0®. CriocoOsl, onucaHHble B JaHHOM J0-
KyMEHTE, MOTYT OBITh MPUTOIHBI JUIs JieueHHs anueHToB ¢ [0 nocie onepaTHBHOTO BMEMIATEIbCTBA.

Onucanne rpadpu4ecKnx MaTepHATIOB

Ha ¢wur. 1 npexcraBnena auarpamma, OTpakaromiasi IIOCIEACTBUS MPUCTYIIOB B ABOWHOM 3acCICIDICHHOM
nccieIoBaHuM ¢ yaactueM 40 cyObeKTOB.

Ha ¢wr. 2 npeacrasiena auarpamma, OTpaskaromias HOCIEACTBHS IPHUCTYIIOB B OTKPBITOM HCCIIEIOBAHUH C
ydactreM 27 CyObeKTOB.

Ha ¢wur. 3A u 3B npexacrasneHsl Tpadyku, TEMOHCTPUPYIONIUE CpaBHEHHE 00beMa HOBOU TeTepOTONrYe-
ckoit occuukariy npu (i) amu3oauIecKoM JieueHnd nanueHToB ¢ [IOD (T.e., TeYeHnN TOJIBKO B MEPHOIBI 000-
cTpeHus U (il) Ipu NPUMEHEHUH CXEeM JICYEHHS 110 JaHHOMY M300pETeHHUIO, KOTOpbIe BKIIOYAOT JICUCHHE B Te-
YeHHe KaK Meproja MoKos, Tak U nepuoja odocrpenus. [lanuenTs! B rpynme "I[Inane6o/bes neuenns" nomyuanm
TaOJETKy C caXapHBIM HAIOJHUTENCM WM Hedero He moiydanu (28 manuenroB). [lamuentsr B rpymme "PVO
TOJIBKO Tepron obocTpenus” momydanu 6o 20 mr nanosapotena (PVO) exenneBHo B TeueHne 28 mHeH ¢ mo-
caenytomumu 10 mr PVO exxenneBHo B TeueHue 56 aneit (47 manuentoB) uiu 10 mr PVO exenHeBHO B Teue-
Hue 14 nuelt ¢ nocnexyrommmMu 5 Mr PVO exenneBHo B TeueHue 28 nuel (9 nauumenros). [lamueHTs! B rpymme
"PVO nepron nokosi/miepro 06ocTpenus” exenHeBHo moaydanu 5 mr PVO B Teuenue nepuoaa mokos u 20 mr
PVO exenneBno B Tedenne 28 muel (Harpysounas no3a I10), ¢ mocaenyromumu 10 mr PVO exenHeBHO B Te-
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yenue 56 nuelt (mopaepxusatomas no3a [10) mocine BO3HUKHOBEHUSI CUMIITOMOB MPUCTYIA, T.€. Hayaua Mepuo-
na oboctpenns (10 nanuentor). Ha ¢ur. 3 A npuBeneHs! pe3yabTaTsl TpeX Ipym ¢ AByMs go3aMu "PVO Tonbko
niepuos oboctperus', a Ha Gur. 3B mpuBeneHbI pe3ynbTaThl BBeACHHS NBYX 103 "PVO ToIbpKO Mepuom obocTpe-
HUA", B BUAE OTACIBHBIX cTOJIONOB. Ha ¢ur. 3B mpoaeMoHCTpHUpOBaHO, YTO YABOCHHUE KOJMUECTBA MMajJoBapoTe-
Ha, BBOJUMOTO TOJNBKO B TEUEHHE NEPHOJ0B 00OCTPEHHs, OKa3ano HeOOobIIoe BIMIHNE HA 00beM HOBOH reTe-
porommueckoii occrdukamm (T.e. 2,672 MM mpotuB 2,216 My°). HampoTHB, KONHIECTBO HOBOI FeTepOTOIIHYC-
CKOM OccH(UKAIMH PE3KO YMEHBINAIOCh, KOTJa JICUeHHE BKIIOYAJO BBEACHHE MMAJOBApOTCHA B TEUCHHE Kak
TIepHOa MTOKOSI, TAK | Ieproaa oGocTperus (T.e. 212 mm’).
IMoapo6Hoe onucanue CymHOCTU U300peTeHUst

B maHHOM HM300peTEHUH TpEUIAraloTCsl CXEMBI BBEACHUS 103 U (hapMalleBTHYCCKHE COCTABHI IJIS IIEPO-
PaNBHOTO BBEACHUS MaioBapoTeHa. [locpeicTBOM yKa3aHHBIX CXEM BBEACHHUS MOYKHO YMEHBIIHUTH TETEPOTOIHU-
YECKYI0 OCCU(UKAIMIO, YMEHBIIUTh KOJUYECTBO MPUCTYIOB W/WIIA CHU3UTH TSDKECTh MPUCTYIIOB Y CYOBEKTOB,
CTpaJaloluX Iporpeccupyoneid occudumpyromeit pudpoaucmiazueil. bosee paHHne KIMHIYECKHE UCCIEN0-
BaHUs OTHOCHUTEIBHO JeueHUsI (PUOPOAMCIUIA3UU C MPUMEHCHHEM MaJOBapOTEeHA OBUIM Pa3pa0dOTaHbI C ICIBI0
obecredeHns] HEOTIOKHOW Tepanuy B TCUSHHE TIEPUOA0B 000CTPEHHMSI C TIpeaIoyiokeHneM: (1) 9to hopMUpoBa-
HUE HOBOW KOCTHOW TKaHW B 3HAYWTEBHON CTETICHW OyAeT MPOMCXOMUTH Cpa3y ke IMocie mpuctyma; (ii) 9ro
JiedeHne, HauWHAIoIeecs B Ipeeniax 7 JHEH Tocie Hadaja MpHCTyna OyaeT ITOCTATOYHBIM UL YMEHBIICHHS
WIN TPEAOTBPAIICHUS TeTepOTONUIecKol occudukaruu; 1 (iii) 4To JiedeHwne, OrpaHUYCHHOE TIEpHOIaMU He
Oonee 6 HeneNb, OyIET JOCTATOYHBIM JIJIS TIPEIOTBPAIICHHS TeTEPOTONMIIECKOH occudukaryu. JJoBOIbI B TIOJTb-
3y Ha3HAYEHUS JICUCHUS MIPH MPUCTYIIaX OCHOBAHBI Ha TOM HabmrogeHuu, uto [I0® sBisieTcss XpOHUIECKUM 3a-
0oJieBaHUEM, XapaKTCPU3YIOMUMCS STH30JJaMH OCTPHIX MPHUCTYIIOB, KOTOPBIC MPUBOIIT K (DOPMUPOBAHHIO HO-
BBIX OYaroB IeTEPOTOMUYCCKON OCCH(HUKAINU U MPOTPECCUBHOMY CHIDKECHHUIO TPYIOCIOCOOHOCTH. Uepeaysach ¢
MEPUOJIAMH AKTHBHBIX MPUCTYIOB (T.C. MEPUOJAMH OOOCTPEHHUS), CYIIECTBYIOT UHTCPBAIBI PAa3HOW JUTHHBI Ka-
JKYIIETOCS OTCYTCTBUS 000CTPCHHUS 3a00JICBaHMS, B TCUCHUE KOTOPBIX KIIMHUYCCKUE CHMIITOMBI HE MPOSBIISIOT-
Csl, ¥ HE U3BECTHO, MPOUCXOIUT JIU (POPMUPOBAHIE KOCTHOW TKAHU HJIH HET.

OTH HCCIe0BaHUS AEMOHCTPHUPYIOT, YTO HAYajo JICUCHHUS B Mpeaenax 7 AHEH mociie BOSHUKHOBEHHS TPH-
CTyIla MOXeET OBITh CIHMIIKOM IO3THHM, YTOOBI CYIIECTBEHHO YMEHBIIUTH IeTEPOTONMHIECKYIO0 OCCH(HUKALIHUIO,
MOCKOJIBKY TIporiecc (popMUPOBaHMS KOCTH MOYKET HAaUWHATHCA 0 PAaCIO3HABAHI CHMITOMOB IpucTymna. Kpome
TOTO, Pe3yNbTAThl ATOTO HCCIICAOBAHHS HPEATIONIATAIOT, YTO MOXKET MOTPeOOBATHCS INTENBHOE JICUCHUE IS
obecrieueHNs MOTYICHUSI CYOBEKTOM ITONIB3BI OT JICUYSHHS MAJIOBAPOTEHOM B MOMEHT Hayasia Imporecca hopMu-
POBaHUS KOCTH, BO BpeMs W MOCJIE€ BO3HMUKHOBEHUS NpHcTyna. HakoHemn, pe3ynbTaTsl 3TOTO WCCIIEAOBAHUS Jic-
MOHCTPHUPYIOT, YTO KPATKOCPOYHOE JICYCHUE (T.C. JICUCHUE, OTPAHUICHHOE O-HEACTHHBIM IMEPHUOJOM) MOXKET
OBITh HEJOCTATOYHBIM, MOCKOJIBKY Y HEKOTOPBIX MAIIMEHTOB YYaCTKU HOBOM IeTePOTONMUYCCKON OCCH(HUKAINU
MOSIBISUTACH Yepe3 6 Helenb (HO He HAOM0JaTuCh B TCUCHHE MIEPUO/Ia JICUCHHS).

Haxkonern, Mbl He HaOMrOATX HEOIATONPHATHOTO BO3NCHCTBHS HA TUIACTHHKY POCTA, YTO MOJTBEPIKIAIOCH
PEHTTCHOTpaMMaMH KOJICHA M KHCTH/3aIsICThS ¥ ACTCH, MOMyJYarouX KPaTKOCPOUHOE 6-HEeIENBHOE JICUCHHE; U3
YEero MOXKHO CIEJaTh BBIBOJ, YTO 00JIee MPOIOIDKUTEIEHOE JICUCHHE Y IETEH MOKET OBITh OCYIIICCTBUMBIM.

JlanHOE M300peTeHNEe MOXKET ONTHMH3UPOBATEH OoJiee paHHHE TMPOTOKOJIBI JISUSHHsI TTocpeacTBOM (i) obec-
TICYEHUSI BBEJICHHS MTAIOBAPOTEHA B TEYCHUE MPOJODKUTEIHFHOTO TEPMHHA (T.€. €XETHEBHO) BO BpEeMs IIEPHOAOB
mokost; (ii) TMOBBIIIIEHWE YPOBHSI JO3BI BO BpeMs MEPHOJIOB OOOCTPEHUS IMOCIIe MPUCTYIOB; u (iii) yBeIUdeHHe
TEpPMHHA BBEJCHUS 103 BO BpeMs MEPHOIOB 0OOCTPEHHUS C IENBI0 YMEHBIICHHUS TTO3HO BO3HHUKAIOIIEH HOBOM
TeTepoTONMIecKor occupuranuu. [IpuMeHeHne e4eHus] €KETHEBHO B NEPHOIBI MOKOS (HAampuMep, 5 MT B
JICHB), ¢ 00Jice MHTCHCUBHBIM JICUCHUEM BO BpEMs MPUCTYIIOB (HApUMep, BBeIeHHE 0ojee BHICOKOM 10361 20
win 10 Mr exxeHeBHO, B TeueHue 84, 112 wu 140 qHEi mociie BOSHUKHOBEHUS MPUCTYIIA), MOKET 00CCIICYHTh
BO3/ICUCTBHE MAJIOBAPOTCHA HA MPOTSHIKCHUU BCETO 3a00JCBAHUSA M MOXKET YIYUIIHTh 3P PEKTHBHOCTE JICUCHUS
naruenTos ¢ [10D.

I. IIporpeccupyromas occudumpyromas Gudpoancmnazus (I10D).

[IpencraBneHHBIC B TaHHOM H300PETCHUN CXEMBI BBEJICHHS MMANIOBAPOTCHA YMEHBIIAIOT TTOPAXKCHHUE MBIIIII
1 TeTepoTonnIeckyto occupukanmio y cyonrekra ¢ [IO®D. [TanoBaporeHn (Taxxke HazbBaembiid 4-[(1E)-2-[5,6,7,8-
TeTparuapo-5,5,8,8-rerpameTin-3-(1 H-mupazon- 1 -mimernn)-2-Had TaauHmI |3THi |OeH30HHAsT KUCIO0Ta) SIBISICT-
Csl CETICKTHBHBIM aroHUCTOM perentopa ramma (RARY) peTHHOEBOI KHCIOTHI, IMEIOLIUM CTPYKTYPY:

B HEKOTOPHIX BapHaHTaX OCYIIECTBICHUS JAHHOTO M300pETEHNUS MaloBapoTeH BBOIAT cyobekty ¢ IIOD B
COOTBETCTBHH CO CXEMaMH BBEJICHUS, ONMCAaHHBIMH B JaHHOM Jokymente. [I0® mpencrasnser coboi peakoe,
CHJIFHO WHBAJIHIM3UPYIOIIEe 3a00IeBaHue, XapaKTepHu3yloIieecs: 60Ie3HEHHBIMU TOBTOPSIOMIAMHUCS 3MTH304aMHU
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BO3HUKHOBEHHSI OTEKOB MSTKMX TKaHEl (IPUCTYIB) M aHOMaJBHOW TreTepoTonuyeckoil occudukanmeii (I'O) B
MBIIIIAX, CYXOXKWINSAX U CBsi3KaX. CHMIITOMBI IPUCTYIOB, X MPOTrPECCHPOBAaHME W YacTOTa y MAalUEHTOB C
TTOIT moxpo6Ho omucansl (Hanpumep, Pignolo, RJ et al. J. Bone Miner. Res. 31, 650-656 (2016)).

B HEKOTOPHIX BapHaHTaX OCYIIECTBICHUS JAHHOTO M300PETEHHS IMOPAKCHUSI BOHUKAIOT B PAaHHEM JCTCT-
BE€ U TIPUBOJIAT K IPOTPECCUPYIONINM aHKIJIO3aM OOJBIINX CYyCTaBOB C MOCIenyromeii motepeit nemxenus. [1po-
THO3 3a00JIeBaHUs HEOIATONIPHUATHBIN CO CpeIHEH MPOMOIDKUTENBHOCTRIO ku3HU 40 net. [Tpuunnoit [TIOD sBis-
eTCsl aKTUBUpYIOIas MyTamus B penentope Tuma I Mmopdorenerndeckoro 6enka koctu (BMP) mnmu penentope
1A axktuBmHa (ACVR1), Takke N3BECTHOM KakK peuenTop Tura 1 akTUBUH-TI0A00HOoM krHa3bl 2 (ALK2). boib-
MIMHCTBO nanueHToB ¢ IIOd umeroT oaHy U Ty ke ToueuHyro MyTanuto, R206H, Ha3piBaeMylo Kilaccudeckoi
g [TO®D, xots y okono 3% ManueHToB OTMEUaroTCs Apyrue MyTallud B OJHOM M TOM ke reHe. Pacmpoctpa-
HEHHOCTbH OIICHWBACTCSI NPUMEPHO Ha ypoBHE | M3 2 MIIIJIMOHOB MHIMBHIYYMOB 0€3 Kakux-1H00 reorpagpuue-
CKHUX, STHUYECKHX, PACOBBIX WIIM T'€HJIEPHBIX OTNIMUMil. ['eTepoTonnyueckast occuuKaIys sBISETCS SIH301NYe-
CKUM W KYMYJISITUBHBIM ITAaTOJIOTHYECKUM COCTOSIHHEM, JUIIIMMCS Ha MPOTSHKEHUH BCEH KHM3HU, B PE3yJIbTaTe
KOTOPOTO CErMEHTHI, IUIACTUHBI U MOJIOCKH JOTIOJHUTEIHFHON KOCTH (POPMUPYIOTCS IT0 BCEMY TEIY U MPOXOJIST
yepe3 CyCTaBBl, IOCTETIEHHO OTPaHWYMBas ABIDKEHHS. VI3BECTHO, 9TO OBICTPO pacTyIine KOCTHBIE IIITOPHI BEI-
CTYIAIOT Yepe3 KOXKY, BBI3bIBas O00Jb ¥ pyuCK nHGHUIHUpoBaHusa. AcummerpuyaHas ['O B rpyaHO# KiteTke U mocie-
YOI KOHTpataTepaIbHBI POCT MOKET MPUBECTH K OBICTPOMY MPOTPECCHPOBAHUIO NeOpPMALH TTO3BOHOY-
HUKa ¥ BBI3BAaTh CHHIPOM TOPAKAIBHOW HEZOCTATOYHOCTH. AHKHIO3bI BHCOYHO-HIDKHEYETIOCTHBIX CYCTaBOB
MIPUBOJAT K TSDKEJIOMY Kaprecy 3yOOB M HEIOCTATOYHOMY ITUTaHHIO.

Kak ommcano B mpuMepe 3, Halnndue HEKPO3a MBIIII, 00HAPY>KEHHOTO C ITOMOINBI0 METOJ0B BHU3yalln3a-
IINH, MOXET yKa3bIBaTh Ha MOBBIMIEHHBIH puck Gpopmuposanust 'O. Kpome Toro, Hann4ne 3HaYNTEIHHOTO HEK-
pO3a MBIIII Y HEKOTOPBHIX MalMeHTOB, HAOII0JaeMOro ¢ MOMOLIHI0O METOJOB BU3yalN3allH, BHIMIOJIHEHHBIX B
TedyeHue 7 JHeH Mmociae BOZHUKHOBEHUS CHMIITOMOB IPUCTYIA, JAa€T OCHOBAHMSA MPEANOJIOXKHUTh, YTO MPOLECC,
KOTOPBIH B KOHEYHOM HTOTE€ NMpUBEACET K (hopMHUpOBaHNIO HOBOro ydactka ['O, MOXeT HayaThCsl 10 TOTO, KOT/a
CTaHeT M3BECTHO O MOSBJICHUH KIMHUYECKUX CUMITOMOB. McXons n3 3TUX HAOIIONCHNH, B HEKOTOPBIX BapHaH-
TaX OCYIIECTBIICHUS JAHHOTO M300pPETEHHUS MOXKET OKa3aThCS IMOJIE3HBIM 00CCIICYHTh BBEACHUE 103 B OTCYTCT-
BUE TPHUCTYIA, YTOOBI 00ECIIEYNTH BO3/ACHCTBHE MAIOBApOTEHA B Hadale Pa3BUTHSA IpoIiecca W A0 MOSBICHUSA
KIMHAYECKUX CHMITOMOB.

B HexoTOphIX BapmaHTaxX OCYIIECTBICHHUS NaHHOTO M300pETCHUS MEPUOIBI aKTHBHOCTH MPUCTYIIOB depe-
IYIOTCSl C MHTEPBAJIaMH Pa3HOW UITMHBI OYEBUIHOTO OTCYTCTBHS 000CTpeHMs 3a00eBaHms 0€3 SIBHBIX KIIMHIYE-
CKUX CUMIITOMOB.

VY nammenra ¢ [IO® rereporonmyeckas occudpuxanus (I'O) MoxkeT OBITH M3MEpEHa C ITOMOIIBIO pa3JIny-
HBIX METOJ/IOB, M3BECTHBIX B JaHHOI 00JAaCTH TEXHUKH, BKIIIOYas, HO HE OIPaHUYMBASsICh UMW, BU3yaJH3aIHIO
nyteM KT-ckaHupoBaHUs ¢ MPUMEHEHHEM HHU3KHX 103, MarHUTHO-pe30HaHCHYI0 ToMorpaduto (MPT) u pentre-
HOJIOTHYECKYI0 Bu3zyanuzanuio. OAHUM U3 KIMHUYECKH 3HauuMbIX nokasareneit 'O mpu [IOD sasnsercs ponst
NPUCTYIIOB y TamuenTa 6e3 HoBoi 'O, KOJMYECTBO MPHCTYIIOB MM NEPHOMOB OOOCTPEHUS, HCIIBITHIBAEMBIX
MalMeHTOM B TEUEHHUE OTPEJIENICHHOTO IEPHO/ia BPEMEHH, KOTOPbIe HEe MPUBOJIAT K (POPMHUPOBAHHIO HOBBIX y4a-
CTKOB T'€TEPOTONNYECKON OCCH(UKAITHH.

II. ®apmaneBTHUECKast KOMIO3ULIUS U COCTaB.

g BBeneHUs CyOBEKTy HaIOBApOTEH MOXKET OBITH IpenCcTaBlieH B (papManeBTHUECKH MTPHEMIIEMBIX KOM-
MO3UIUAX. DTH (PapMaeBTUIECKH NPHEMIIEMble KOMITO3UIINH BKJIIOYAIOT MAJOBAPOTEH W OAWH WM OoJbIiee
KOJIMYECTBO (hpapMaIleBTUICCKH NPHUEMIIEMBIX HOCHTEJECH M BCIOMAaraTelbHBIX BemecTB. DapmareBTHIeCKHe
KOMITO3MITMH MOTYT OBITH COCTaBJICHBI JUIsl BBEJCHUS B TBEPAOH MITH XKHUIKOH (opme.

[TanoBapoTeH MOXHO BBOAMTH B HelTpanbHOU (opMe (T.e. B popMe CBOOOIHOTO OCHOBAHHMS MM LIBUTTE-
pHOHHOI HelTpaabHOU hopMbl). HeoOs3aTenbHO aJoBapoTEeH MOKHO BBOJIUTE B BHE (hapMalleBTHIECKH TPH-
eMJIEMOH COJIM, TaKOH Kak HETOKCHYHBIE KHCIOTHO-3/TUTUBHBIE COJM WM KOMIUIEKCHI METAIJIOB, KOTOpHIC
OOBIYHO TPUMEHSIOTCS B (hapMaleBTHYECKOH POMBIIIIICHHOCTH. [IprMeph! KUCIOTHO-aAJUTUBHEIX COJIEH, KO-
TOpBIE MOTYT IPUMEHSTHCS B CIIOCO0aX MO TAaHHOMY M300pPETEHHIO, BKJIIOYAIOT OPraHMYECKHE KHUCIIOTHI, TaKHUE
KaK yKCyCHasi, MOJIOYHasI, TaMOBasi, MaJIeMHOBAs, INMOHHAs, 10I09Hasi, aCKOPOMHOBAs, SIHTapHAs, OeH30iHas,
MATBMUTHHOBAS, CyOSpUHOBAs, CaJHUIMIOBAs, BUHHAS, METAHCYIb(OHOBAsS, TONYOJICYIH()OHOBAS HIH TPHPTO-
PYKCyCHasi KUCIIOTa WIIM TOMY MOJOOHOE; ITOJTUMEpHBIE KUCIOTHI, TaKWe KaK AyOWiIbHAs KHUCIIOTa, KapOOKCHMe-
THILIEIITIONO03a WM TOMY TOJ00HOE; U HEOPTaHMYECKYIO KHCIIOTY, TaKyl0 KaK XJIOPHUCTOBOJOPOIHAS KHCIOTA,
OpOMHUCTOBOAOPOIHAS KHCIOTa, hocopHas KUCIOTA B cepHas KUCIIOTa WM ToMy TomobHoe. KoMrmekcsr Me-
TaJJIOB, KOTOPBIE MOTYT HMPHUMEHATHCS B CIIOCO0ax MO JAaHHOMY HM300pETCHHIO, BKIIIOYAIOT, CPEOH IPOUYEro,
KaJIBIWH, [IMHK U KEJe30.

B HekoTOpBIX BapHaHTax OCYHIECTBIICHHS JaHHOTO M300peTeHUs (apMaleBTHIECKasi KOMITO3HIUS, BKIIIO-
yaroliasi MajJloBapoOTEH, COCTaBJICHA ISl TIEPOPAIBLHOTO BBEACHMS. B HEKOTOPHIX BapHaHTaX OCYIIECTBIICHUS
JAHHOTO M300peTeHus (hapMaleBTHYECKass KOMIO3UIMS COCTaBIeHa IIyTeM OOBbeINHEHUS IajloBapoOTeHa C OJ1-
HUM WM OOJBIIMM KOJIMYECTBOM (hapMaleBTHYECKH MPHEMIICMBIX HOCHTENEH W BCIIOMAaraTelbHBIX BEIECTB.
Takue HOCHTENM M BCIIOMAararelibHbIE BEIIECTBA ITO3BOJIIIOT COCTABIATH (PapMalieBTUUECKYIO0 KOMIIO3UIMIO B
BHJE TaOJETOK, IMAITIONB, Apake, KarCydl, )KUIKOCTEH, TeJiel, CHPOIIOB, B3BeCel U CYCTICH3UH IS TEPOPATTLHOTO
nmpreMa CyObeKTOM.
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B HEKOTOpBIX BapWaHTaX OCYILCCTBIICHHS NAHHOTO W300peTeHHs (apMalleBTUYCCKUE KOMITO3UIMH IS
MEPOPATBEHOTO MPUMEHEHHS MOTyYar0T IyTeM CMEIIMBAHUS MATOBAPOTCHA U OJJHOTO MIIH OOJIBIIETO KOJTHICCTBA
(hapMareBTHYECKH MIPUEMIIEMBIX HOCHUTENICH 1 BCIIOMaraTelbHBIX BEIlecTB. IIpurogHpIe HOCUTEIN U BCIIOMAara-
TEJNbHBIC BEUIECTBA BKIIIOYAIOT, HO HE OTPAaHIMYMBAIOTCS MMM, HATIOJHUTEIHN, TAKHE KaK caxapa, BKIIIOYas JIAKTO-
3y, caxapo3y, MAaHHHUT WM COPOWT; MpemapaTsl MEUTI0I03b], TaKue KakK, HalpuMep, KyYKypy3HbIH Kpaxmal, IIiie-
HUYHBIA KpaxMal, pUCOBBIA KpaxMay, KapTO(elTbHBIM Kpaxmal, jKeJIaTHH, TparakaHToBas KaMelIb, METHIILEN-
JIF0JI03a, THAPOKCHIIPOTIIMETHIIIEIUTI0N03a, HATPHHKapOOKCUMETIIIIIEIUTION03a W/MITN TIOTUBHHIIIIIHPPOIIHIOH
(ITBIT). B HEKOTOPBIX BapuaHTaX OCYIIECTBICHHUS JAHHOTO M300PETCHUS TAKYI0 CMECh HEOOs3aTEIbHO N3MEIThb-
YaroT W HE00A3aTELHO OOABIIAIOT JOMOIHUTEIBHEIC BEIIECCTBA. B HEKOTOPHIX BapHaHTaX OCYIICCTBIICHUS JTaH-
HOTO U300peTeHus (papManeBTHUCCKUE KOMITO3HUIIMU (POPMHUPYIOT IS TIOTYYICHUS TaOJICTOK WK Jpaxe. B Heko-
TOPBIX BapUAHTaX OCYIIECTBICHUS TAHHOTO M300pETEHUS MOOABNISAIOT AC3MHTCTPUPYIONIUE arcHTHI (HalpuMep,
MOTIEPEYHO CIITUTHIH MOJUBUHIIITHPPOIHUIOH, arap WK albTHHOBYIO KACJIOTY WM €€ COJIb, TAKYIO KaK aJbI'HHAT
HaTpusl).

Korpa manoBapoTeH BBOIST MEPOPanbHO, (apMareBTUYeCKas KOMIIO3HIMUS, COJACpiKallas MalloBapOTCH,
MOXKET HaXOJIUTHCS B SIUHUIHOHN JIEeKapCTBEHHON Gopme (HampuMmep, KHUIKOW WIIM TBEPIOW €IMHUYHOM JIeKap-
cTBeHHOU (opme). KoHIeHTpams n/ninm KOJIM4ecTBO aJoBapOTEHa B COCTABE MOTYT BapbUPOBATHCS B 3aBUCH-
MOCTH, HallpUMep, OT 03Bl TaJIOBaPOTEHA, BBOJUMOT'O B OPTAaHU3M, M YACTOTHI BBEICHHS.

III. Tepamnus u q03bI1.

[TamoBapoTeH MOXHO BBOIUTH CyOBekTy ¢ IIO® He3aBHCHMO OT TOTO, HCTBITHIBACT JIK CYOBEKT MPUCTYIL.
Hanpumep, BBeeHrne 103 B MEeproj BHE MPUCTYMA (T.€. BBEICHHUE MANOBAPOTEHA BO BPEMS NMEPHOJOB ITOKOS)
MOJKET 00eCTIeYUTh CyOBEKTY BO3JICHCTBYE TAIOBAPOTEHA, KOTIa HAYMHACTCS TPOLIECC PAa3BUTHS MIPUCTYIIA, U 10
MOSIBIICHUS KIIMHIYECKUX CUMIITOMOB. B HEKOTOPBIX BapHaHTaX OCYHICCTBICHUS JAHHOTO H300PETCHUS MalloBa-
POTEH MOHO BBOAUTH cyOBeKkTy ¢ [IOD B TeueHHE MPOOKHUTEIEHOTO TEPMUHA (HATIPUMED, TPOTOIKUATEIb-
HOE ©)KCITHEBHOE JICYCHUE BO BPEeMsl IEPUOJIOB TIOKOS U IMEPHOAOB 000CTpeHHs ). B HEKOTOPBIX BapHaHTaX OCy-
IIECTBJICHUS JAHHOTO M300pPETCHHUS MATOBAPOTEH MOXKHO BBOJIUTH CyOBeKTy ¢ [IO®D B TeueHHE MPOIOIIKHUTEb-
HOTO TePMHHA (HAIpPUMEP, MPOIODKUTEIHFHOE €KEeIHEBHOE JICYEHHE BO BPEMs NEPHOIOB IOKOS U IEPHOIOB
000cTpeHus), ¥ A03y MajJoBapOTEHA MOXKHO MOBBIIIATH BO BPEMS IIPUCTYIIOB (HATIPUMED, HEOTIIOKHOE €KETHEB-
HOE JICYCHHE BO BpeMs IIEPHOI0B 0OOCTPEHMS, WIIM BO BpeMs IIepro/ia Moclie Hadama rmepruoaa odocTpeHus ot 84
nmaed 10 112 umm 140 e, B TeYeHne KOTOPOTO CYIIECTBYET PUCK JalbHEHIIICH reTepOTONMMIeCKO# occuduka-
IIUH).

Konen nmeprona 060cTpeHUs XapaKTepU3yeTCcsl CHIDKEHHEM PHCKa TeTePOTONNIECKO occH(UKaiy B He-
KOTOPBIX CIIydasx depe3 84 MHS TOCie Havaia JCUSHHs B TIEPUO 00OCTPEHMS, T.C. Yepe3 84 MHS Mocie MosABIe-
HUSI CHMITOMOB MpPHUCTyMA. ECIIM MallueHT UCTIBITHIBACT MOCTOSTHHBIC CHMIITOMEBI MPHCTYIIA, JICUCHHE B TICPUO.T
000oCcTpeHns1 MOXeT OBITh NMPOAJICH, HalpuMep, elle Ha 28 nHel nim 56 nHell. B Teuenne nepuona odboctpeHus
CyOBEKT MOXKET IONydyaTh JICYCHHE 00Jiee BRICOKMMHU CYTOYHBIMHU JI03aMH MANOBAPOTEHA (T.. HATPY30YHBIMU
JI03aMH W/WIIH TTOICPKUBAIONIIMIMHA JT03aMHt). B KoHIIe meproia 000cTpeHus CyOBEKT MOXKET BEPHYThCS K JIeUe-
HUIO ¢ 00Jice HU3KMMU CYTOYHBIMH JIO3aMHU NAJIOBAPOTEHA, BBOJAUMBIX BO BpeMs MEpUOIOB mokos. OnpeneicHue
TOTO MOMEHTA, KOTJa CIyAyeT OCYIIECTBIITh MEPEX0 OT 103, Ha3HA9aeMBIX IPH 000CTPEHUH, K J03aM, Ha3Ha-
YaeMbIX B IIEPHO]] TIOKOS, T.€. B KOHIIE IEpHoia 000CTPEHHUS, 3aBHCUT OT M MOXET ONPEACIATECS CUMITOMAaMH,
KOTOPBIE MCIIBITBIBACT CYOBEKT, IIPH ATOM ITO ONPEEICHNE MOXKET OBITh CIEIAHO MPH KOHCYJIBTAIIMHAU CO CIIe-
[IUATICTOM, 00ECTIEYMBAIOIINM MEIUIIMHCKOE O0CITy)KHBaHUE CyOBEKTa, MM CaMUM MAIlMeHTOM. B cooTBeTCT-
BUU CO CXEMaMH BBEICHHUS 110 TaHHOMY H300pPETEHHUIO, CYOBEKT MOJKET BEPHYTHCS Ha YPOBEHB J03bI, HA3HAYAEC-
MBIA IPU 00OCTPEHUH, TIOCIE TOTO, KaK CYOBEKT HE UCIBITHIBA CHMITOMOB MPUCTYIIA B TCUCHHUE TI0 MEHBIIICH
Mepe 2 Henienb, 3 Hellelb, 4 Hellenb WU 5 Heenb TOapSII.

B HEkOTOpBIX BapHaHTaX OCYHICCTBICHUSA NAHHOTO M300PETCHUS 5 MI €KETHEBHO BBOIST CYOBEKTY BO
BpeMsl TIEPHOJIOB MOKOsI, 20 MI' €KeTHCBHO BBOJAAT B TEUCHHUE 28 IHEH IMociie Hayana Mepuoja 0O0OCTpeHHS, C
nocieAyomuM BeereHueM 10 Mr exxeJHEBHO B TeueHue 56 qHel u BO3BpallleHuEM K J103€ 5 MT B JIeHb, €ClIU
MAIMCHT OOJIbIIIe HE UCIBITHIBACT HUKAKUX CHUMIITOMOB IpucTyna. Heo0s3aTenbpHO, ICYUCHHE C MPUMCHEHUEM
10 Mr B IcHb MOXKET OBITH IPOJUICHO Ha JOMOJHUTENbHBIC 28 nHeW wim 56 THeHl, eclu MalueHT MO-TPEKHEMY
WCTIBITBIBAET CUMITTOMBI TIPHCTYTA (T.€. COXpaHIETCS MePUOl 000CTPEHHUS).

CxeMbl BBEJICHHS NAJOBAPOTEHA MO JaHHOMY M300pETEHHIO BKIIIOUAIOT BBEJEHHE OOlee BHICOKOM O3 B
KauecTBE HArpy304HOH, IMociie Havana ¢a3sl 000cTpeHus, Hanpumep, 20 MI/neHs B TedeHue 28 aHEM, ¢ mocie-
JIYIOIIIMM BBEICHHWEM TIOJICpXKUBAIOIICH 10361, HanpuMep, 10 Mr/meHs B TedeHue 56 nHel u BBeaeHue Oosee
HHU3KOH 03B BO BpeMs IIEPHOIOB MOKOS, HATIPUMED, 5 Mr/nens. Harpy3ouHsle D03bI A7 B3POCIBIX IS IPHUMeE-
HCHHS B CXEMax JICUCHUS M0 JAaHHOMY M300pPETEHUIO COCTABISIOT OT 15 mo 20 MI/meHb W MOTYT KOPPEKTHPO-
BaThCsl B 3aBUCHMOCTH OT Beca MAlMCHTA WM MMEPEHOCUMOCTH TajloBapOTeHa marnuentoM. [lommaepskuBaromine
JIO3BI JUTSL B3POCTBIX IS TIPUMCHEHUS B CXEeMaX JICYCHHS MO JaHHOMY HM300pPETCHUIO COCTABISIOT OT 7,5 IO
10 MI/IeHbp U MOTYT KOPPEKTHPOBATHCS B 3aBUCHMOCTH OT BeCa MAIMEHTA WJIM MEPEHOCHMOCTH MajJoBapOTCHA
MAIIMCHTOM.

B HEKOTOpBIX BapuaHTaX OCYIICCTBICHUS JaHHOTO U300PETEHUS MATOBAPOTEH COBMECTHO BBOJAT C OJNHUM
WK OOJBIINM KOJHYECTBOM JIPYTHUX (papMarneBTHIECKUX areHTOB, BKIIFOYAst, HO HE OTPaHMYMBASICh UMH, TIIIOKO-
KOPTHUKOUIHI TSI KOHTPOJISI CHMIITOMOB IIPUCTYIA, HECTEPOHUTHBIE TPOTHBOBOCTIAUTEIBHBIC TIPETIapaThl, HHTH-
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OUTOPBI MUKIOOKCHTCHA3BI-2, HHTHOUTOPEI JICHKOTpHEHA W CTAOWIM3aTOPBI TYYHBIX KICTOK, aMHHOOUCHOCHO-
HaThl 1 UMaTuHuOa Me3mnaT (cM. Briggs et al., Expert Opinion on Orphan Drugs 3:1137-1154 (2015) and Kap-
lan et al., Clin Proc Intl Clin Consort FOP 4:1 - 100 (2011)). B HeKoTOpBIX BapHaHTaX OCYIIESCTBICHHS JaHHOTO
n300peTeHms TaKOW OIWH WM OOJbIee KOIMIECTBO APYTuX (hapMarleBTHUSCKUX areHTOB MpEeIHA3HAYCHBI IS
JICYEHHSI TOTO K€ 3a00JI€BaHUS WIIM ATOJIOTHIECKOTO COCTOSHIS, YTO U MaJOBapoTeH. B HEKOTOPHIX BapHaHTax
OCYILIECTBIICHHUS TAHHOTO W300pETeHUs] TAaKOW ONWH WM OOJbIIee KOJIWYECTBO IPYTuX (apMareBTHUSCKUX
areHTOB NpeIHAa3HAYCHBI IS JICYCHUS HE TOTO 3a00JIeBaHMS WM MATOJOTHIECKOTO COCTOSIHHSA, YTO HalloBapo-
TeH. B HEKOTOPBIX BapuaHTax OCYIICCTBICHUS AAHHOTO M300pETEHH OAWH MM OO0JbIIee KOJINIECTBO APYTUX
(hapMaleBTHYCCKIX areHTOB MPEIHA3HAYCHBI ISl JICUCHUS HeXENATeIbHOTO 3P QekTa manoBaporeHa. B HekoTo-
PBIX BapHaHTaX OCYIIECTBICHUS JaHHOTO M300pPETCHUS MAJIOBAPOTEH U OJUH WIN OOJbIIEe KOITUICCTBO IPYTHUX
(hapMaleBTHYECKIX arc¢HTOB BBOJASAT OJHOBPEMEHHO. B HEKOTOPHIX BapHaHTaX OCYIICCTBIICHHS TAHHOTO H30-
OpeTeHuUs MaJoBapOTEH W OJIMH WK OOJIbIIee KOJIMYESCTBO IPYTUX (papMaleBTUICCKUX areHTOB BBOJST B pa3HOE
BpeMs. B HEKOTOPBIX BapHaHTaX OCYIICCTBJICHHUS NAHHOTO H300pPETCHHs MalOBAPOTCH W OJMH WK OoJbIlee
KOJIMYECTBO JPYTHX (hapMaleBTHICCKUX areHTOB FOTOBST BMECTE B OJHOM KOMITO3UIIMU. B HEKOTOPHIX BapHaH-
TaX OCYIICCTBIICHUS TaHHOTO M300pEeTEHHUs MaJOBAPOTEH W OAWH WM OOJIbIIEe KOJTMYECTBO IPYTUX (apMarieB-
TUYECKHX ar€HTOB TOTOBAT OTACIHHO.

Kak npaBwiio, manoBapoTeH BBOJAT B €AMHUIHON T03UpOBaHHON (hopMme (Hanmpumep, TaOIeTKH, KalCyIbl ’
T.1.). B HEKOTOPBIX BapHaHTaxX OCYIIECTBICHUS JAHHOTO H300PETEHHUS MTAIOBAPOTEH BBOJAAT B 103€, BEIOPAHHOM
n3 1,5 mr, 2 mr, 2,5 mr, 3 mr, 4 mr, 5 mr, 6 mr, 7,5 mr, 10 mr, 12,5 mr, 15 mr wmum 20 mr.

B HexoTOphIX BapHaHTaX OCYIIECCTBICHHUS TaHHOTO M300pPETEHHS 03y MOKHO BBOJAWTH C WHTEPBAJIAMH B
npejenax ot OoJiee OJHOTO pa3a B JIcHb (HampHMep, Ba pa3a B JICHb WIH TPU pasa B JIEHb) O OJHOTO pa3a B
JICHB JI0 TEX II0p, OKa 3TO He0OXOIMMO ISl ITOIAEPKaHus JKejaeMoro 3 dexTa.

Ipumepsr

ITpumep 1 - Mcxoas! NpUCTYTIOB.

Jleuenne Ha3HAYANOCH 1O MOBOAY MIECTHACCATH CEMH MPUCTYNOB: 40 - C ABOMHBIM 3aCICIUICHHBIM Ha3HA-
geHueM npemnapara (10 cyObekToB nofydanu miamnedo, 9 cyobeKkToB MoTydaiy MaJoBapOTeH 10 5 M OJIMH pa3 B
JIeHb B TeueHHUe 2 Helemb, 3aTeM - 2,5 MI OIMH pa3 B JIeHb B TeueHHUe 4 Henelb, U 21 cyObeKT Moydal majoBa-
poteH B no3e 10 Mr oauH pa3 B JieHs B TEUCHHE 2 HEENb, 3aTeM - 5 MT OJIMH pa3 B JICHb B TeUeHUE 4 HENENb); U
27 cyOBEeKTOB He3acHeINICHHO NoJydaiu majoBapoTeH. lllecTpaecsaT oanH U3 3THX 67 IMPUCTYNOB WMEET II0C-
TYTIHBIC PE3yIbTATHl BU3YAIN3aIlH, OCYIIECTBICHHON Mocie HCXoaHoTo ypoBHS (pu KT-ckannpoBannu ¢ HU3-
Ko# 1030¥). [TosrydeHHbIe pe3yIbTaThl COOTBETCTBYIONINX UCCIIEIOBAHIM 00001IeHb Ha (ur. 1 u 2.

Hoseie yuactku I'O Habmronanmucs npu 14 u3 61 npucryna, necsaTh - B JBOHHOM 3aciIeIIIEHHOM HCCIIEO0-
BaHUM U YETHIPE - B OTKPHITOM HCCIICIOBAHUH TPOJUICHUS Tepanuu. bompmmHcTBO 3THX npuctynoB (10 u3 14)
NPUBOAWIN K (POPMHUPOBAHMIO HOBBIX y4acTKOB ['O B KOoHIE 6-HezienpHOro jJedeHus (neHp 42), a 4eTbIpe Mmpu-
CTyIa NPUBOAMIN K HOBEIM ydyacTkaMm 'O B KOHIIE 6-HEeIeNEHOTO Neproa HabmoaeHus (1eHb 84).

Ipumep 2 - Cxema BBeICHUS MATOBAPOTEHA ISl KOTOPTHI B3POCIBIX MAIIHCHTOB.

Koropra B3pOCIBIX MAaIMCHTOB BKJIIOYACT JIUI, JOCTHUTIINX 1O MEHbIIEeH Mepe 90% 3perocTH CKEeIeTHOM
CHCTEMBI HE3aBHCHMO OT Bo3pacTa. VHAMBHIYYMBI B KOTOPTE B3POCHIBIX HAIMEHTOB MOIYyYald MaJIOBapOTEH
(meitrpanpHyIo GopMmy) 1o 5 MT OIWH pa3 B JACHb B KadecTBE JICUCHHS BHE TPUCTYyMA (HAIIPUMEpP, B TIEPHOIBI,
KOTJ]a CHMIITOMBI IIPHUCTYIIA OTCYTCTBOBAJIM). DTa CXeMa BBEICHHS TrapaHTHPOBAaja, YTO CYOBEKTHI MOJBEpra-
JIFCh BO3/ICHCTBHIO MAJOBAapOTEHA B Havajie pa3BUTHA mporiecca I'O, 10 moABICHNS KIMHAISCKUX CHMITOMOB.

WuauBrUayyMBl B KOTOPTE B3POCIBIX MAIEHTOB, Y KOTOPHIX HAOIIOJAIICS MPHCTYIL, TOXyYaIl MOBEIIICH-
HYI0 7103y majoBapoTeHa no 20 Mr oauH pa3 B JIeHb B TeueHue 28 nHel, 3ateM - 10 Mr oJuH pa3 B I€Hb B Teue-
HHE TI0 MeHbIIeH Mepe 56 nHel (B o0mie cloXHOCTH 3 Mecsina JieueHus ). JleueHne npoasneBaiu ¢ 4-HelelbHbIM
WHKPEMEHTOM, €CJIH MPHCTYI MPOJOJDKANICS B KOHIIE MEPBOHAYAIBHBIX 3-X MecsieB. Korja mpuctynm Kymupo-
BaJICs, CYOBEKTHI BO3BPAIAIUCH K J03€ IpernapaTa, Ha3HauaeMoW BHE NMpUCTyMa - 5 Mr. Takoe JiedeHre MOTyqH-
JM JlecaTh NHIUBHAYyMOB (Jedenne "PVO nepuon nokos/mepuon oboctpenns”: 5 Mmr PVO exenHeBHO B Tede-
Hue nepuona nokost u 20 mr PVO exxenneBHO B TeueHue 28 mHei (Harpy3ounas no3a [10), a 3atem - 10 mr PVO
€XEIHEBHO B TeueHHe 56 maHeil (momgaepxuBaromias no3a [10) mociie BOSHUKHOBEHHS CHMIITOMOB TPHCTYTIA).
Hcxonpl cpaBHUBANK MEXAY TEMH HHINBHAYYMaMH, KOTOPBIE TTONIYyJaId TaOIETKH C CaxapHBIM HAIIOJHHUTEIEM
WK He Tonydann Jiedenus ("turame6o/0e3 eueHus", 28 ManMeHToB), a TAK)Ke HHANBHIYYMaMHU, KOTOPBIE TIOTY-
gaym 6o 20 mr namoBapoteHa (PVO) exxenneBHo B TedeHue 28 aHeit, 3atem - 10 mr PVO exenHeBHO B Teve-
Hue 56 nueii (47 manuenTtoB) niau 10 mr PVO B teuenue 14 nuelt ¢ mocnenyromumu 5 Mmr PVO B Teuenue 28
nHel (9 manyueHToB) B TeueHue neproa oboctpenus (T.e. rpymma "PVO Tonsko neproa odoctpenus” Ha ¢ur. 3A).

Ornenky HOBOM ['O B 00JIACTH HPUCTYIIA OCYIIECTBISUIN C MTOMOIIBI0 PEHTTCHIUATHOCTHKH, TpHu 3ToM KT-
BU3YAIU3AIMI0 C HEOONBIIMMHU J03aMU MPUMCHSIN JJI1 BTOPUYHOW OICHKH HM300paxkeHuid. MHTepmperanus
PEHTTCHOTpaMM M KOMIBIOTEPHON TOMOTpaduu BKJIFOYATa OICHKY OTCYTCTBHS MM Hamuuus HOBo# ['O B 00-
JIACTH MPUCTYIA TI0 CPAaBHCHHIO C UCXOJHBIM H300pakeHueM u 00beMoM HOBO# 'O, eciu mocienHsAs MPUCYTCT-
ByeT. BEITIOJTHEHUE Kak peHTTeHOBCKHX, Tak U KT-ckaHMpOBaHUI 00JACTH MPUCTYIIA IO3BOIHIIO BRIOpATh HAaM-
6osiee mopxoxammid crocod onenku 'O, okaspiBasi coleicTBHE B pa3pabOTKe MOCIEAYIONMX HCCIECIOBAaHHH.
s obecniedeHNs COTTIAaCOBAaHHOCTH M CTaHAAPTHU3ALNH, H300paXCHUS OIICHUBAIN HA HAJIWYHE WM OTCYTCTBHE
T'O ¢ npuMeHeHneM ABYX HE3aBHCHMBIX MPOIIEAYpP, 00€ U3 KOTOPHIX OBLTH OCIIEIUIEHBI OTHOCUTEIHFHO HH(pOpMa-
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IIUH O TPYIIE ¢ HA3HAYCHHBIM JIcYeHUEeM. B mporiecce mepBHYHOTO CUUTHIBAHUS, 1B Bpada-peHTTCHOJIOTA, CIIe-
[UATU3UPYIOIIUXCS Ha OMMOPHO-JABHUIATEIBHOM amapare, He3aBUCHUMO JIPYT OT IPYyTa, CPABHUBAIH MCXOTHBIC U
MOCT-UCXOAHBIC N300paKeHHSI B paMKaxX OZHOTO METOJa BU3YaIN3aIliH.

O06beM HOBO# reteportornmyeckoit occudpukanuu (I'0O), T.e. 'O, KoTOpas BO3HWKJIA B TEUEHHE IMEPHOJA
000CTpeHus1, OTICHUBANM Yepe3 12 Hemenb Tocie Hadama JIeUeHUs JJIs TpyIsl JedeHus "TolbKko mepros 000cT-
penus" u gepe3 12 Hejenpb mocie Hayaia npuemMa Harpy3ouHoi 10361 [10 20 Mr/mens B rpymme nedenus "Tlepu-
0J1 TIOKOsI/Tepruoa 000CTpeHus". DTH NaHHBIE CBHJIETEIBCTBYIOT O TOM, 4TO cxema JiedeHus "[lepuon mo-
KOs1/Tiepro]; 000oCcTpeHus" JTONOTHUTEIHLHO MPENATCTBYET (POPMUPOBAHNIO HOBOM KOCTH Tocie mpucTynoB. [1o
cpaBHeHUIO ¢ rpymmoi "[lnanedo/6e3 seuenus”, y manuenToB B rpymnme "Tonbko nepuon obocTpeHns" orMeya-
JIM CHIDKCHHE CPE/IHUX MOoKazaTelel oOpazoBanus oobema koctr (HoBast 'O) Ha 75%, a y MalMeHToB B rpymie
"[lepuox nokost/mepuos obocTpeHns" oTMedalll CHIKEHUE CPEIHUX IoKa3areied oOpa3oBaHusi 00beMa KOCTH
(roBas I'O) Ha 97% (cM. dur. 3A u 3B). DTu naHHBIC TaKXKe NEMOHCTPUPYIOT, YTO cxeMbl JieueHus "[lepuon
MIOKOsI/TIepro; 000CTpeHUs" 1O JaHHOMY N300PETeHHIO 3HAYUTEFHO CHIKAIOT CPEIHHUE TTOoKa3aTesil 00pa3oBa-
HUS 00Bema koctu (HoBas ['O) mo cpaBHeHHIO cO cxeMmoi JiedueHus "Tonbko mepuox obocTpeHus” (T.e. TONBKO
JUTSI JISYCHUS TIPUCTYTIOB Y CyOBEKTOB).

[Tpumep 3 - Cxema BBeACHHS MaJIOBAPOTEHA I KOTOPTHI JIETEH.

Koropra nereii BximoyaeT MHANBHAYYMOB MoJioxke 18 neT, kotopsie He gocTurin 90% ckeneTHOH 3perno-
CTH, YTO OTIPENENETCS C TIOMOIIBI0 PEHTTCHOTPAMM KHCTH/3aIsICThs. VIHANBUAYYMBI U3 KOTOPTHI IETEH, Y KO-
TOPBIX HAOJIOIAETCS TPUCTYII, TOTYYaloT MaIoBapoTeH (HeUTpabHyIo (hopMy) B mo3e 20 MT OIWH pa3 B JIeHb
(W SKBUBAJICHTHYIO TI0 BECY DKBUBAJICHTHYIO JT03Y, KaK MOKa3aHo B Tabi. 1) B Teuenue 28 mHeH, 3aTtem - 10 mr
OJIMH pa3 B JCHb (WK SKBHBAJCHTHYIO JT03y C MONPABKOI Ha BeC, Kak MOKa3aHo B Ta0ll. 1) B TCUCHHE MO MCHb-
e Mmepe 56 mHel (B oOIIel cI0XKHOCTH 3 MecsIa JiedeHus). JleueHue MoxkeT OBITh MPOJICHO ¢ 4-HECIbHBIM
WHKPEMEHTOM, €CJIH MPUCTYI MPOIOIDKACTCS B KOHIIEC IEPBOHAYANBHBIX 3-X MECSIIEB. B JOMOIHEHUE K JICYCHUIO
MOCJIe BOSHUKHOBCHUS CUMIITOMOB MIPUCTYIIA, T.€. B TCUCHHE MMEPpHoia 000CTPEHUS, IETH MOTYT TOJIy4aTh JIede-
HUE JUTUTEIBHOC BPEMs C MPUMEHEHHEM JI03BI 2,5-5 MI' TaJloBepOTEHA OJIMH pa3 B IcHb B TCUCHHUE MIEPUOJIA TIO-
Ko (T.€., KOT/la TTAIIMEeHT HE MCIBITHIBACT CUMIITOMBI IPUCTYI MIIM HE UCTIBITHIBAET CHUMIITOMBI IIPUCTYII B T€UE-
HHUE TI0 MEHBIIIeH Mepe MOCIeTHUX, HapuUMep, 2 Hellelb, 4 Henemnb, 6 Helelb, 8§ Henelnb Win 84 aHel).

Tabmmma 1
YpoBHH 7103 C TTOTPABKOM Ha BEC JIJIS MAIIMEHTOB-AeTel (10 18 et u nmpu
3peNIOCTU CKeJIeTHOM cucteMbl < 10 90%)

I'pynna no Becy (< 90% | ExegHeBHan ExxepnHeBHan ExenoHeBHana gos3a B
3penocTu CKerleTHOW | Harpy3oYHasa [osa B | noggep:KuBarowas nepuog nokos (M)
cUCTeMbl) nepnoa obGocTtpeHus | gosa Mo
(no)
OT1 10 oo < 20 kr 10 mr 5wmr 2,5wmr
Ot 20 oo < 40 kr 12,5 mr 6 mMr 3wmr
OT1 40 no <60 kr 15 mr 7,5 mMr 4 mr
260 Kr

20 mr 10 mr 5wMr ‘

[Tpumep 4 - Pe3ynbTaThl OTHOCHTEIHHO OE30ITACHOCTH.

OO0mmas yacToTa HeXeJaTeJbHBIX SBICHUN B JABOMHOM 3aCIICIZIEHHOM HCCIIEIOBAaHUH, OMMCAHHOM B IPHU-
Mmepe 1, cocraBuna 97,1% (33 u3 34 cyOBEKTOB ¢ MMEIOUIMMHUCS JTAaHHBIMH O 0€30MaCHOCTH) C 10303aBHCUMBIM
BO3pacTaHWEeM B rpymmnax JjedeHus. HaOmonanuchy Takke 10303aBHCHMBIE TTOBBIIICHNS YaCTOTHl U TSIKECTH pe-
THHOM/I-ACCOLIMMPOBAHHBIX HEXKENATEIbHBIX SBICHUHA. BOJIBIIMHCTBO PETHHOMI-aCCOLMUPOBAHHBIX HEXeJa-
TENBHBIX SIBIICHUIA OBUTH TSDKETBIMH WM YMEPEHHBIMU. Hanbosee 4acTo perucTpupyeMbIMU HEXeIaTeIbHBIMU
SBJICHHMSIMHU B 11€JI0M OBLIH: cyXocTh KoxH (58,8%) u cyxocTs ry6 (32,4%). I1o aToli mpruuHe 103y HE CHIDKAIIN
1 JICYCHUE HE TIPEKPaIIalIi.

Pe3ynbTaThl ObUTH aHAJIOTUIHBIMU B OTKPBITOM HCCIICIOBAHUH (OMTMCAaHHOM B mpuMmepe 1), B KOTOpoM 00-
I1as 9acTOTa HeXeJaTeIbHbIX sBieHni coctaBmia 92,3% (12 u3 13 cydrekToB). Coo0manocs 0 HATHINH PETH-
HOW-aCCOIMMPOBAHHBIX HE)KETATEIbHBIX SBJICHUH Yy BCEX CYOBEKTOB, IPH 3TOM OOJBIIMHCTBO W3 HUX OBUIH
nerkumiu (69,2%) o Tsokectn. Hanbonee 9acto perucTpupyeMbpIMI HEXKEIATSIFHBIMHU SBJICHUASMH B LIEIOM ObI-
JIH: CyXOCTh KOXKH (69,2%) 1 3yx (61,5%). I1o 3Toit mpuumHe 103y HE CHIKATH U JICUCHHE HE TPeKpalialiy.

IIpumep 5 - OueHka MIACTUHKU POCTA.

OreHuBaM BIMSIHUE ITAJJOBApOTEHA Ha IUIACTHHKY pocTa. ExkesHeBHOE BBeleHHE TajgoBapoTeHa 00yciaB-
JIMBAJIO PErpecc aHOMAIIMH IUTACTHHOK TMCTOJOTHYECKOTO POCTa M COKpalajio TpyOouaTele KOCTH, 4TO HaOIoa-
mu y mbimeit Prrx1-R206H. B 3710l Mozenu rucToornueckuil aHalIu3 BBISIBUI 3HAUUTENIHOE YMEHBIIECHUE BbI-
COTBI TUIIEPTPOPHUIECKOH 30HBI INIACTUHKK POCTa, KOTOPasi B OCHOBHOM OTBEYAET 3a YIMHEHHE TPyOUaToi Koc-
TH. BBenenne nanoBapoTeHa TOPMO3WIO POCT TPYOUAThIX KOCTEH M MPaKTHYECKH HOPMAIM3UPOBAIO OpPraHH3a-
MO TIACTHMHKHM POCTa M OTJIOKEHHWE MaTpukca y Mblmeld Prrx1-R206H. DT pe3ynbTaThl CBUACTEIBCTBYIOT O
MIPOTUBOTIONOXKHBEIX 3 PeKTax MaloBapoTeHa Ha IUIACTHHKY pOCTa B HOPMaIbHBIX W MyTaHTHBIX (ACVRI
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R206H) knerkax u Tkansx. HexxenarensHble 3)(heKThI aJ0BapOTEHa Y MBIMIEH JUKOTO THIIA KOHTPACTHPYIOT C
TIOJIOKUTEIbHBIME d(QeKkTamMu, HabIogaeMbIMu Y Mbiield FOP.

[Tpumep 6 - AnbTepHATHBHBIE CXEMbI BBEACHHMSI.

s vHAMBHUYyMOB, HCTIBITHIBAIOMINX POOIEMBI C IEPEHOCHMOCTBIO, MOXKET PUMEHSTHCS abTePHATHB-
Has JedCKalallMOHHAs CXeMa BBEACHHS, KaK yKa3aHo B Ta0J. 2 u 3. YpoBeHb 1036l B iepuo okos (ITIT) BBomsT
JUTATENIFHO B TEUCHHE TIEPHOa ITOKOs (HATpUMeEp, KOT/Aa MAI[MEeHT He MCIBITHIBACT MPUCTYIIOB, WIA WHAWBUIYY-
MaM, KOTOpBIE HEe NCTIBITHIBAIA CHMIITOMOB TIPUCTYIa B TEYCHHE 110 MEHBIIEH Mepe 4 HeAeb moaApsia). Y pOBEHb
no3el B mepuo oboctpenus (I10) BBomsAT B TeueHHe meproaa odoctpeHus. Harpyzounyto 103y B mepror 060CT-
penus (I10) BBogsar B Teuenue 20-40 mueit (Hampumep, ot 21 mo 30 mHei wiu 28 mHEl) mocie BOSHUKHOBEHUS
IpUCTyIa (HampuMep, B TipejiesiaX 7 THEH Mmociie TOro, Kak y MalUueHTa MOSBHUIICS OJHMH WX OOJbIIee KOJTHYECT-
BO CHMIITOMOB MPUCTYTA). Y POBEHb MOAIepkHUBaroIIeit 10351 [10 BBOIAT cpa3y mociie Harpy304Hoit go3el [10 B
TE€YEeHHE Meproia, COCTABIISIIONIETO IO MEHbIIEH Mepe 56 JAHEel, MpU ITOM YKa3aHHBIA MEPUOJl MOXKET YBEITUUH-
BaThCsl C MHKPEMEHTOM B 4 HeJlelv, HarpuMep, Ha 4, 8 wiu 12 Heiesb, U COCTAaBIATh OOJbINE YeM 56 ITHEH, eciin
CHUMITOMBI MPUCTYTIA y MalEHTa COXPAHAIOTCS JO MOMEHTA KYIIHUPOBAHUS CUMIITOMOB MPUCTYIIA.

Tab6muma 2
YpoBHU 7103 [JIs B3POCIIBIX MAIIUEHTOB
Ipynna B3pocnbix no | ExxegHeBHanA ExenHeBHasn [o3a B nepuoa nokos
Becy (> 18 unu < 18 ¢ | Harpy3oyHaa go3a B | noagepxuBarowasn (nnj
> 90% 3penoctu | nepuoa o6octpenusa | gosa MO
ckeneTHow cuctemslt) | (MO)
Cmandapmnras  0o3a | 20 mr 10 mr 5wmr
0514 83POCbIX
[HesckanautoHHas 15 mr 10 mr 5mr
[o3a 0ns e3pocnbix 1
[HeackanayuoHHas 10 mr 10 mr 5wmr
[o3a 0ns 83pocnbix 2
HeackanayuoHHas 15 mr 7,5 Mr 4 mr
Jo3a 0ns 83pocnbix 3
Tab6numa 3
CxeMsbl BBeIeHHS 103 JUIS AeTel ¢ momnpaBKoif Ha Bec (1o 18 met u mpu 3penoctu ckeneTHo cucteMsl < 10 90%)
Fpynna no Becy (< | ExegHeBHasa ExenHeBHasA ExeoHeBHAas pn0o03a B
90% 3penocTu | Harpy3oyHas Aosa B | noggepXxusarouias nepuog nokos (M)
CKeneTHon cuctembl) | nepuoa oboctpeHus | aosa MO
(no)
Om 10 0o < 20 ke
Cxema 10 mr 5wmr 2,5wmr
Or 10 pao <20 «kr
HeackanauuoHHas 7.5wvr 3wmr 1 wmr
cxema
Om 20 0o < 40 ke
Cxema 12,5 mr 6 mr 3 mr
Or 20 go < 40 «r
HeackanauuoHHasn 10 mr 5wmr 2,5wmvr
cxema
Om 40 0o < 60 ke
Cxema 15 mr 7.5 mr 4 mr
Or 40 pgo < 60 «r
HeackanauuoHHas 12,5 mr 6 mr 3 wMr
cxema
2 60 k2 Cxema 20 mr 10 mr 5wmr
260 Kr
HeackanauuoHHas 15 mr 7,5 Mr 4 mr
cxema
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Jpyrue BapuaHThl OCyIIeCTBJIEHHS] JAHHOTO U300peTeHust

HecmoTtps Ha To, 4TO JaHHOE M300peTEHUE OBUIO OMUCAHO B CBSA3U C €r0 KOHKPETHBIMH BapHAHTAMHU €TO
OCYIIIECTBIICHUS, CJIEyeT MMOHUMATh, YTO OHO MOJKET TIOJIBEPTAThCS NATLHEHIITNM MOIUPUKAIIASAM, U 3TO TIPH-
MEHEHUE TIPeTHA3HAYECHO IS TIOKPBITUS JTIOOBIX N3MEHEHUH, HCITOJIb30BAHUN WITH aJanTaliid 10 TaHHOMY H30-
OpereHuIo, clieays, B OONBIIMHCTBE CJIydaeB, MPUHIIUIIAM JAHHOTO M300pPETCHHS, U BKIIOYCHHE TAKUX OTCTYII-
JICHUH OT JAHHOTO OMHCAHHS OTHOCHTCS K M3BECTHOHW HIIM OOBIYHOHM MpPAKTHKE B JaHHOW 0OJACTH TEXHUKHU, K
KOTOPOU OTHOCWTCS NaHHOE M300pETeHHE, W MOXET OBITh MPUMEHEHO K OCHOBHBIM NMPHU3HAKAM, H3JI0KCHHBIM
BBIIIIE.

Bce nmyOnmukarm, maTeHTH W MATCHTHBIC 3asSBKU BKIFOUCHBI B IAHHOE OMHCAHUC MMOCPEACTBOM CCBHUIKH B
MOJTHOM 00BbEME B TOH JKe CTEICHH, KaK eCIIU ObI KaXKAast OTICNbHAS ITyOIHKAIHsI, TATCHT MM MATCHTHAS 3asBKa
OBUTH CTIEMAIEHO U KOHKPETHO YKa3aHBbI, KaK BKIFOUEHHBIC TIOCPEIACTBOM CCHUIKH B ITOJHOM 00BEME.

Jlpyrue BapuaHTBI OCYIIECTBICHHS JaHHOTO H300pETCHUS PUBEACHBI B clenyromeii hopmMyie nzoodpere-
HHUSL.

OOPMVIIA U30BPETEHUA

1. Crioco6 yMeHbBIIIEHUsI TETEPOTOMMIECKON OccH(HKAIMKN y YelloBeKa C MPOTPECCUPYIONIeH occuuIin-
pyrorelt GuOpoaucIIa3uel, Py 3TOM YKa3aHHBINA CITOCO0 BKITIOYAET B TEUCHUE TIEPHOA, KOT/Ia CYOhEKT HUCIThI-
TBIBAET I10 KpaiHeH Mepe OJJMH CUMIITOMA MPHUCTYIIA, €XKEJAHEBHOE ITEPOpPAIbHOE BBEJCHUE CYOBEKTY MaoBapo-
TeHa WM ero (apMareBTHUECKH IpHeMiIeMoil conn B koimdectBe 20 Mr B TeueHue 28 nHel, u nocne 28 nHei
MepOpaIbHOE €KETHEBHOE BBEJICHUE CYOBEKTY MaJOBapOTEHA WM €ro (papMaleBTUUECKH MPUEMIIEMON COJIU B
konuuyecTBe 10 Mr B TeueHHE NIEpUoIa Mo KpaiiHel mepe 56 qHei.

2. Cnocob no 1.1, B KOTOpoM Bec cyObekTa coctaBisieT 60 Kr uiam Ooee.

3. Croco6 1o 1.1 um 2, B KOTOPOM TMEPHOJ TI0 KpaiHel Mepe 56 aHel mpeacTaBiseT coOoi mepuoj B 56
THEH.

4. Cnoco6 1o ro6omMy 13 1. 1-3, B KOTOPOM KOJIMIECTBO, BBOJAMMOE B TEUCHHE TIEPHOa 110 KpaiiHei mepe
56 nHE#, BBOIUTCS €KETHEBHO B TEUCHHE JOMOIHUTENBHBIX 28 MHEH, eciar CyOBeKT MpOJ0KAeT HCIBITHIBATH
110 MEHBIIIEH Mepe OMH CUMIITOM IIPHUCTYTIA.

5. Croco6 mo mo6oMy m3 il. 1 -4, JOTOIHUTENBHO BKIIOYAIOIINN BBEJCHUE CyOBEKTY aHTUTHCTAMHUHHOTO
areHra, HeoOsA3aTeIbHO, T1€ AHTUTMCTAMUH BBOJST MECTHO WJIM CUCTEMHO; MJIM JOTIOJHUTEIHFHO BKITIOUAIOIIUHA
BBE/ICHHE Ha KOXKY CyObEeKTa CMATYaIOLIEro CPeICTBA.

6. Cnoco6 mo modomMy 13 . 1-5, B KOTOpOM 110 MEHbIIEH Mepe OANH CHUMIITOM NPHUCTYIa BEIOpaH U3 OTe-
Ka, O0JIN, SPUTEMBI, JKapa, CKOBAHHOCTH 1 OIPaHUUYCHHUS TUana3oHa JIBIKCHUH.

40 cy6beKTOB BKAKYEHO

_

39 cy6beKTOB € JaHHbIMM
42 pun

35 cyBLEKTOB € laHHbBIMA
84 fiHA

32 cybbekTa H€3 HoBbIX
ovaros [0

7 CyGLEKTOB C HOBbIMM
ovaramm [0

25 cybbekToB H€3 HoBbIX
ouaros [0

Our. 1
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10 cy6beKToB C HOBLIMM
ovaramn [0
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27 nponeyeHHbIX

npucTynos
~
22 npucTtyna c 18 npuctynos ¢
AaHHbIMK 42 AHA AaHHbIMKY 84 aHA
19 npwcTynos 6e3 3 NpMCTYna C HOBLIMU 14 nprictynos 6e3 4 NpycTyna ¢ HOBbIMUK
HoBbIX ovaros [0 ouvaramu [0 HoBbIX ovaros [0 ovaramu [0
Owr. 2

18,000
16,000
14,080
12,00
10,000

8,000

5,000

0O6bem (mm?) HoBoOR IO

4,000

ERL

18,600

16,500
(@] |

% 14,000

12,060
—~ 10,000
8,600
5,600
4,000
2,600

o

HOB

O6bem (Mm*>

10,731 mm®

212 mm®
N=10
Mnauebo/ PVO PVO
6e3 neueHnA Tonbko nepuog MNepuop nokos/
oboctpenua  [Nepuog obocTpeHua

dur. 3A

212
Mm3
N=10
Nnaueto/ PvVo PVO
Gesneweua  Tonbkonepuos [epuonnokon/  Tonbko nepuos
oboctpenus epuon ofocTpenua
10/5 mr oboctpeHns 20/10 mr

Our. 3B

@ EBpasuiickasi naTeHTHasl opraHu3aums, EAMB

Poccus, 109012, MockBa, Manblit Yepkacckuii nep., 2
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