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OIIMCAHUE U30BPETEHUA
2420-577440EA/055
CIIOCOBBI JIEYEHUSI HAPYIIEHU MUHEPAJTA3AIIAN KOCTHOU TKAHH

INEPEKPECTHAA CCBIJIKA HA POZACTBEHHBIE 3ASIBKU

Hacrosmas 3asBka MCrpamnBaeT MPEUMYLIECTBO MPEABAPUTENBHON 3asBKU HA MATEHT
CIIIA Ne 63/074917, nonannoii 4 centsiopss 2020 roma, conmep:kaHue KOTOPOW BKJIFOYEHO B
JAHHBIN TOKYMEHT MNOCPEACTBOM CChUIKH BO BCEU CBOEH MOJIHOTE.

YPOBEHb TEXHUKH

I'mmodocgarazus (HPP) mnpencraBnser co0olf penkoe Ceppe3HOE T'€HETUYECKOe
HapylIeHne, o0y CIOBJIEHHOEe My Tanne(MyTauusiMu), o0y cinaBiuBaroineii (00yC1aBIMBaOIINMU)
norepro  PyHKUMM, B TeHe, KOAHMPYIOIIEeM TKaHeHecneun(puIecKyr Menounyr ¢ocdarasy
(TNALP). T'unodocdaTtasuss B 3aBHCHUMOCTH OT BO3pacTa MALMEHTOB XapaKTepPU3YeTCs
B3aUMO3aBUCUMBIMU  KJIMHHUYECKUMH  TPOSIBIEHUSMM, BO3HUKAIOUIMMU [0  IPUYHUHE
HECIOCOOHOCTH MMHEPAJIN30BaTh KOCTHBIN MAaTPUKC BCJIEACTBHE MOBBILIEHHBIX KOHLIEHTPALUH
cyocrpara TNALP, nmpencrasinsitoinero coboii PPi. [loBbiiieHne ypoBHel BHeKkj1eTouHOro PPi
NOAABISIET MUHEPAIU3ALUIO KOCTHOH TKaHH, OJIOKUPYST POCT KPUCTAJUIOB THAPOKCHAIIATUTA, YTO
BBI3bIBAET BBIPAXXCHHOE HAKOIUICHHE HEMHMHEPAJIU30BAaHHOIO KOCTHOro wmarpukca. HPP
XapakTrepusyercss nAeeKTHOH MuHepanu3aluell KOCTHON TKAaHH M HAapyLIEHHOH perysiuen
¢docharoB u KanbLyst, YTO ABIAETCS NPSIMBIM pe3yibraTtoM aepunmura TNALP, koTopblii MOXeT
IPUBECTH K MPOrPECCUPYIOLIEMY TTOBPEXKICHUIO )KU3HEHHO BAYKHBIX OPTraHOB HAPSIIY C APYTUMH
KJIMHUYECKUMH TOCJIECICTBUSAMH, B TOM 4HUCNE K Je(hOpMali U MSTKOCTH KOCTeH (paxuty u
OCTeOMASILIMK), TIEpPesIoMaM U TICeBAONepenomMam, OojH, TIyOOKOW MBIIIEYHON Cl1adoCTH,
IBbIXaTEIbHOM  HEAOCTaTOYHOCTH  (NMPEMMYINECTBEHHO Y  MIAQJEHLEB),  CyAOporam
(TIpenMyIeCTBEHHO Y MJIQICHLIEB), HAPYIIEHHOH (PyHKLNY MMOYEK, HAPYIEHHOH MOIBUKHOCTH U
NAaTOJIOTUYECKUM M3MEHEHUsIM 3y00B. Y MAaLMEHTOB ¢ MEePHHATAIbHBIM/MJIAIEHYECKUM HA4aJIOM
HPP Teuenue 3a0oneBaHms MOTEHIIMAIBHO PUBOIUT K CMEPTEIBHOMY HUCXOIY.

VY mauueHToB ¢ nepuHaTAIbHBIM/MiTafieHYecKUM HayaioM HPP nedexTer Munepanusanum
KOCTHOM TKaHH C MOCIIENYFOIIUMH CKEJIETHBIMU 1e(hOPMALMSIMU U ITEPETIOMaMU U PAXUTHIECKUMHU
U3MEHEHUSIMU TPYOHOW KJIETKH MOTYT TPHUBECTH K HECIOCOOHOCTH TPYJHOW KIJIETKH
NOJ/IePKUBATh HOPMAJIBHYIO PECITUPATOPHYIO (PYHKIIUIO U MOTYT YBEJIUUUTh PUCK 3aBHCUMOCTH
OT UCKYCCTBEHHOW BEHTHIISILIMH JIETKUX M PUCK MPEXKIEBPEMEHHON cMepTu. Y Haubosee TsKeno
MOpaXeHHbIX MAllMEHTOB CMEPTHOCTh BapbupyeT B quanasone ot 50% no 100%. V B3pocnsix HPP
NPOSIBJIIETCS. B BHAE PEHUIUBHPYIOIIUX WWIA IUIOXO PETeHEPUPYIOIUX MEPEIOMOB U
XPOHHYECKOW OOJH, YTO MPUBOAUT K PE3KOMY CHIDKEHHMIO KaueCTBA YKU3HH M TMOBCEIHEBHBIC
nevictBus. Tsokenble (YHKUMOHAJBHBIE HAPYIIEHHs! 3a4acTyO NMPHUCYTCTBYIOT M Y B3POCIBIX
nanureHToB ¢ HPP, B ToM uuncne npobnemsl ¢ MOABUKHOCTBIO (HAPYIICHUS! XOABObI i TIOXOAKH),
MBILIEYHAs! C1a00CTh U HECTIOCOOHOCTD OCYLIECTBIISITh IOBCETHEBHBIE IEHCTBHSI, 3aBUCHIMOCTD OT
YCTPOWCTB ISl MIEPEMEIIEHNUs, KOTOPble B COBOKYITHOCTH CHJIBHO BJIHSIIOT Ha Ka4€CTBO JKHU3HU
nauueHToB. B3pocnabim nmanuentam ¢ HPP Taxxke 3a4acTyr0 B Te€4€HHE MHOTHX JIET CTaBSIT

HeraBHHbeIfI AUAr"o3, Mmpu 3TOM IJId HAaJICKAIIEro JICUCHUA PCHIAOIICe 3HAUYCHUE HUMECT



TOYHBIN quarso3 HPP.

VY nanueHToB, NOXKUBIIMUX IO MOAPOCTKOBOIO U B3POCIOr0 BO3pacTa, AOJIOCPOYHbIE
KJIMHUYECKHE TOCIEACTBHS BKIIIOYAOT PEUUANBHPYIOIINE U HE3KUBAIOIIHE TIEPEIOMBI, Opemst
OPTOIEANYECKIX/CTOMATOIOTHYECKIX ~ XUPYPIrHUECKUX BMEINATENbCTB, CIadOCTh, apTPHT,
HEBO3MOXXHOCTh ~ yAQUTh  yCTPOWCTBA BHYTpPeHHeH (ukcanum (BCIEICTBHE  pPUCKA
PEeLUIUBHUPYIOIIEro TMepesiomMa), OOjb, HAPYLIEHHYIO IOABM)KHOCTH U IOTPeOHOCTh B
amMOyJIaTOPHBIX BCIIOMOTATENBbHBIX YCTPOMCTBAX (HAmpuUMep, Kpeciax-KOJSICKaX, XOAyHKax Ha
KOJIeCUKax W TpocTsx). HesaBucmmo or Bo3pacTta, B KOTOpOM BriepBble mnposiBisiercs HPP,
BBICOKOE OpeMsi 3a00JIeBaHNsI MOKET MPUBECTH K YMEHBLIECHHUIO KaueCTBA JKU3HH, CBA3aHHOTO CO
310POBbEM, KOTOPOE MOXKET AOIMOJHUTENbHO YMEHBIIATHCS HA MPOTSHKEHUM JKU3HHU MALMEHTA.
ITpusnaku w/unu cumnromsl HPP MoryT Taxcke 3arparuBaTh NCHXMYECKOE M HMOLIMOHAIBHOE
3I0pOBBE JIETeH U B3POCIBIX C AAHHBIM 3a00JIEBAHMEM, UYTO ACCOLIMHUPOBAHO CO 3HAYUTEIBHBIM
HCIOJIb30BAHUEM PECYPCOB 3PaBOOXPAHEHMS.

Jo acorassl anbdha (STRENSIQ®, Alexion Pharmaceuticals, Inc. Bocton, Maccadycerc),
NOJIy YMBLIEH perucTpalroHHoe cBuaeTebCcTBO (B EBponeiickoMm corose, Anonun, Kanane, CIITA
U T. 1.), KnuHndeckoe BeneHne HPP Oblio B OCHOBHOM MOJEPIKUBAIOLIMM U HAIIPABICHHBIM Ha
paspelieHne CHUMOTOMOB  (HampuMep, PpeCcHUpaTopHas IMOAJAEP)KKA,  OPTONEANYECKOe
BMEIATENILCTBO U OOJIEY TOJSIOLIMI JIEKApCTBEHHBIH Npenapar) 3a00eBaHus, HO He JieXalieil B
ee ocHoBe marodusmonoruu. TakuM 0oOpa3oM, HECMOTpPsS HA CHUMIITOMATHYECKOE JIeUeHHe, Y
OONBIIMHCTBA MAIMEHTOB HAOMIOAANNCh 3HAYMTENbHBIE OCJIOKHEHUs (MaTOJOTHH pocTa |
nedopmannu KocTel, 00 B KOCTSX, MEPEIOMbI/TICEBAONEPETOMbI, (PU3NUECKYIO TUCPYHKLIUIO
W/WJH PaCCTPONUCTBO JBIXAHUS).

Acdorasza anbda npencraBisieT cOOOU HeTOBeUECKU PEKOMOMHAHTHBIN CIUTBIA OeoK
TNALP-Fc-neka-acnapraT, MOJY4YEeHHBIH C MOMOINBI TexHoJoruu pexkomOuHantHoit JIHK ¢
NPUMEHEHUEM KYJIBTYPbl KJIETOK MIIEKOMUTAKOMINX, MPEACTABISIIOMEH cOO0 KIETKH STUYHUKA
kutaiickoro xomsiuka (CHO). Ona mpexacrasisier coO0H pacTBOPUMBINA TIIUKONPOTEHH U3 726
AMUHOKHCJIOT, KOTOPBIM COAEPKUT KaTamuTudeckuii qomeH uenoedeckoii TNALP, Fc-nomen
yenoBeueckoro ummyHornmoOyimmHa (Ig) G1 w  nexaacmapraTHBIH TENTUAHBIA  JOMEH,
MIPUMEHSAEMBIN Ui HalleJIMBaHMs Ha KOCTHYIO TkaHb. [lanmentam ¢ HPP ¢ HavyanoMm B gerckom
BO3paCTe, B TOM YHCJIE MEPUHATAJIBHBIM/MIIQICHYECKIM HAYaJOM W FOBEHIJIbHBIM HAdajioM
(Tabmuma 1), mokaszana acdorasa anbda, koropas O6pu1a ogodpena B CIIIA nmnst 1OATOCPOYHOTO
neuyenus: HPP.

Tabmuua 1. Knaccuduxanmm runodocdarasun

dopma 3ab0neBaHms Bo3pact Ha MOMEHT NOSIBIICHHSI TIEPBBIX MPHU3HAKOB/CHMIITOMOB
IlepunaranbHbIi Bo Bpemst BHyTpHy TPOOHOTO pa3BUTHS
Mnaaendeckuit <6 MecsLeB

JleTcTBO (FOBEHUIIBHBIN) Ot > 6 mecsnes o < 18 ner

Bspocabii >18 ner




dopma 3ab0neBaHUs Bo3spact Ha MOMEHT NOSIBIIEHHSI TIEPBBIX MPU3HAKOB/CHMIITOMOB
Tonbko I'umodocdarasus 3y6os

CTOMATOJIOTUYECKHUe

MPOABJIICHUA

Y HEKOTOPBIX B3POCJIBIX MALIUEHTOB HAOIIOAeTCs yMEPEHHBIN (PEHOTUIT MUHEPATU3aLUH
KOCTHOM TKaHH, KOTOPBIH MOXET ObITh JUArHOCTHUPOBAH IOJDKHBIM OOpa3oM TOJNBKO B Ooee
no3aHeM Bo3pacte. Takum o0pasoM, cymecTByeT MoTpeOHOCTh B 3(QeKTUBHBIX criocobax
JeueHus Takux nanueHTos ¢ HPP u npyrumu HapyImeHusMi MUHEpaIH3alui KOCTHOM TKaHH.

CYIIHOCTDb HACTOAILIEI'O U30BPETEHUA

B onHOM acnekTe mpenycMOTpeH crnocol JieueHHs HapyLIeHUs: MUHEPAJIN3allii KOCTHOM
TKaHH y CyObeKkTa-uyesoBeka (Hampumep, y B3POCIOro CyObeKTa-4ejioBeka), y KOTOPOro
HaOJIF01aeTCsl YPOBEHbD 110 MEHbINEH Mepe OHOr0 OMOXHUMUYECKOT0, (PU3NIECKOr0 METPUIECKOTO
IOKa3aTessi, METPUYECKOro IoKas3aTelsl KadecTBa JKM3HM WM KOCTHOW TKAaHH, KOTOPBIN
MIO3BOJISIET OMNpPEAENUTh CyOBeKTa KakK HYJKNAIOINErocs B JICUEHHH IO TOBOAY HApyLICHUs
MHHEPaIU3aLUI KOCTHOH TkaHu. Croco® MOXeT BKIIFOUATh BBEIEHHE 110 MEHBIIEH Mepe OHOM
I03bI PaCTBOPUMOH ImeouHon (ochaTassl (SALP) cyObekTy Ha mepBoil ¢asze jedueHus pexuma
JedeHusi, HaOmoaeHue cyObeKTa BO BpeMst NepBoi (pasbl JieueHuss Ha MpenMeT U3MEHEHUH 1o
MEHbLIEH Mepe OAHOr0 OHOXUMHYECKOro, (PU3MYECKOro MEeTPUUYECKOro  IOKa3aTess,
METPUYECKOro I0Ka3aTesss KadecTBa JKM3HM WM KOCTHOM TKAHM U BBIABJICHHE YJyUIICHUS
(manmpumep, Ha 1%, 2%, 3%, 4%, 5%, 10%, 15%, 20%, 25%, 30%, 40%, 50%, 60%, 70%, 80%,
90%, 100% wmu Oosble) MO MEHbLICH Mepe MO OJHOMY OHOXMMUYECKOMY, (PU3NYECKOMY
MOKA3aTeNI0, TOKA3aTeNI0 KAa4yeCTBE JKU3HU WMJIM KOCTHOW TKaHH BBILIE TMPEABAPUTEIBHO
OMpPENEeIeHHOr0 OPOra METPUIECKOTO MoKa3aTelis. 3aTeM cyObeKT MOKET BOWTH B MEPBYIO (pazy
0e3 neueHus pekuMa JISYeHUs], BO BpeMsl KOTOpPOil CyOBpekTy He BBOAAT SALP.

Crniocob MOXKeT TOMOHUTENBHO BKJIFOYATh HAOMoAeHHe CyObeKTa BO BpeMst IEPBOM (a3bl
0e3 eueHns B TeYEHHUE HEKOTOPOTO NIEPHOIa BPEMEHH Ha MpeIMeT H3MEHEHUH 110 MEHbIIEH Mepe
OJTHOTO OMOXMMHYECKOT0, (PU3MYECKOro METPUYECKOTO MOKA3aTelNsl, METPHUECKOTO MOKa3aTess
Ka4ecTBa JKMU3HU WJIM KOCTHOH TKAaHW, BBIABJICHHE YPOBHS IO MEHbIIEH Mepe OTHOro
OMOXUMHUYECKOTO, (PU3NIECKOrO METPHIECKOTO TIOKA3aTEIsl, METPHYECKOTO TIOKA3aTeNsl Ka4eCTBa
JKU3HU WJIM KOCTHOW TKAaHU HIKE TMPEIBAPUTENIbHO OIPENEIEHHOrO ITOpOora METPHYECKOro
NOKa3aTessl U BBEIEHUE 10 MeHbIIeH Mepe ogHoH 1036l SALP cyObekTy Ha BTOpOii ase nedeHus
pekuma nedeHust. JIFoOyro U3 ONMUCAHHBIX BBILIE CTAJAUH MOYKHO TIOBTOPSITh OIMH HJIK HECKOJIBKO
pas3, TaKk 4TO PEXKUM JICUSHHUST BKITFOUAET MHOXKECTBO (ha3 JIedeHUst U/ Ui Oe3 JICUeHUsI.

Hapymenue MuHepanmuzanyu KOCTHOW TKAaHU MOXET MPenCcTaBisiTh coOol nmedwuumt
menovyHol ¢ocdaraspl, Takoi kak runodocdarasus (HPP). HPP moxer npencraBisite coboi
HPP ¢ HavanoM B I0OHOIIECKOM Bo3pacTe. Y CyObEeKTa MOXKET He ObITh paHee JUarHOCTHPOBAHHOM
HPP wmn moxer He ObiTh quarHoctupoBana HPP no B3pocnoro Bozpacta. CyOBpeKkT MOXKET OBITH
MHTaKTHBIM (Hampumep, eMy panee He BBoAMIN SALP).

B npyrom acnekrte mpenycMOTpeH CHOCOO JIeYeHHs! aTUITHYHOTO IHepesioMa OeqpeHHOI



koctu (AFF) y cyObekra-denoBeka, BKIFOYAIOIINNA Ha3HAYCHHE CYyOBEKTy peXuMa JICUEHUS,
MPEeNyCMaTPUBAOIIETO MO MeHblIel Mepe oaHy 103y SALP. SALP M0OXHO BBOAUTH B KOJIUYECTBE
U B T€UCHHE BPEMEHH, KOTOpPbIE SIBJISTFOTCS JOCTATOYHBIMH JJIsi BoccTaHOBJIeHus nocie AFF. YV
CyOBEKTa MOXET HAONIOAAaThCs YPOBEHb IO MeEHbIIEH Mepe OHOrO OHOXUMHYECKOTrO,
(U3NIECKOro METPUUYECKOro IOKA3aTelNs, METPUYECKOro MOKa3aTessl KadecTBa JKU3HU WU
KOCTHOM TKaHH, KOTOPBIH MMO3BOJISIET ONPENeINTh CyObeKTa KaK Hykaromerocs B jeueHun AFF.
Criocob MOKeT OTIONTHUTENBHO BKIIFOUATh HAOMOIeHHE CyObEeKTa BO BPEMsI PesKUMa JICUEHHs Ha
npeaMeT U3MEHEHUH 10 MeHbIIeH Mepe OTHOr0 OMOXMMUYECKOro, (U3NIECKOr0 METPUIECKOTO
NOKa3aTessl, METPHUUECKOro MOKa3aTessl KadecTBa JKU3HU WM KOCTHOHM TkaHH. Croco0 Moxer
JOTIOTHUTEIbHO BKJIIOYATh BBISBJICHHUE YJIYUIIEHH 110 MEHbLIEH Mepe OJHOr0o OMOXUMHUYECKOTO,
(U3NYECKOr0 METPUUYECKOro IOKa3aTelNs, METPUYECKOro IOKa3aTessl KadecTBa JKU3HU WU
KOCTHOM TKaHU BbILIE NPEABAPUTENIBHO OINPENEICHHOrO MOpora METPHUUECKOro IoKa3aTens U
BXOX/I€HHUE B (pa3y Oe3 JeueHus peskuma JeUeHNs1, BO BpeMsl KOTOpoH cyObekTy He BBOIAT SALP.
VY cyOpekTa MOKeT ObITh HapylleHHe MHHEpAIU3alii KOCTHOW TKaHM (Hampumep, AepHUIUT
menoyHoit (¢ocdaraszpl, Hanpumep, HPP). AnbrepHaTuBHO, y CcyObeKTa MOXKET HE OBITh
HapyILIEHUs MUHEepaIU3alui KOCTHOH Tkanu (Hanpumep, HPP) wnu y Hero moxer He ObITh paHee
AVarHOCTUpOBaHHOrO Hapyuenus. HPP moxer mpencrasmsate coboii HPP ¢ wHauamom B
IOHOLIECKOM BO3pacTe. B HEKOTOpPBIX BapHaHTaX OCYINECTBIEHUS Yy CyOBEKTa MOXKET He OBITh
nuarHoctuposanHoii HPP no B3pocnoro Bospacta. B HEKOTOpPBIX BapuaHTax OCYLIECTBJICHUS
CyOBEKTy paHee BBOAMJIHM WJIH B HACTOSIIEE BpeMsi BBOIST OucdocgoHar.

B HekoTOpBIX BapuaHTaX OCYLIECTBIEHHs InenouHas ¢ocdarasa mpencrasisier coOoit
TKaHeHecen(pUIECKYI0 IMENOYHY0 ¢ocdarasy, IUALEHTApHYO IejJouHy ¢docdaTasy,
KHIIEYHYIO IIeJ04uHy0 (hocdaTasy, CKOHCTPYHUPOBAHHYIO IIETOYHYIO (ocdaTasy, CIUThIH OENOK,
BKJIIOUAIOIU  (pparMeHT 1menodHoi Qocdaraspl, WM XUMEPHYH IIeNouHyr ¢ocdarasy.
Menoynass  ¢ocdaraza MOKET  BKIOYATh  AMHUHOKHCIOTHYIO  IOCIENOBATEIbHOCTD,
XapakTepu3yoIycs 1o MeHbinedn mepe 90%, 95%, 97% wumm 99% HIEHTHYHOCTBIO
MOCJIeI0BATENbHOCTH ¢ mocienoBatenbHocThio o SEQ ID NO: 1. Hanpumep, menouyHas
¢docdaraza MOKeT BKIIOUATh HITH COCTOSITh U3 aMHUHOKHUCIIOTHOM mocyienoBaTesibHoCcTH o SEQ
ID NO: 1.

buoxuMuueckuii METPUYECKUN MOKas3aTeslb, KOTOPBIM MOXKHO NPUMEHSTb IJIA
HaOJrOIeHUsT CyOBEKTa, MOKHO BBIOPATh M3 TPYIIIBL, COCTOSIIEH M3 YPOBHEH B IIa3Me KPOBHU
nupodocdara (PPi), mupunokcun-5'-pochara (PLP), pochostanonamunra (PEA) u menounoi
docdaraszel (ALP) wnm ux koMOMHALIAN.

Merpuueckuii mokaszaTeab KaueCTBa JKWU3HHM, KOTOPbIH MOXHO NPUMEHATh JiA
HaONrOIeHUsT CyOBEeKTa, MOJKHO BBIOPATh W3 TPYMIBI, COCTOSALICH M3 MSATHIIAPAMETPUIECKOTO
onpocHuka EuroQol (EQ-5D), ompocnoro nucra cocrosiHusi 310poBbsi pedenka (CHAQ),
UHCTPyMeHTa sl cOopa maHHbIX O pesysbprarax y aereil (PODCI), nanexca oneHku oOmero
cocTosiHUSA 310poBbs pedeHka -9D (CHU-9D), nHCTpYMEHTAIbHON MIKAJIBI IJIs1 OLIEHKH Ka4eCTBa
xm3HU y aered (PedsQL), mkansl onenkn ¢yHKiuid HwkHMX KoHeuHocteil (LEFS), kpatkoii

¢dbopMmbl onpocHUKa cocTostHUS 310poBbst 36 (SF-36) m kpaTkoii (OopMBI ONPOCHUKA COCTOSTHHUS



3n0poBbst 12 (SF-12) wu nx koMOWHALIAH.

Ou3nyecKuil METPUUYECKUN MOKA3aTelb, KOTOPBIA MOXKHO MPUMEHSITh I HAOJFOACHHS
CyOBEKTa, MOYKHO BBIOPATh U3 IPYMIIBL, COCTOSINEH U3 TeCTa MECTUMHHYTHOH X006 (6(MWT),
TECTa JABUraTesbHbIX HaBbIKOB bpymHnHkca-O3epenkoro 2-ro m3nanus (BOT-2), mkans! beiinu
IUI OLIEHKW Pa3BHUTHUSl MIIAJICHLIEB M AeTel NOIIKOJBbHOro Bo3pacta 3-ro m3manus (BSID-III),
IIKaJbl OLEHKH MBILIEYHONW CHJIBI, TecTa Ha py4yHoMm auHamomerpe (HHD), mkan oueHku
motopHoro passutusi Peabody 2-ro m3manust (PDMS-2), aHanu3a moxonku, KpaTkoi Oarapen
TecToB ¢usndeckoro pynkunonuposanus (SPPB) u Bpemennoro tecra "Bcranp u uau" (TUG)
i ux komOuHarmu. SPPB MoxeT BKIIFOYaTh TECT MOBTOPHOI'O BCTABAHUS CO CTYJIA.

Du3ruecKuil METPUYECKUH ITOKA3aTEIb MOKHO KOHTPOJIUPOBATH C IOMOLIBIO HATEJIBHOIO
YCTPOWCTBA, TAKOTO KAaK HATEJbHOE YCTPOHCTBO, KOTOPOE BKIIKOYAET B CeOsl akKCenepoMerp.
HarenbHoe yCTpOHCTBO MOXKET OBbITh BBITIOJHEHO C BO3MOKHOCTBIO HOLIIEHHSI Ha pyKe (Harpumep,
3aIsCThe), HOre WIH TyJIOBHIIE CyObekTa. HaTenbHOe yCTpOHCTBO MOKET OTCIIEKUBATH OHO WIIH
HECKOJIbKO OMOMeTpHYecKHX TMokasaHuii cyOwekrta. Hampumep, Onomerpuueckue MOKa3aHUsI
MOKHO BBIOpATh M3 YHCIIA [IATOB B IEHb, CPEAHEH 4aCTOTHI CEPACYHBIX COKPAIEHNH, HAUBBICIIEH
YaCTOThI CEPIIEYHBIX COKPAIUEHHH, YMUCIOBOIO 3HAYEHHs] KOJMMUYECTBA (PH3MYECKOIl aKTUBHOCTH,
CpPEIHEero KOJMYECTBA BPEMEHH, IPOBEJEHHOIO HA pPAa3JIMYHBIX YPOBHSAX AaKTHBHOCTH,
COOTHOILIEHUS] PA3JIMYHbIX YPOBHEH AKTUBHOCTH, MPONOJIKUTEIBHOCTU PAa3IMYHBIX YPOBHEH
AKTHBHOCTH U TIPOJOJDKUTENIBHOCTH OOINEro BPeMEHH CHA. Pa3nuuHble YPOBHH aKTHMBHOCTH
MOXXHO BBIOpPAaTh W3 MAJIONOABIIKHOTO, JIETKOTO, YMEPEHHOrO M 3HeprudHoro. dusndeckue
METPUYECKHE MOKa3aTeIM MOKHO KOHTPOJHPOBATh C MPUMEHEHHEM HATEJIbHOTO yCTPOWCTBA B
TEYEeHHE TIePUOAA, COCTABIIIIOLIETO MO MEHbIIEH Mepe NIBe Henesb (Harmpumep, BO BpeMs (a3bl
JIeYeHHs, WK BO BpeMst (asbl Oe3 JiedeHus1, M BO BpeMsi o0enx (as).

Bo Bpemst da3er 6e3 neueHus cyObekTy MOXXHO He BBOAUTH SALP B Teuenue mepuona,
COCTABJISIFOLLErO IO MEHBLIEH Mepe 1 MecsL, HalpuMep, IO MEHbLIEH Mepe 6 MeCsLEB, HAIIPUMED,
110 MeHblIeH Mepe | roa unu gonslue.

Bo Bpemsi dasbl sneuenuss SALP MOXXHO BBOOUTH B JO3UPOBKE, COCTABISIFOINEH OT
npubau3uTenbHo 1 mr/kr/Henenss 1o npuOIM3UTENbHO 12 Mr/kr/Henmenst (Hampumep, OT
NpUONU3UTENILHO 2  MI/KI/Henenss 100 NPUONUSUTENbHO 9 MI/KI/Hemens, Hampumep, OT
npubIu3uTeNbHO 2,5 MI/KI/Henenss 00 mNpuONM3UTENbHO 6 MI/KI/Henens1). B HeKoTopbIx
BapHaHTax ocCyIuecTBieHUs: SALP BBOAST B IO3UPOBKE, COCTABISIOMICH MPHONMU3HTENBHO 2,6
Mr/Kr/Henens, 3,6 Mr/Kr/Henens Wik NpUOTH3UTENIbHO 6 MI/KT/Henes.

o3y sALP M0:XHO CKOppeKTHpOBaTh B Xoze jeueHus. Hanmpumep, SALP MOXHO BBOIUTH
B IO3UPOBKE, COCTABJISIFOLICH MPUOIU3UTENBHO 6 MI/KI/HEAENs, U 3aT€M CHU3UTh JTO3UPOBKY 10
3HAYEHHsI, COCTABISIFOINErO MPHOIM3UTENbHO 3,6 MI/Kr B Hememo. Hampuwmep, sALP moxxHO
BBOIUTb B JO3MPOBKE, COCTABISIOIIEH MNPHONM3UTENbHO O MI/KI/HENEN0 B TEYCHUE
npubnusnuTenbHo 12 Hemenb, W 3aT€M CHHU3UTH AO3MPOBKY A0 3HAUEHUs, COCTABISIFOINETrO
NpUOIU3UTENBHO 3,6 MI/KI/HEEN0, B TeUeHNE TPUOIU3UTENBHO 24 Hefenb.

OmnwuceiBaeMble B JaHHOM IOKYMEHTE CIOCOOBI MOKHO NPHUMEHAThH Ui JIUEHUS] WU

CHI)KCHUsI pHCKa TMepenomMa Kocth y cyOwbekra. Hampumep, cnoco® MokeT NpUBECTH K



YBEJIMYECHUIO PereHepalii KOCTHOW TKAHH, YTO MPUBEAET K 00OPa30BaHHUIO HOBOW KOCTHOM TKaHH
B KOHTPOJIBHOM TOYKE Y CyOBEKTa 10 CPABHEHHIO C KOHTPOJIBHON TOUKOH y CyOBEKTa 10 JICUSHHUSI.
VBenudeHne pereHepanuyd KOCTHOW TKAaHHM MOXKET TIPENCTaBiATh COOOH  yBeIHUYeHHE
HETPO3PAaYHOCTH.  YBEIIMYEHHE  HENMPO3PAaYHOCTH MOXKHO  ONPENeINTh C€  MOMOIIBIO
pentrenorpaduu mnn xommeroTepHoit Tomorpadguu (CT). YeennueHune pereHeparu KOCTHOU
TKaHU MOXKET MPOUCXOIUTD MEXKTY ABYMS YaCTSIMUA KOCTH, KOTOpast ObUTH pa3ziesieHa IepeioMOM.
Croco® MOXXeT NpUBECTH K CpPeAHEMY HW3MEHEHHWI0 MHMHEPAIbHOH IIJIOTHOCTH KOCTH B
KOHTPOJIbHOM TOUKE, KOTOPOE He MOAAAaeTCs BhIsABIEHUIO K He npesblinaeT 0,01% uepes Bocemb
MmecsiieB rocie BBeneHus SALP 1o cpaBHEHMIO C MUHEpAJIbHOW IUJIOTHOCTBIO KOCTH B
KOHTPOJIbHOH TOUKE Y CyOBEKTa 10 JIEISHHUSI.

B HeKOTOpBIX BapHaHTax OCYIIECTBJIEHHUsS CIOCOO IOMOJHHUTENBHO BKJIOYAET JICUCHUE
CyOBEKTa C IOMOIIBIO XUPYPrUYECKOrO BMEIIATENbCTBA. XUPYPrudecKOe BMEIATEIbCTBO MOXKET
BKJIFOYATh OJTHO MJIM HECKOJIBKO U3 apTpOe3a, yAaJIeHHs: KOCTH, YCTAHOBKU MaTepHalia KOCTHOTO
TPAHCIUTAHTaTa M YCTAHOBKH METAJUIOKOHCTPYKLUH (HAaNpUMep, BUHTA, CTEPKHs, IUIACTHHBI,
METaJJIMYECKOro KapKaca, rBO3/s, ITH(TA WK Taiiki). XUpyprudeckoe BMEeIaTeIbCTBO MOXKHO
BBIOpaTh W3 IPYIIIbI, COCTOSILIEH M3 apTPOCKOIUH KOJIEHA, Ijie4a, Oepa, JIOABIKKH, JIOKTS WIH
3aIsCThsl, EPEeIoMa M MEHHCKIKTOMHH, apTPOCKOIHMU U JIEKOMITPECCHHU IuIeda, OCBOOOKICHUS
3aIICTHOrO KaHaJsa, apTPOCKOMMU M XOHAPOIUIACTUKU KOJIEHHOTO CYCTaBa, YJAAJEHUs] OIIOPHOTO
UMIUIAHTATa, APTPOCKONUK KOJIEHHOTO CyCTaBa U PEKOHCTPYKLHUH NEpeaHed KpecTooOpasHoi
CBSI3KH, 3aMEHbl KOJIEHHOTO CyCTaBa, BOCCTAaHOBJICHHMs IIOCJIEe IepenoMa Iuneiiku Oenpa,
BOCCTaHOBJICHUsI TOcNie atunu4yHoro mnepenoma Oenpa (AFF), BoccraHOBiIeHMs —mocne
BEPTENIbHOTO TiepeioMa, A1eOpUAMEHTa KO/ MBILIIBI/KOCTH/TIEPeIoMa, BOCCTAHOBJIEHHUST OTHOTO
W 000X MEHHCKOB TIOCIEe apTPOCKONUHU KOJICHHOTO CyCTaBa, 3aMeHa Ta300eIpEeHHOr0 CyCTaBa,
APTPOCKONHHU TIIeHa/pe3eKLnsl AUCTAIbHOTO OT/AENa KIIOYHIIbl, BOCCTAHOBJICHHUS CYXOXKHUITUS
POTaTOPHOIM MAaHKETHI IJIeUa, BOCCTAHOBIIEHHSI TIOCTIE TIEpEioMa JIy4eBOI MIIM JIOKTEBOW KOCTH,
JJAMMHAKTOMUH, BOCCTAHOBJIEHUSI TIOCJIE TIEpeJioMa JIOABDKKH (ABYJIOABDKEYHOrO THIIA),
apTPOCKONHMU W JAeOpHAMEHTa IUleYa, CHOHAMIONE3a MOSCHUYHOTO OTAea TMO3BOHOYHHUKA,
BOCCTAHOBJIEHUs] IIOCJIE€ II€pesioMa AUCTAIbHOM 4YacTH JIy4€BOM KOCTH, XHUPYpPruu
MEKITO3BOHKOBOTO JIMCKa B HIDKHEH YacCTH CIIMHBL, PACcCEYCHUs CYXOKWJIBHOTO BIIAralvINa
naJibla, BOCCTAHOBJICHHUS TOCHIE TEPesIoMa JIOAbDKKU (Mano0epLoBOi KOCTH), BOCCTAHOBJICHHUS
nocJie nepesaoMa Tena OeIpeHHON KOCTH U BOCCTAHOBJIEHUS ITOCIIE BEPTEIBHOTO MEPEoMa.

SALP MOXHO BBOIMTBH pa3 B J€Hb, Pa3 B HEAEIIO, pa3 B JABE HEIENU WIH pa3 B MECSI]
(Hampumep, Bo Bpemsi (a3wl euenus1). Hampumep, SALP MO3kHO BBOJIUTH JIBa pasa B HEAEIIO, TPU
pasa B HEZIEJIIO, YeThIPEe Pas3a B HEAEIIIO, IITh Pa3 B HENE0, LIIECTh Pa3 B HENEIIO HITH CEMb Pas B
Henemo. B Bpemst mepuona sedenuss SALP MOXXHO BBOIWUTH B TEUEHHE IMEPHONA JICUCHHS,
COCTABJISIFOLLIETO 110 MEHbLIEH Mepe OAWH MECsSI, MO0 MEHbIIEH Mepe JBa MecsIa, M0 MEHbIIeH
Mepe TPU MecsLa, 10 MEHbIIEH Mepe YeThIpe Mecsla, MO0 MEHbIIEH Mepe IMATh MECSLEB, 10
MEHBIIEH Mepe IIECTb MECALEB, IO MEHBbIIEH Mepe CeMb MECALEB, [0 MEHbIIEH Mepe BOCEMb
MECSILIEB, 10 MEHbIIEH Mepe JEBITh MECSLEB, [0 MEHbIIEH Mepe NEeCsTh MECSIEB, 10 MEHbIIEH

mepe 11 mecses, mo MeHbIneit mMepe 12 MmecsieB wiau gosbine. [lepuon Oe3 NedeHHs] MOKET



IJIATHCS MO MEHBLIEH Mepe OJIMH MeCsL], [0 MEHBbLIEH Mepe 1Ba MeCsila, 10 MEHbIIEH Mepe TpU
MECsALA, 10 MEHbIIEH Mepe YeThIPE MECsILA, [0 MEHBIIEH Mepe MSATh MECALIEB, 10 MEHbIIEH Mepe
LIECTb MECSLIEB, MO MEHbIIEH Mepe CeMb MECSLEB, [0 MEHbIIeH Mepe BOCEMb MECALEB, IO
MEHBIIEH Mepe NEBITb MECALEB, IO MEHbIIEH Mepe NeCATb MECSLEB, N0 MeHblued mepe 11
MECSALEB, 10 MEHbLIEH Mepe 12 MecsLeB WK AOJbLIE.

SALP mosxeT ObITh cOCTaBIeHa B (papMalieBTUYECKOH KOMIIO3HMIIUHU 110 MEHBIIEH Mepe ¢
OIHUM (papMaLeBTUYECKU MPUEMIIEMbIM HocuTeneM. PapMalieBTHUECKH PUEMIIEMBIH HOCHUTEIb
MOJKET BKJIOUaTh COJEeBOH pactBop. Hampumep, QapmaneBTHdeckd NpUEMIIEMbIH HOCHUTENb
MOJKET BKJIIOUaTh XJIOpUA HaTpus U ¢ocdar Hatpus, (Hanpumep, 150 MM xnopuna Hatpus u 25
MM docdara Hatpust). PapManeBTUYECKYI0 KOMIO3HIMIO MOXKHO BBOIUTH IOJKOXKHO,
BHYTPUMBIIIEYHO, BHYTPUBEHHO, MEpPOPAJbHO, HA3aJbHO, MOABA3BIYHO, MHTPATEKAJIbHO WU
BHY TPUKOXHO.

B HEKOTOpBIX BapHaHTaxX OCYINECTBJIEHHUS OMUCHIBAEMBIX B JAHHOM JJOKyMEHTE CIIOCOOO0B
crnoco0 MPUBOAUT K CPEAHEMY YBEIHUYEHHIO Oajuia CKOpOCTH Oera M JIOBKOCTH B Oajjiax B TECTe
IBHUraTeIbHBIX HaBBIKOB bpynnunkca-O3epenxoro 2-ro uznanus (BOT-2) no npubnusurensHo 9
wnu Gosee ueM npubnmsutensHO 9. Menuannelid oOmmii 6amt no ckopoctu Gera U JIOBKOCTH B
BOT-2 y cyObekTa MOXKHO ONpenenuTh OTHOCUTENBHO MEIUaHHOrO o01mero 6aia mo CKopocTu
bera u noBkoct B BOT-2 y He mnoxseprasiuerocsi jedeHuro cyobekra ¢ HPP. OOmwit
MenuanbHbIi Oamn ckopoctu Gera u joBkoctd B BOT-2 y cyObekTa MOXKHO ONpeeNuTh 1O
pe3ysibTaTaM H3MepeHHH, BbIOPAHHBIX M3 TPYMIbL, COCTOSIIEH W3 MepelaruBaHus dYepes
rMMHACTUYECKOe OpeBHO, 4YeTHOYHOro Oera, OOKOBOrO MpbDKKA Ha JBYX HOrax u OOKOBOIO
NpbDKKa Ha ofgHOW Hore. Crmoco® MOKET MPUBECTH K CPEeIHEMY YBEIUYEHHUIO Oajuia Mo Cuiie B
BOT-2 no npubnusurenbho 18 mnu Oonee yem npudamsurensro 18. MeauanHbii oOmmii 6asut no
cmiie B BOT-2 y cyObekTa MOKHO ONPEIeIUTh OTHOCUTEIBHO METUAHHOTO 00I1ero 0asia o cuie
B BOT-2 y He nonseprasiuerocs seuenuro cyobekra ¢ HPP. Menuannblit oOuuii 6at mo cuie B
BOT-2 y cyObekTa MOXKHO OMPENeTUTh OTHOCUTEIBHO MEIMAHHOTO O0Iero 0ajia mo cuie B
BOT-2 y 3nopoBoro cydbekra. O0muii Mmenuaabhbiii 6amt no cuiie B BOT-2 y cyObekTa MOXKHO
OTPENEeNHTB IO Pe3yJIbTaTaM U3MEPEHUI, BBIOPAHHBIX M3 FPYTIIbI, COCTOSIIEH U3 IPUCeNaHui, V-
00pa3HbIX CKPy4YHBaHUI Jie)Ka, IPBDKKA B JUTHHY C MECTa, MPUCEIAHHS Y CTEHbI M OT’)KUMAaHHH.

B HEKOTOPBIX BapHaHTaxX OCYINECTBJICHHUS OMUCHIBAEMBIX B JAHHOM JJOKYMEHTE CIIOCOOOB
CHOCO0 MOJKET MPUBECTH K YJIYUIIEHHIO CIOCOOHOCTH XOAHTD MO CPABHEHHIO CO CITOCOOHOCTHIO
XOOUTh y CYyOBEKTa, BBIOPAHHOTO W3 TPYNIMbI, COCTOSINEH W3 300POBOrO CyOBEKTa U He
noaBeprasiuerocsi yedeHuro cyonekra ¢ HPP. Hanpumep, y cyOBeKkTa MOXKET yBEJIUYHTHCS
CpeaHee KOJIMUECTBO €xXeAHeBHbIX maros Ha 100, 200, 300, 400, 500, 1000, 2000, 3000, 4000,
5000, 6000, 7000, 8000, 9000, 10000 wnu Gombiie B neHb. CyOBeKT MOKET JEMOHCTPHPOBATH
YMEHBIICHHYI0 3aBUCUMOCTh OT BCIIOMOTATEJIbHOTO YCTPOHCTBA ISl IEPEIBIKEHUS (HAIIpuMep,
Kpeca-KOJSICKH, (PUKCUPYIOIIHX YCTPOHCTB, KOCTBUIEH WIJIM OPTOTIEANYECKHX arIapaToB) MOCe
BBesieHus SALP.

OmnwuceiBaeMble B JAHHOM JIOKYMEHTE CITIOCOOBI MOTYT IMPUBECTH K CPEJHEMY YMEHBLICHUIO

KOHLIEHTpalun Heopranmdeckoro nupogocdara (PP1) B obpasue mmazMel KpoBU OT CyOBeKTa



OTHOCHTEJIbHO 3Ha4YeHUi KoHIeHTpauuu PPi B 0Opasie mia3Mbl KPOBU OT HE MOJBEPraBIIEroCs
neuennto cyobekra ¢ HPP. Crioco® mMoeT mpuBeCTH K CpeqHEMY YMEHBUIEHHIO KOHLEHTPALH
nupunokcais-S'-¢pochara (PLP) B oOpasiie mina3mel KpOBU OT CyOBEKTa OTHOCUTENILHO 3HAYSHUI
kKoHueHTpauun PLP B oOpasiie ma3Mbl KpOBU OT He OABEPraBIIerocs jedeHuro cyorvekra ¢ HPP.
Cnoco0 MOKeT MPUBECTH K CPEeIHEMY YBEJIHYCHUI0 KOHLEHTPALWH MEI0YHON (ocdaTa3bl B
oOpasne IiIa3sMbl KPOBH OT CYyOBEKTAa OTHOCHUTEJIbHO KOHIIEHTPAaLMHU INeJOYHOH (ocdarassl B
oOpas1e ria3Mbl KPOBH OT He MOAABEPraBLIerocs jJeueHnto cyorekra ¢ HPP.

B npyrom acniekTe B HacTOsIIIEM H300PETEHUH MPEy CMOTPEH HAOOP, KOTOPBIN BKIIOYAET
HaTeabHOE ycTpoiicTBO U SALP. HatenpHOe yCTpOWCTBO MOXKET BKJIKOUATh AKCEJIEPOMETD.
HartenbHoe yCTpOMCTBO MOXKET OBITh BBINOJHEHO C BO3MOXKHOCTBIO HOIIEHUS HA 3aIsICThe
cyobekra. Habop MOXeT NOMONHUTENPHO BKIOYATh nepudepuitHoe yCTPONUCTBO (HampuMep,
cmaptdon). Ilepudepuitnoe ycTpoHCTBO MOXKET OBITH BBINOJHEHO C BO3MOXHOCTBIO 3aIyCKa
IPOTPaMMHOIO TNPHJIOKEHHs (HanmpuMep, MOOMJIBHOTO TNMPHJIOKEHHs, HANpUMeEp, MPUIIOKEHUsS
11t cMapTQoHa).

B npyrom acmekte B HacTosiieM H300pETEHHUH MPENYyCMOTPEH CIOCO0 HaOIOIEHHUS
pexumMa JedeHus: nocpenctsoM SALP y cyObekTa myTeM BbIABICHUS U3MEHEHHs 10 MEHbIIeH
Mepe OJHOrO (PU3NUECKOro METPUUECKOTO MOKa3aTesi Ha OCHOBE OMOMETPUYECKUX MMOKAa3aHUH,
HOJTyYEHHBIX C TOMOIIBIO HATEILHOTO yCTPOIicTBA. BuoMerpuueckue noka3aHus MOXKHO BbIOPATh
U3 KOJIMYECTBa LIaroB B J€Hb, CPETHEH YaCTOThI CEPAEUHbIX COKpAIEHUH, HAUBbICLIEH YaCTOThI
CepAEeYHBIX COKPAIIEHHUH, YUCIOBOTO 3HAYSHHST KOJUUECTBA (PU3NIECKON aKTUBHOCTH, CPEIHETO
KOJIMYeCTBA BPEMEHHM, IMPOBEACHHOTO HA PA3JIMYHBbIX YPOBHSIX AKTHMBHOCTH, COOTHOLICHHS
Pa3NIUYHBIX YPOBHEW AKTUBHOCTH, MPOJOJUKUTENIbHOCTH PA3JIMYHBIX YPOBHEH AKTHUBHOCTH U
NPONOJIKUTEIPHOCTH O0IIEer0 BpeMEeHU CHA. Pa3inyHble YPOBHU aKTHBHOCTH MOKHO BBIOpATh U3
MAJIOTIOABIKHOTO, JIETKOTO, YMEPEHHOTO U SHEPTruiHOro. Pu3nyeckue MeTpuiecKue mokasaTesin
MOKHO KOHTPOJIUPOBaTh C MPHMEHEHHEM HATEeJIbHOTO YCTPOMCTBA B TEYEHHE IEPHOJA,
COCTABJISIFOIIETO N0 MEHBIIEH Mepe Be Helenb (Harmpumep, BO BpeMsi (a3bl JICYCHHUS, WIH BO
Bpemsi (asbl Oe3 JiedeHus1, Wi BO BpeMst o0eux das).

B HekoTOpbIX BapuaHTaX OCYINECTBJICHHUS JEOOOrO M3 BBIMIEYKA3aHHBIX ACIEKTOB JO3Y
ONpPENeNsIoT Ha OCHOBE (DaKTUUECKOrO Beca Tena cyObekTa. B HEKOTOpBIX BapuUaHTax
OCYILECTBJICHUsI TFOOOTO U3 BBILIEYKA3aHHBIX ACTIEKTOB 03y ONPENENSIIOT Ha OCHOBE HAECATBHOTO
Beca Tella CyOheKTa.

OmnpeneneHus

Tepmun B opMe €IUHCTBEHHOTO M MHOKECTBEHHOT'O YHCIIA MPECTABISET COOOH OHO
KOHKPETHOE CYIIECTBUTEIBHOE MM HECKOJIBKO KOHKPETHBIX CYIIEeCTBUTENbHBIX. Hampuwmep,
¢dpasza "KieTka MIEKOMHUTAIOMEr0" O3HaYaeT "OHY WJIN HECKOJIBKO KJIETOK MJICKOHUTAIOIIETO"

Tepmun "mpubnusutenpHo" o3HadaeT +10% ot yka3zaHHOro 3Ha4deHus. [lonpa3symeBaror,
YTO BCE PE3YJbTAThl M3MEPEHUH, NMPEACTABICHHbIE B JAHHOM IOKYMEHTE, MOAU(PHUIMPOBAHBI
TEPMHUHOM "TIPUOIM3UTENBHO", HE3aBUCUMO OT TOTO, IPUMEHSIIOT JIW JAHHBI TEPMHUH B MPSIMOM
(bopMe 1IN HET, eCJIU SIBHO HE YKa3aHO WHOE.

Tepmun "acdoraza anbda" (STRENSIQ®, Alexion Pharmaceuticals, Inc., Bocrom,



Maccadycerc) OTHOCUTCSI K YeJIOBEYeCKOMYy peKoMOMHaHTHOMY ciutomy Oenky TNALP-Fc-
JeKa-acrapTaTy, MOJyYeHHOMY € IIOMOIIBIO TexHooruu pekomouHanTHoi JIHK ¢ npuMmeneHuem
KYJIbTYPBl KJIETOK MJIEKOIUTAIOIINX, MPEACTABISIOMEH COOOW KIETKH SIMYHUKA KHUTaHCKOTro
xomsiuka (CHO). Acdotasza anbda npeacrapisieT coOoil paCTBOPUMBIN CIUTHINA TITUKOMPOTEHH,
COCTOALIUN U3 2 WACHTUYHBIX NOJUNENTUAHBIX Leneil. Kaxaas nonunentuaHas nenb COAEP>KUT
karagurnueckuil nomeH yenosedeckoit TNALP (Swiss-Prot, P05186), Fc-nomen denoBeueckoro
IgG1 (Swiss-Prot, PO1857) (myst obnerdeHust OUMCTKY) U I€KaacapTaTHBIN MENTHUAHBINA JOMEH,
NpUMEHSIeMbIN ISl HalleJMBaHUS Ha KOCTHYIO TKaHb. llocienoBarenpHOCTh acorassl anbga
uznoxkeHa nog SEQ ID NO: 1. /Ise nonunenTuHble LENU COeUHEHBI ABYMsI MEKLIENIOUEUHBIMU
aucynbQUIHBIMU CBS3IMHU B IIAPHUPHOH oOnactu. AcdoTasa anbha MOXKET SIKCIIPECCUPOBATHCS
B CKOHCTpyupoBaHHOH nuHMM kierok CHO, koropas coxpaHseT >HIOTeHHbIE (OJIIUHT,
COPTHUPOBKY, 00pa3oBaHMe AUCYIbPUAHBIX MOCTUKOB U N-INIHKO3UIMPOBAHUE.

TepmuH "pyHKIMOHATBHAS €IMHULIA, O0ECTIEUNBAIOINAs HALIEIMBAHIE HA KOCTHYIO TKaHb"
03Ha4aeT AMUHOKHUCJIOTHYIO MTOCIEA0BATEIbHOCTD ITIMHOM 110 MEHbLIEH Mepe 3 aMUHOKUCIOTHBIX
OCTaTKa, XapaKTepU3YIOLIYIOCsS NOCTATOYHOH ap(PUHHOCTBIO K KOCTHOMY MAaTPHUKCY, TAaKOH 4TO
B3ATas1 OTAENBHO (PyHKIIMOHANbHAS €MUHHLA, 00€CIIEYHBAIOIIAsl HALIEIMBAHUE HA KOCTHYIO TKaHb,
obnanaeT apPUHHOCTBIO CBSI3BIBAHUS C KOCTHBIM MAaTPHKCOM /i1 VivVO, KOTOpasi COCTAaBILIET IO
MeHbIlel Mepe nmpubau3uTenbHo 1x10° M, wnu siBisieTcst jydineil (Hampumep, COCTaBISIET
npubmusurensHo 10 M, npubnusurensro 107 M, npubmusutensHo 10-8 M, npubausurensro 10
O M WM SBJIAETCS JTydIeii).

Tepmun "HapyuieHHEe MUHEpaIU3aLUN KOCTHOW TKAHU" OTHOCUTCS K 3a00JEBAHUIO WU
COCTOSIHUIO, KOTOpPO€ BJHMsIeT HAa HOPMAJbHYI0 MUHEPaNU3aLMI0 KOCTHOM  TKaHU.
HNnmocTpaTUBHBIMU HapyIIEHUSIMA MUHEPAJIH3alui KOCTHOH TKanu siBJisitoTest HPP (Hampumep,
nepuHaranbHass HPP, mnanenueckass HPP, nerckass HPP u omonrorunodocdarasus), HPP-
nonobHoe  3aboseBanue, ornokeHue mmpodochara  kampius (CPPD),  cemeiinas
runoocaremMusi, mepeNIOM  KOCTH,  OCTEONOPO3,  CKJIEPOCTE03,  XOHAPOKAIBLIHO3,
Tpaxeobponxomassinms, HeiipoguOpomaroz 1 (NF1) u kpaHnocuHoctos3. U3 ypoOBHS TEXHHKH
M3BECTHBI ApPyTHE€ HapyLIeHUs] MUHepaju3aluu KOCTHOW TkaHu. HapylueHue MuHepamu3alnuu
KOCTHOW TKaHHM MOJKET BO3HUKAThb B CBSI3HM C HECHOCOOHOCTBEO MHHEpPAJM30BATh KOCTHBIN
MAaTPUKC, HANpUMep, BCIENCTBHE TMOBBIIIEHHBIX KOHIEeHTpauuii cyOctpata TNALP,
npencrassironiero coboii PPi.

Tepmunbl "KpaTkuil ONpPOCHUK IJisi OLEHKU BBIPAXKEHHOCTH OOJIEBOrO CHHIpOMA -
cokpamenHas Gopma" u "BPI-SF", mpuMmeHsieMble B JaHHOM JOKYMEHTE B3aUMO3aMEHSIEMO,
OTHOCATCSL K croco0y m3MepeHHus OONM y MAIMeHTa, B YaCTHOCTH, MALMEHTa C HapyLICHHEM
MUHEpaTU3allid KOCTHOHW TKaHW, TakuM Kkak HPP (Hampumep, NalMeHTOB BO3PacTOM
npubmmsuTenbHo 13 ner wiu crapiue). BPI-SF npencrasisier cooii CpencTBO st CAMOOIICHKH
6o, onncanHoe B padore Cleeland & Ryan (4nn Acad Med Singapore, 23(2), 129-138; 1994),
KOTOpasi BKJIIOUEHA B JaHHBINH JOKYMEHT IOCPENCTBOM CChUIKU BO Bcell cBoell nonHore. BPI-SF
NpeACTaBisieT COO0H ONPOCHUK, pa3pabOTaHHBIN ISt OLIEHKH CTENEeHH TSKECTH 00NN U BIMSHUS

6omm Ha moBcenHeBHble (yHKIMH. BPI-SF cocront n3 11 mMyHKTOB, B KOTOPBIX HCIOJIB3YETCS
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YHCIIOBAsI OLICHOYHAS IIKaJa JIsl OLIEHKU CTETIEHH TsDKECTH 0oy (4 myHkTa) U BiusHust Oonu (7
NYHKTOB) 3a 24 dYaca n0 mnpuMeHeHus ompocHuka. B ompocHuke BPI-SF mnpenocrariena
uHpopmauuss 00 MHTEHCUBHOCTH OOJM M CTENEHHW, B KOTOPOH OONb MelaeT MOBCEIHEBHBIM
(YHKLUSM TalMeHTa o YUCIOBOM OneHO4HOH mmkaie ot 0 (orcyrcrBue 00mu) g0 10 (crmbHas
OOJb WM 3HAYUTEIBHOE BIUSTHUE, OO0y CIIOBJIEHHOE 00JIbI0); Oosiee HU3KUe ATl YKA3bIBAIOT HA
JydIIee KauecTBO JKU3HU M CHIkeHue Oonu. Hanpumep, Oamner mo BPI-SF y noppocTkoBeIx 1
B3pocibIx naueHToB ¢ HPP sBisitoTcst pesysbratroMm ciioskernnst 11 oreHOK Oouu.

TepMmuHbl "TecT NBUraTeNbHbIX HaBbIKOB bpyunHunkca-Oszepenkoro 2-ro usgaHus" U
"BOT-2" B KOHTEKCTE [AaHHOTO JOKYMEHTa OTHOCSTCS KO BTOPOMY  HU3JIaHUIO
CTaHIapTU3UPOBAHHOIO TeCTa KPYNMHOW M MEJKOM IBUIraTEIbHOW aKTUBHOCTH Yy MAalLMEHTa C
HapylLIeHHeM MHUHepaIH3alii KOCTHOW TkaHH, TakuMm kak HPP (wmampumep, pebenka ¢ HPP
BO3PACTOM OT NMpUONM3UTENBHO 5 10 npubmmsurensHo 12 ner, moapoctka ¢ HPP B Bo3pacte ot
npubnusurensHo 13 no mpubnusurensHo 17 ner wnu B3pocnoro yenoseka ¢ HPP BospacTom
Oosnee yem npubmusutenvHo 18 neT wnu crapiie). Cm. Bruininks, R. H. (2005). Bruininks-
Oseretsky 1est of Motor Proficiency, (BOT-2). Minneapolis, MN: Pearson Assessment, koTopast
BKJIFOYEHA B JAHHBIA JOKYMEHT IIOCPEICTBOM CCBUIKM BO BCeil cBoel mnonHote. BOT-2
NPUMEHAIOT WHAMBUIYAlbHO IJIs1 OLCHKH HABBIKOB KPYIHOW M MEJIKOW MOTOPUKH Y psna
naunentoB. BOT-2, Hampumep, MOXHO NPHUMEHATh MJIsI OLEHKH (PU3NUECKUX MATOJOTHH U
orpaHuveHuil noAswxHocTU y nauneHtos ¢ HPP, manpumep, y nereii ¢ HPP B BO3pacte oT
npubIu3UTeNbHO S5 JieT 1o mpubnusurenbHo 12 jet, y moxmpoctkoB ¢ HPP Bospactom ot
npubm3uTenbHo 13 ner no npubnusutenbHo 17 et wiu y B3pocnbix ¢ HPP Bo3pacTtom Gonee
yeM npuOnuzuTenbHo 18 ner nim crapiie. BOT-2 mo3BosisieT NoIyYuTh KOMILIEKCHBIE OaslTbl IO
BOT-2 B cnienyrouux WUTFOCTPATHBHBIX O0JACTSIX: CHJIa, CKOPOCTh Oera U JIOBKOCTh, TOYHOCTD
MEJNKOW MOTOPUKH, COTJIACOBAHHOCTH MEJIKOW MOTOPHUKH, JIOBKOCTb pYK, IBYXCTOPOHHSIS
KOOPJAMHALMS, PABHOBECHE M KOOPAMHALIMS BEPXHUX KOHeUHOCTeH. Hanmpumep, oOrmmii Gat critbl
no BOT-2 MOXHO ompenenuTb, MONPOCHB MAIL[MEHTA BBINOJHUTH MPHUCENaHus, V-oOpa3Hble
CKPYYHMBAaHUS JIeXKa, IPBDKOK B JUTMHY C MECTA, MPUCEIaHUe y CTEHBI H OT>)kuManus. O0muii 6an
ckopocTh Oera W JIOBKOCTM MOKHO OINpPENEeNIHuTh, TOMPOCUB TMAIEHTa MPOWUTH IO
IT'MMHACTHYECKOMY OpEeBHY WJIH BBITIOJHHUTD YEJTHOYHBIH Oer, OOKOBOH MPBIKOK HA IBYX HOTAaX WITH
OOKOBOI NPBIKOK Ha OAHOM Hore. O0mue Gatsl kak obuieit cribl mo BOT-2, Tak u ckopoctu
Oera u joBkoctu o BOT-2 BapeupyroT ot 0 no 25, npu 3tom Oamt ot 10 no 25 cumraercs
penpe3eHTaTUBHBIM /IS 37I0POBBIX CyOBEKTOB.

TepmuH "KaTanuTHYECKH KOMIETEHTHBIN" B KOHTEKCTE JAHHOIO JOKYMEHTa OTHOCHUTCS K
SALP, xoropasi rHOpOJNIM3yeT MHTHOUTOP MHUHEPAIN3ALNH KOCTHOW TKAaHH, MPEICTABISIOIINN
coboii Heoprannvecknii mupodocdar (PPi), ¢ momyuernem nHeopranmdeckoro Qocdara (Pi),
o0ecrieunBasi TakUM OOpa30OM CHIDKEHHE BHEKJIETOUHBIX KoHLeHTpauui PPi. Takum obpasom,
KaTaJIuTHUecKu KommereHTHass SALP obecneumBaer ynydlieHHe MUHEpPAIU3aLUU CKeJleTa B
KOCTHOM TKaHH, PEeryJUpysi KOHIeHTpauuto PPi.

Tepmunbsl "OnpocHelil JUCT cocTostHUS 310poBbsi pebeHka" u "CHAQ" B KOHTEkcTe

AAHHOTO AOKYMEHTAa OTHOCATCA K OIPOCHUKY, KOTOprﬁ OPUMEHSAKOT AJIA OLUCHKU COCTOSAHUA
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30pOBbsI (HampuMep, CHOCOOHOCTH BBITIONHATh TOBCeAHEBHbIe aelcTBus (ADL) u 9acToThl
BO3HHKHOBEHUs1 OOJN) y MarpenTa Bo3pactoM 1 roga 1o 19 net, Takoro kak peOeHOK, MOAPOCTOK
1 B3pOCJIBIN C HApyIlIeHHEeM MUHepaIu3alui KOCTHON TKkaHy, Takol kak HPP. Onucanue nunekca
CHAQ cwm. B Bruce & Fries (J. Rheumatol. 30(1): 167-178, 2003), koTopasi BKJIOUEHA B JaHHBIN
JOKYMEHT TOCPEICTBOM CCbUIKM BO Bcel cBoell monHore. CHAQ MOXHO NPUMEHSTH IyTeM
WHTEPBBIOMPOBAHUS WJIM CAMOCTOSITEJIbHOrO 3aroiHeHus s aeteit crapme 8 jmer. CHAQ
BKJIFOYAET BOCEMb TMOJIIKAJ U1 OLIEHKH OJIeBaHMsI/yXo/a 3a cOOO0M, BCTaBaHUS HA HOTH, IIpHEMa
IUINH, XOAbOBI, TUTHEHBI, CIIOCOOHOCTH NOTATHBATHCS, XBAaTa U BUIOB JIESTENbHOCTH. Jnamna3on
OamnoB B Kaxaoi kateropun cocrasisier ot 0 10 3, rne 6amn O yka3plBaeT Ha OTCYTCTBUE KaKUX-
100 3aTpyaHeHNH; Oan 1 yka3plBaeT Ha HAJIMUNE HEKOTOPBIX 3aTPyAHEHHIT; Oamt 2 yKkas3bBaeT
Ha Hajnuuyue OOJNBIIMX 3aTPyAHEHHH; W Oaimn 3 yKas3blBAlOT HA TO, YTO MALIMEHT HE MOXKET
BbINONHUTL faHHOe aelictBue. Munekc CHAQ Takike MOXHO NPUMEHATb AN ONpEAENIeHUs
HAJINYUS U CTETIEHU TSKECTH OOJIH.

Tepmuns! "msrunapamerpudeckuii onpocHuk EuroQol" u "EQ-5D" B KOHTEKCTE TaHHOTO
JOKYMEHTa OTHOCSITCSI K ONPOCHUKY, KOTOPBIM NMPUMEHSIOT IJIs1 OLEHKH COCTOSIHUS 30POBbS
(HampuMep, TOABM)XHOCTH, CaMOOOCIHYXXMBAaHUs, CHOCOOHOCTH OCYIIECTBJIATH OOBIYHYIO
IIKOJIbHYI0, pabouylo NesTeNnbHOCTh WM padoTy MO JOMY, CHOCOOHOCTH BBINONHATH ADL
(HampuMep, ofeBaHue, TOJNIb30BAHNE TYaJI€TOM M MPHUTOTOBJIEHUE MMUINH), OIIYLIEHUs OO WIH
auckoMdopTa U TPEeBOTH WM AENPECCHH) Y MalMeHTOB, Takux kak aern ¢ HPP Bo3pacTom ot
npubIU3UTENBHO 5 net 1o npubnusurtenbHo 12 net, nogpoctku ¢ HPP Bozpactom ot 13 neT no
17 ner wnu B3pocneie ¢ HPP Bo3pacTtom Oonee vem mpubnmsurensHo 18 ner wnm crapime.
Onucanue nnnekca EQ-5D cm. B pabore Reenan & Oppe (EQ-5D-3L User Guide Version 5.1,
2015), koTopast BKJIFOYEHA B JIAHHBIN TOKYMEHT MOCPEICTBOM CCBUIKH BO BCEH CBOEW MOJHOTE.
EQ-5D MOeT 3amoyHsAThCsSI CAMOCTOSITENILHO WIIM 3aIOJIHSATHCS JIEYaliM BPauoM WU B (opme
uHtepBbto.  Ompocuuk  EQ-5D  mpenycmarpuBaer — crnenymooiiue  M8Th — [1apaMeTpOB,
XapaKTePU3YIOIUX COCTOSHUE 370POBbs manueHtra ¢ HPP: moaBH:KHOCTh, CaMOOOCITy KIUBaHUE,
crocoOHOCTh BBIMOJIHATH ADL, YacToTa BO3HMKHOBEHMs OOJNM WM AUCKOM(OpTA, a TakkKe
TpeBora unu nemnpeccus. Kak ommcano B paHHoM nokymeHte, EQ-5D MoXHO NMpUMEHSTH B
KOMOHWHALIMK C TIO MEHbINEH Mepe OMHON OLEHKOH (PU3HMUECKOro COCTOsSIHUS, Takou kak OMWT,
i knaccupukaumu nauveHta ¢ HPP kak uMeroImero CoCTosiHHUE 310pOBbsi YPOBHS I,
YKa3bIBAIOIIEr0 Ha OTCYTCTBHE MpoOyieM ¢ (U3UOJOTHYECKUM COCTOsTHHEM, ypoBHS Il
YKa3bIBAIOIIEro HA HAJIMYHNE HEKOTOPBIX MpodiieM ¢ PU3HOJOrHIeCKUM COCTOsIHUuEM, ypoBHs 111,
YKa3bIBAIOIIEro HA HAJMYUE CEPhE3HBIX MPOOJIEM ¢ (PU3UOJOTHYECKUM COCTOSTHUEM, WIIH YPOBHSI
IV, ykaspIBaroiero Ha HaIn4Yre Hanbdosee CePbe3HbIX MPOOIIEM C PUIHOTOTHUECKUM COCTOSTHUEM.
EQ-5D Ttax:ke MOKHO MPUMEHATH KaK 4acThb aHalu3a JUlsl OLIeHKU nepexosa nanuenta ¢ HPP u3
OJITHOT'O COCTOSIHUS 3/I0POBBS B IPYTrO€ COCTOSIHYME 370POBbsl, HAIPUMED, U3 COCTOSIHUSI 37J0POBbs
IVBIULIVBILIVeL IIBIL Ul B I vnu II B . /51 onenku cratyca 310poBbs nauueHTos ¢ HPP
TaK>ke MOKHO MPUMEHSITh MHAESKC OLIEHKH OOIIETro COCTOSIHUS 310poBbs pedenka -9D (CHU-9D).
Omnucanne nanexkcoB CHU-9D u EQ-5D cm. B Stevens (App! Health Econ Health Policy. 9(3):
157-69, 2011) u nybnukauuu cornacHo PCT Ne WO 2018/191254, koTopbie BKIIFOYSHBI B JAHHBIN
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JOKYMEHT NIOCPEACTBOM CCBUIKH BO BCEH CBOEH MOJHOTE.

Tepmun "Fc¢" o3Ha4aeT o0NacTh KPHUCTAUIM3YIOMETrocs: (pparMeHTa IMMYHOTJIOOYJINHA,
Harpumep IgGl, 1gG2, 1gG3 umu IgG4, comepxkamyro nomensl CH2 u CH3 Tspxenoit nenu
uMMyHOrJIOOy iiHA. FC¢  MOXeT Takke coaepkaTh JOOYK 4YacTh INapHUPHON 00JacTH,
coenunsttomeii Fab- u Fc-obnactu. Fc Mmoxer ObITh mosiydeHa oT JF000r0 MJIEKOIHUTAIOIIETO, B
TOM 4YHCJIe YeJIOBEKa, M MOXKET OBbITb MOJABEPTrHYTa MOCTTPAHCISILIMOHHONW MOIU(UKALNN
(Hampumep, TMyTeM TJIUKO3WIMPOBaHWs). B HeorpanmumBaromem mnpumepe Fc moxker
MpencTaBisITh coO0H 001acTh KpucTauu3yomerocs Gparmenra yenosedeckoro [gG1.

ITox "dparmenrom" moapasymMeBarOT 4acTh MOJUMENTHIA WM MOJEKYJIbI HYKJICHHOBOMH
KHUCJIOTBI, KOTOpasi COAEPKUT MPEANIOUTUTENBHO 10 MeHbluel mepe 10%, 20%, 30%, 40%, 50%,
60%, 70%, 75%, 80%, 85%, 90%, 95%, 96%, 97%, 98%, 99% wunu OoJbllle OT BCEU IITHMHBI
ATAJIOHHOW MOJIEKYJIbI HYKJIEMHOBOW KHCJIOTHI MJIH STAJOHHOTO nojunentuaa. @parMeHT MoxeT
comepskatb, Haripumep, 10, 15, 20, 25, 30, 35, 40, 45, 50, 55, 60, 65, 70, 75, 80, 85, 90, 95, 100,
110, 120, 130, 140, 150, 160, 170, 180, 190, 200, 210, 220, 230, 240, 250, 260, 270, 280, 290,
300, 310, 320, 330, 340, 350, 360, 370, 380, 390, 400, 500, 600, 700, 800, 900, 1000, 1100, 1200,
1300, 1400, 1500, 1600, 1700, 1800, 1900, 2000, 2100 wu GobLIE HYKJIEOTHIOB, BILIOTb 1O BCEH
IJIMHBI MOJIEKYJIbI HYKJIEeMHOBOM Kucaotsl, uiu 10, 15, 20, 25, 30, 35, 40, 45, 50, 55, 60, 65, 70,
75, 80, 85, 90, 95, 100, 110, 120, 130, 140, 150, 160, 170, 180, 190, 200, 210, 220, 230, 240, 250,
260, 270, 280, 290, 300, 400, 500, 600, 700 unu 60JbIIIEE AMHHOKHCIIOTHBIX OCTATKOB, BILJIOTH 10
BCEeH JJIMHBI MTOJIUTIETITHAA.

Tepmunbl "pyunas auHamomerpus" u "HHD", npumensiemble B NTaHHOM JOKyMEHTE
B3aMMO3aMEHSIEMO, OTHOCSTCS K Croco0y H3MepeHus CUJIbl XBaTa M MBI CyOBeKTa, B
yacTHOCTH, cyObekTa ¢ HPP (Hampumep, cyObekTra BO3pacToM mpuONM3UTENbHO 13 jer wiu
CTaplie) Wik APYTMM HapyIIeHHEeM MHUHepau3alii KOCTHOW TKaHU. JluHaMOMeTp MOKHO
MPUMEHSATDb ISl OLEHKU CHJIbI XBaTa, CrUOaHMsl HOTH B KOJICHHOM CyCTaBe, pa3riOaHusi HOTH B
KOJICHHOM CyCTaBe, CruOaHusi HOTM B Ta300€qpEeHHOM CycTaBe, pa3rubaHUs HOTH B
Ta300eIpEHHOM CycTaBe W OTBeneHusi Oenpa y cyowekta ¢ HPP. Hampumep, crubanue u
pa3rubaHue HOTU B KOJICHHOM CYCTaBe, a TakyKe CruOaHue, pa3ruOaHue HOTH B Ta300€IpEHHOM
cycrtaBe u oTBeneHue Oenpa y cyorexta ¢ HPP Bospactom 13 net wmm crapime MOXKHO U3MEPHUTh
¢ npumenennem nuHamomerpa MICROFET2TM, torma kak cuiy xBaTa y CyObeKTa MOKHO
U3MEepUTh C IPUMEHEeHNEeM, Harpumep, nuHamoMeTrpa xBata JAMAR®. B uacTHOCTH, CrieLHanucT
YAEPKUBAET JUHAMOMETP HEMOABHKHO, a CyOBeKT MPHUKIANbIBAET K JUHAMOMETPY
MaKCHMAJIbHYIO CHTy. JlaHHBbIe IO TUKOBOU cujie coOuparoT B PyHTaxX, a 3aTeM mpeodpasyroT B
HbI0TOHBI (H). 3aTeM pacCUUTHIBAIOT 3HAYESHHSI KPY TSALIETO MOMEHTA, HCIIONB3Y I 3HAYSHHE JITHHBI
KOHEYHOCTH B HbIOTOH-MeTpax. 3aTeM 3HAa4YeHHE KPYTSIIEro MOMEHTa MOXKHO CPaBHUTH CO
3HaYEHHEM, HAIPUMEp, Y HOPMAIBHOTO CyObeKkTa MPUOIU3UTENBHO TOTO K€ BO3PAcTa, TOTO XKe
TOJIa W/WJIA TOTO K€ POCTAa, U BBIPA3UTh B BUE MPOLIEHTHOTO 3HAYEHUS JJIs TTOJTyYeHUs OaJijia 1mo
HHD y cyObekra.

Tepmun "cocrosiHue 3A0pOBBS" B KOHTEKCTE HAHHOTO JOKYMEHTa OTHOCUTCA K

XapakTepuzyeMomy (pusnonorndeckomy coctosiHuto napienra ¢ HPP (Hanpumep, pebenka ¢ HPP
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BO3PAcTOM OT NMPUOMBUTENLHO S5 JIeT A0 npudausutenpHo 12 net, nogpoctka ¢ HPP Bo3pacTom
oT npudmusuTenbHo 13 et no npubmusutensHo 17 net umn B3pocioro ¢ HPP Bo3pactom Gonee
yeM npubIu3uTeNnbHO 18 J1eT uiu cTapiie) UM APYTrUM HapyIIeHHEeM MHHEPATU3alii KOCTHON
TkaHU. COCTOsSIHUE 310POBbsI MALMEHTa MOXKHO OXapaKTEePU30BaTh C MOMOIIBIO IO MEHBIIIEH Mepe
OJTHOM OLIEHKH (PU3UUECKOTO COCTOSIHUS, BBIOPAHHON M3 OHOTO MJIM HECKOJIBKUX U3 CIIEAYIOLINX
METPUYECKUX TIOKa3aTesel: Tecta MeEeCTUMHHYTHOH XxonbObpl (6MWT), TecTa nBUraTeNnbHBIX
HaBbIKOB bpynHunakca-O3zepeukoro 2-ro m3panus (BOT-2), mkans! beiinu s oueHky pa3BuTus
MUTaZICHLIEB U IETeH TOIKOIBbHOrO Bo3pacTa 3-ro usnanus (BSID-III), mkase! OLeHKH MBILIEYHON
CHIIBL, TecTa Ha py4HoM nuHamomerpe (HHD), mkan onenku motopHoro passutusi Peabody 2-ro
m3ganuss  (PDMS-2), ananmu3a moxoakw, KpaTkod Oarapem  TecToB  (pHU3UYECKOTO
¢ynkimonuposanus (SPPB) u Bpemennoro Tecra "Bcranp u unu" (TUG), w/unu no MeHbluei
Mepe OJHOMN OLIEHKM KauecTBa >KU3HU, BHIOPAHHOH U3 OIHOTO WIJIM HECKOJBKUX U3 CIEAYIOLINX
MeTpuueckux nokasareneil: [Iarunapamerpudeckoro onpocHuka EuroQol (EQ-5D), onpocHoro
JIMCTa COCTOsIHUS 310poBbsi pebenka (CHAQ), unctpymenTa miisi cOopa JaHHBIX O pe3yJibTaTax y
nereii (PODCI), mHmekca oneHku oOmiero coctostHusi 310poBbs pebenka -9D (CHU-9D),
WHCTPYMEHTAJIbHON IIKAaJbl JJIs1 OLEHKH KadecTBa kM3HH y neteid (PedsQL), mkambl oLeHKH
¢dyskumit HrokHuX koHewnocteil (LEFS), kpatkoit popMel onpocHHMKa COCTOSTHHS 30POBBS 36
(SF-36) 1 kpaTkoii GOpMbI OITPOCHUKA COCTOSIHUS 3710poBbst 12 (SF-12). B wactHOCTH, COCTOSIHUE
3/I0POBbS TMALMEHTAa XapaKTePH3yIOT, Harpumep, ¢ nomombio OMWT B xomOunamu ¢ EQ-5D.
[Tocne nosy4eHus: pe3yabTaTOB IO MEHbLISH Mepe OHOM OLEHKH (PH3UUECKOr0 COCTOSTHUS H IO
MEHbILEH Mepe OTHOIN OLIEHKU KauecTBa *KM3HU, BHIOPAHHBIX M3 BBIIIEYKA3aHHBIX METPUYECKHX
NOKa3aTesel, MalMeHT MOXKeT OBITh ONpeneNieH KaKk UMEIOIIUNA COCTOSTHUE 3[J0OPOBbsl YPOBHS I,
YKa3bIBAIOIIEr0 Ha OTCYTCTBHE MpoOsieM ¢ (PUIUOJOTHYECKUM COCTOsiHHEM, ypoBHs II,
YKa3bIBAIOIIEro Ha HAJIMYUE HEKOTOPBIX MpobiieM ¢ PU3UOJOrHIeCKUM COCTosiHueM, ypoBHst 111,
YKa3bIBAIOIIEr0 HA HAJIMYUE CEPhE3HBIX MPOOIeM ¢ PU3UOJOTHYECKUM COCTOSTHUEM, WIIH YPOBHSI
IV, ykasbIBaro1mero Ha HaIun4YKre HaubdoJee CePbe3HbIX MPOOIIEM C PUIUOJOTHYECKUM COCTOSHUEM.
Mertpudeckuii okaszaTeb(IOKa3aTen) MOXKHO MPUMEHSTh JJIsl OLEHKH Mepexoja MalfeHTa 13
OJIHOTO COCTOSIHUSI 3[I0pPOBbSl B JAPYTO€ COCTOSIHHE 370pPOBbsl IOCHE, HAmpuUMep, JIEYEHHUs C
nomotibto SALP, kak ommcaHo B JaHHOM JOKyMEHTE, HalpuMep, Mepexofa U3 COCTOSHHUS
3popoBbst [V BIIL IV BIL IV B [, Il B I, III B I uut 11 B I mocne BBenennst SALP.

Tepmunbl "runodocdarazus”" u "HPP" B KOHTEKCTe MaHHOTO JOKYMEHTa OTHOCSITCS K
pPEIKOMY HACJIEACTBEHHOMY 3a00JIEBAHUIO CKeyeTa, OOyCJIOBIEHHOMY, HAmpuUMep, OTHOW WU
HECKOJIBKUMH MYTAaLUsIMH, OOYCIaBIMBAIOIINMU MOTepro ¢yHKImU, B reHe ALPL (wenodnas
docdaraza, mneYeHB/KOCTH/TIOUKA), KOTOphid komupyer TNALP. HPP wmoxer ObITh
JOTIOJIHUTENBHO OXapakTepu3oBaHa kak muaneHueckas HPP, nerckas HPP, nepunarancnas HPP
(Hanpumep, nobpokadecTBeHHasi nepuHarainbHass HPP wnu neranbHass mepunatanbHas HPP),
ononro-HPP, noapoctkoBas HPP unu HPP B3pocnoro. Hanpumep, tepmun "nerckas HPP"
onuceiBaeT napienta ¢ HPP Bo3pactom ot npubnusurensHo 5 ner no npudnusurensHo 12 ger,
tepmuH "niogpoctkosast HPP" ormuceiBaer maunenta ¢ HPP Bo3pactom ot mpubnusurensHo 13 ner

no npubnusutensHo 17 ner, u repmun "HPP B3pocioro” onuceiBaer nmaunenta ¢ HPP Bozpactom
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npubnusurensHo 18 net wu crapie. Tepmun "HPP B3pocioro” B KOHTEKCTE TaHHOTO JOKYMEHTA
OTHOCHUTCSI K COCTOSIHUIO WM (DEHOTHUIY, XapaKTePH3YIOLIEMyCsl HAaJlUYUeM OIHOrO WU
HECKOJIbKUX U3 CIEAyHOLIMX CHMITOMOB. [OBBILIEHHBIX YPOBHEH HEOPraHUYECKOIo
nupodocdara (PPi) B kpoBu w/mian Moye, THIIOMUHEPATU3ALMH, THIIEPKAIBLINYPUH, OJHOW WIIN
HECKONIbKUX nedopManyii  CKeneTa, TUIMOTOHWH, MBIIIEYHOH ClaboCTH, pPEeBMAaTOUIHBIX
OCJIO’KHEHUH, TepeBaIMBAIOLICIiCs] TTOXOIKH, TPYAHOCTEH mpu xonpde, 00oiu B KOCTAX, 00w,
nepenoMa KOCTH, OTJIOKEHUsI KPUCTAJJIOB Auruzapara nupodocdara KanbLus, ICEBIONONATPH,
aptpuTa, nupodocharHoit apTponaTun, XOHIPOKAIBLHUHO3A, KATBIUPHUIUPYIOLIETO NEPHAPTPUTA
u ncesaonepenoma. TepmuH "noxpoctkosas HPP" B kOHTeKCTe NaHHOTO AOKYMEHTa OTHOCUTCS
K COCTOSHHIO WIN (DEHOTHUITy, XapaKTepU3YIOIIEMyCs HaJHMYHUEM OJHOTO WM HECKOJbKHX W3
CIEAYIOUNX CUMNOTOMOB. MOBBIIEHHbIX ypoBHel PPi, PEA wmu PLP B kpoBu mnu moue,
OCTEOMAJISILINK, OTHOMN MJIH HECKOJBKUX Ae(OopMaLnil CKeJieTa, THIIOTOHUH, MBILIEYHOH CIa00CTH,
PEBMATOMAHBIX OCJIOKHEHUHN, apTpUTa, ICEBIONOJArphbl, IEpPEeBAIMBAIOIIEHC MOXOIKH,
TpyAaHocTeir mpu xoxsbe, Oomu B KOCTsIX, OONH, MNPEKAEBPEMEHHOH mOTepu 3yOOB,
TUIIOMUHEPAIN3ALUY, TUMOIJIA3UN JIETKUX, JbIXaTeJIbHONH HENOCTATOYHOCTH, CYAOPOKHBIX
IPUCTYIIOB, TUTIEPKAJIbIIUYPUH, HU3KOPOCIOCTH U 3ajepxkku pocta. Tepmun "nerckas HPP" B
KOHTEKCTE€ MJAaHHOTO JOKYMEHTa OTHOCHUTCS K OTHOCUTCS K COCTOSHUIO WM (heHoTHmy,
XapaKTepU3yKLEMyCsl HaJIU4UEM OAHOIO WM HECKOJBbKUX U3 CIEAYIOIIUX CHUMITOMOB!
noBbIieHHbIX YpoBHel PPi, PEA unmu PLP B kpoBH i MoYe; paxuTa, paxura pedep, OTHOM Win
HECKOJIbKUX JeopMalii CKeJera, TUIOTOHMM, MBIIIEYHOH CIa0OCTH, PEeBMATOUIHBIX
OCJIOXKHEHUH, apTPUTa, MICEBAOIONATPbI, MEPEBATUBAIOIIEHCS MOXOIKHU, TPYAHOCTEH MPHU X0a560e,
0onu B KOCTsX, OOJH, MpPEXAEBPEMEHHOH mnoTepu 3yOOB, THINOMHHEPANU3ALUH, 3aIEP3KKU
MOTOPHOI'O Pa3BUTHS, CYJOPOKHBIX MPHUCTYIOB, THIEPKAIbLIUYPUN, HU3KOPOCIOCTH, TepenoMa
KOCTH, TICEBIONEpesoMa 1 3a/1epKKH poCTa.

Tepmuns! "[llkana ouenku ¢pyHKMi HIDKHEX KOHeuHOocTel" n "LEFS", npumeHnsiembie B
JAHHOM JIOKYMEHTE B3aMMO3aMEHsSIeMO, OTHOCATCA K Crocol0y wu3MepeHHs (yHKIHMOHAIbHOU
HETPYIOCIIOCOOHOCTH HIDKHUX KOHEYHOCTEH y TalMeHTa, B YaCTHOCTH y manueHta ¢ HPP
(HampuMep, y MAIMEeHTOB BO3PACTOM MNPUONM3UTENBbHO 13 JeT WM crapiie) Wik IpyTuM
HapyleHneM MuHepaiamsauud koctHoW TkaHu. LEFS mpencrasnsier coboii cpeactBo amst
caMooLeHKH, omucaHHoe B pabore Binkley et al. (Phys Ther. 79:371-83, 1999), xoropas
BKJIIOUEHA B JJAHHBIM JOKYMEHT IOCPEICTBOM CCBUIKM BO Bcell cBoeil monHoTe. CyMMapHbie
oamnel mo LEFS BapeupyroT ot 0 no 80, mpudem Gosiee BbICOKHe OajuTbl YKa3bIBAIOT HA JIy4IIee
(YHKIIMOHNPOBaHNE HIKHHUX KOHeuHocTed. M3menenne 6amia mo LEFS npubmmsurensHo Ha 9
€IMHUL] CUNUTAETCS KJIMHHUYECKH 3HAYMMBbIM H3MEHeHUeM. JIMeH3upoBaHHBINH (PU3NOTEPAIreBT
moxkeT npuMensaTb LEFS nist manmenta (Hanpumep, maunenra ¢ HPP Bozpactom npubamnsurensHo
13 nmer u crapwe) B ¢gopmare uHTEpBBIO. bonee Bpicokue Oamnel mo LEFS ykaseiBaroT Ha
yaydiieane (pyHKIUOHUPOBAHHS HWJKHUX KOHEYHOCTEH, B TOM YHCJIE NMEPEXOAHbIC ABIIKEHHS
(HarpuMep, BBIXOZ U3 BAHHBI HITH NIEPEKaThIBAHUE B IIOCTEIHN ), TEPEABIKEHUE (HATPUMED, Xoabp0a
win Oer Mo HEPOBHOH MOBEPXHOCTH), MOABEM MO JiecTHune u npucenanne. LEFS moskHO

MPUMEHSATD JJIsI OLICHKU ()YHKIIMOHATBHON MATOJIOTHH OMHOM HIJIM O0EUX HUKHUX KOHEYHOCTEH Y



15

MAIMEHTa, B TOM YHCIIe OHa 00eCIIeYrBaeT BO3MOKHOCTh HAOMIOIEHHS 32 MTALIUEHTOM C TEUEHHEM
BPEMEHH U OLIEHKH 3P PEKTUBHOCTH JeueHHs acPoTazoi aabda.

Tepmunbl "HykyenHoBas KUCIOTa" UM "MOJIEKyJa HYKJIEMHOBOH KHCIOTHI' O3HA4aroT
nojauMepHyto monekyay, Hanpumep PHK unu JIHK, conepskainyro nocienoBaTeabHOCTb U3 ABYX
wii 0oJjiee KOBAJEHTHO CBSI3aHHBIX, BCTPEYAIOIIMXCS B IMPHUPOAE WIH MOIU(PUIIMPOBAHHBIX
HYKJIEOTUI0B. MoOJeKyJia Hy KJIEMHOBOH KHCIIOTBI MOXKET OBbITh, HAPUMEP, OJHOLIEIOYEUHONH WITH
ABYXIIETIOUEYHOH W MOXET BKJIOYaTh MOJU(PHUIMPOBAHHBIE WM HEMOIU(PULIPOBAHHBIE
HYKJICOTU/BI WJIM UX CMECH MM KOMOMHauuu. Taxoke BKIIIOUEHBI Pa3JINYHbIE COJH, CMEIIAaHHbIE
comu 1 GopMBbI CBOOOIHON KUCIOTHI MOJIEKYJT HYKJIEMHOBBIX KHCIIOT.

Tepmunsl "HHCTpyMeHT 1t cOopa nmaHHBIX O pesyapratax y gerei” u "PODCI" B
KOHTEKCTE JAHHOTO JTOKYMEHTa OTHOCSTCS K ONPOCHHUKY, NMPUMEHSEMOMY JUIsl OLEHKH OOIIero
COCTOSIHUSL 37I0POBbsl, YaCTOTbl BO3HUKHOBEHMs 0OMM M CcnocoOHOCTH BbIMONHATH ADL y
NaryeHTa BO3pacToM 710 19 jieT, B 4aCTHOCTH y NAalMEeHTa C XPOHUYECKUM HapYLIEHHUEM 3[J0POBb,
takoro kak mauueHt ¢ HPP wnm npyrumu HapyLIeHMSMH MHMHEpaIH3alMM KOCTHOH TKaHU.
Omnucanne PODCI cMm. B pabore Plint et al. (J. Pediatr. Orthop. 23(6): 788-790, 2003), kotopast
BKJIOUEHA B JIAHHBII JOKYMEHT MOCPENICTBOM CChUIKH BO BCel cBOel mosHoTe. ONPOCHUK MOXKET
OBITb 3alOJHEH MALMEeHTOM WM POAUTENeM/ONeKYHOM NAalMeHTa, 3HAIOLMM COCTOSIHUE
naunenTta. Bocemb mkan, co3nanabx Ha ocHoe PODCI, BkirouaroT cienyromue: 1) mkamy At
OLIeHKH (DYHKIIMM BEPXHUX KOHEYHOCTEH U Ppu3nuecknx (GpyHKIMH I U3MEpeHHs 3aTPy IHEHUH,
BO3HHKAIOIIMX MPHU OCYLIECTBICHUN €XEeIHEBHBIX AEHCTBUI MO yX0oay 3a codoit u o0yueHuro; 2)
IIKAJy U OLIEHKH CIIOCOOHOCTH K TMEPEMELICHUI0 U OCHOBHOW MOJBH)KHOCTHU JJISI U3MEPEHUs
3aTPyJHEHUHN, UCTIBITHIBAEMBIX MPH OCYIIECTBJICHUN CTAHIAPTHBIX JBUTATEIBHBIX U MOTOPHBIX
JOeHCTBUH B €XKEIHEBHBIX JCUCTBUSX; 3) LIKAITy Ui OLEHKH BO3MOXKHOCTU OCYLIECTBIICHHUS
CTIOPTUBHBIX/(U3NYECKUX (YHKIMHA JUII HM3MEPEeHHs 3aTPyJHEHMH WM OTPaHHYEHHIH,
BO3HHKAIOIIUX MPHU YYaCTUH B O0Jiee aKTHBHBIX BUAAX ACSTEIBHOCTU WU 3aHATHUSIX CIIOPTOM,; 4)
HIKaty JJis OLeHKH Oojin/KoMdopTa Il U3MEPEHUs] YPOBHs OOJIH, UCTIBITHIBAEMOTO B TEUEHUE
NOCJIeHEH Heemy; S) IKajy sl OLCHKH OXKUIAHUH OT JICYSHHUST IJIs1 U3MEPEHUST TOJITOCPOUHBIX
OKUJAHUH OT JiedeHHs; ©O) IIKajdy Uil OLEHKM CYaCThsl JJIsi HW3MepeHus olruei
yIOBJIETBOPEHHOCTH CBOEH BHELTHOCTBIO M OINYIEHHEM CXOICTBA C APY3bsIMH U CBEPCTHUKAMU,
7) wKajgy IUIA OLEHKH YJIOBJIETBOPEHHOCTH CHMIITOMAMH Ui M3MEPEHHs YPOBHS TMPHUHSTHS
MAIMEHTOM TEKYIIUX OTPAHUYEHHUH, €CJIN 3TO COCTOSIHUE Ha BCIO JKU3HB; U 8) TII00BHYO KAy
IJIsl OLIEHKH BO3MOXKHOCTH OCYIIECTBJICHUS (DYHKIWIA, NPEACTABISIOMYK COOOW OOyt
KOMOWHHUPOBAHHYIO LIKaJy, PACCUYMTAHHYIO Ha OCHOBE IMEPBBIX YETHIPEX MEPEUHUCICHHBIX BbIIIE
mkan. CTaHgapTU3NpOBaHHBIE OAJITBI TONy4aroT u3 cepuu BonpocoB B PODCI u npeobpa3yroT B
mkany ot 0 mo 100, B koTopoii O mpeAcTaBIseT 3HAUUTENBbHYIO CTEIIEHb HETPYAOCTIOCOOHOCTH, a
100 mpencraBisieT HAMMEHBIIYIO CTETIEHb HETPYAOCTIOCOOHOCTH.

Tepmun "pexomOuHaHTHBIM Oenok" W3BeCTEH B JAaHHOW OOJNIACTH  TEXHHKH.
PexoMOuHaHTHBIE ~ O€OK  MOXeT TpPeAcTaBysATb coOol  rmkompotewH. Hampuwmep,
PEKOMOMHAHTHBIN O€JIOK MM BapHaHT PEKOMOHMHAHTHOTO Oenka, monydeHHbld B kietke CHO,

NnoABEPTaCTCA TIIMKO3UIIMPOBAHNIO, B XO4€ KOTOPOro Ha 0OeJIOK KOBAJIEHTHO NPUCOCAUHAIOTCSA
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OCTaTKH caxapa, M MPEACTaBIsieT cOOOW IIIMKOMpPOTEeHH. BkpaTie, TepMUH "peKOMOMHAHTHBIN
0enok" MOXKET OTHOCHUTBCS K O€JIKY, KOTOPBIH MOXET OBITh IMOJyUYeH ¢ MPUMEHEHUEM CHCTEMBI
KYJIbTUBHPOBAHMA KJIETOK. KJIeTkH B cuCTeMe KyJIbTUBUPOBAHUS KJIETOK MOTYT OBITh ITOJyYEHBI,
HanpuMep, M3 KJIETKU MIIEKOIUTAOLIETr0, B TOM 4HCJe udejoBedeckoil kierku, kietkn CHO,
KJIETKH HACeKOMOTO, APOKKEBOH KJIETKM WM OakTepHajdbHOH KieTKU. B menom, kieTku B
KyJbType  KIETOK COAepXkaT BBEAEHHYH  HYKJIEHHOBYIO  KHCJIOTYy, KOIUPYIOLIYIO
NPEACTABISIIOIINN HHTEpEC PEKOMOMHAHTHBIA OeNok (Takas HYKJIEMHOBAs KHUCJIOTa MOXKET
NEPEHOCUTBhCSI HAa BEKTOpE, TAaKOM Kak IUIa3MUIHBbIA BekTop). HykienHoBas KuCIOTa,
KOAMPYIOIIasi peKOMOMHAHTHBINA OEJIOK, TaKKe MOXKET COAEPIKaTh T'€TePOJIOTHYHBIN MPOMOTOD,
(YHKIIMOHAJIBHO CBSI3aHHBIN C HYKJIEMHOBOM KHCJIOTOH, KOIUPYIOIIel OeokK.

B xoHTEKCTE HaHHOrO JOKYMEHTa TEPMUHBI "TECT MIECTUMHHYTHOH X0onb0b!" 1 "6MWT"
OTHOCATCS K  OLEHKe (U3MYECKOr0  COCTOSIHMS, KOTOpas — MpEeACTaBisieT  coOoM
CTaHJAPTU3UPOBAHHBII TECT AJI OLIGHKU CIIOCOOHOCTHU K xoapbe y marmenTta ¢ HPP (manpuwmep,
pebenka ¢ HPP Bo3pacTom oT mpuOau3uTeNnbHO 5 et 10 npubau3uTenbHo 12 jet, moapocTKa ¢
HPP Bozpactom ot npubimsurtensHo 13 ner no npubnmsurensHo 17 et wnu B3pocnoro ¢ HPP
BO3pacToM Oonee uYeM mnpuONIM3MTENbHO 18 Jer wim crapiie) WM OPYTUM HapylIeHHEM
MHHEPAJIU3ALIH KOCTHOI TKaHU. B 4acTHOCTH, CITIOCOOHOCTH K XOAbOE OTHOCUTCS K CIIOCOOHOCTH
NalMeHTa MOJHUMATh U CTABUTh KaXKIYI0 HOTY 1o odepenu. CM. mocTaHOBJIEHHE AMEPUKAHCKOTO
TOPaKaJIbHOTO OOIIEeCTBA: PEKOMEHALMU MO TECTy LIeCTUMUHYTHOH xonpObl (Amer. J. of
Respiratory and Critical Care Medicine, 166(1):111-7, 2002, kOTOpbIe BKJIIOUEHbI B JAHHBIN
JOKYMEHT TIOCPEACTBOM CCBUIKM BO BCeH cBoel mojHoTe). OMWT ompenessitoT 1o pacCTOSTHUIO
(HampuMep, B MeTpax), KOTOPOE MALUEHT MPOXOIUT IO IIOCKOW TBEPIOH MOBEPXHOCTH 3a IEPUOLT
B IIeCTb MUHYT. 3aTeM pacctossHue OMW T moxHO cpaBHUTH ¢ paccrosiHueM 6MW T nanyeHTa Ha
HUCXOIHOM YpOBHe, paccTossHueM OMWT y He moaBepraBLIerocs JJe4eHUI0 CyObeKkTa (Harpumep,
HE MOABEPraBIIETrOCs JIEYEHHIO CyObekTa MPUOIM3UTENIbHO TOT'O JK€ BO3PAcTa, pOCTa W/UJTH MOJIa)
win  paccrosaneM OMWT  3mopoBoro cyObekTa (Hampumep, 3I0pOBOro  CyObekTa
NPUOJIU3UTENIBHO TOTO K€ BO3pPAcTa, pPOCTa W/WIM TOJIa) M BBIPA3UTh B MPOLEHTAX s
onpeaeneHus 3HaueHuss OMWT.

ITon Ttepmunamu "mpoBoauth JedeHue", "neuuTs" u "nedeHue" MOApa3yMeBaIOT
o0ecrieueHre MEIUIIMHCKOTO KOHTPOJSI MALMEHTa C LENbI0 M3JICUEHHs], OOJIErYeHUs] TSKECTH,
CTa0MIM3aLNY, CHIDKEHHS BEPOSITHOCTH WM TPEAYIPEXKICHUs] Pa3BUTHA OOJIE3HEHHOTO
cocrtosiHus, Takoro kak HPP (Hanpumep, nerckoii, nogpoctkosoit HPP wnmu HPP B3pocnoro) wmu
APYyTroro HAapyIIEeHUss MUHEpPAJIN3alUd KOCTHOH TKaHW, WJIM OIHOTO WM HECKOJBKHUX HX
CUMIITOMOB W/HIN 0o0ecriedeHrne KOHTPOJIS MALMEHTa, Y KOTOPOrO MPOSBISIETCS HIIM MOXKET
UMEThCsl OOJIE3HEHHOE COCTOsiHME, Takoe kak HPP wmnmu ppyroe HapyuieHune MuHEpantu3anuu
KOCTHOM TKaHH, HampuMep, NMyTeM BBeOeHHs (apMaleBTHUECKONW KOMITO3UIMU (HAIpPUMED,
OIMHUCBHIBAEMOr0 B NaHHOM JOkyMeHTe SALP). JlaHHBIA TEpMHUH NpEayCMaTPHBAET AKTUBHOE
JeYeHne, TO €CThb JIEYeHUE, HAMpPaBJIEHHOE KOHKPETHO Ha O0ECMeYeHHe YIYUIICHUS WIH
aCCOLMMPOBAHHOE C U3JICUEHNEM OT 3a00JIEBaHMUS, MATOJOTHUECKOTO COCTOSHUS, HApY LIEHHS WITH

SABJICHUSA, a TAKKE BKIIHOYACT 3THUOJOTHYECCKOEC JICUCHUEC, TO €CTbhb JICUHCHUE, HAIPABJICHHOC Ha
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yCTPaHEHHWE TPHUYMHBI AaCCOLMHUPOBAHHOTO 3a00JIEBaHUS, MATOJOTMYECKOrO COCTOSHHUS,
HApyIIeHUs WK siBieHus. Kpome TOro, nmaHHBII TEpPMUH MpPEoyCMAaTPUBAET NAJUTMATUBHOE
JIeYeHNe, TO €CTh JIeUeHHUe, MPEeIHa3HAUYEHHOE ISl OCJTa0IEHHUs] WM YMEHBIIEHHsI 110 MEHbLICH
Mepe OZHOTrO CHMIITOMA, a HE JJIS1 M3JIEYeHUs] OT 3a00JIeBaHMS, MATOJIOTHUECKOTO COCTOSIHHMS,
HApPYIIEHUs WM SIBJICHUS, CUMIITOMATHYECKOE JIEYEHHE, TO €CTh JICUeHHE, HANpaBJICHHOE Ha
KOHCTUTYLIMOHAJIbHbIE ~ CUMIOTOMBI ~ ACCOLMHPOBAHHOTO  3a00NI€BaHMs, MATOJIOTMYECKOrO
COCTOSIHUS, HAPYIIEHHS WK SIBJICHUSI; IPEBEHTUBHOE JIEUEHHUE, TO €CTh JICUCHUE, HAIPaBIEHHOE
HA MHUHUMM3ALMIO WIM YaCTUYHOE WM TIOJHOE IONABJIEHHUE PA3BUTHUS aCCOLMHUPOBAHHOTO
3a00neBaHysl, MATOJIOINYECKOTO COCTOSIHUS, HAPYIICHUS WU SIBJICHUs], HApUMeEp, Y MalHeHTa,
KOTOpBIH eme He OOJeH, HO KOTOPBIN SIBJISETCS BOCIPUUMYMBBIM K Pa3BUTHIO KOHKPETHOTO
3a005eBaHMs, NMATOJOTMYECKOrO COCTOSIHUSA, HApPYIIEHWs WM SIBIEHHUS, WIM HHBIM 00pa3om
HAXOJIUTCS B 30HE PUCKA PAa3BUTHS TAKOBBIX, U MOAJEPKUBAIOIIEE JICUEHHE, TO €CTh JICUEHHE,
IPUMEHseMOe B JIOTIOJIHEHNE K APYrod KOHKPETHOH Tepamuy, HaIlpaBJIeHHOE Ha oOecredeHue
yJy4IIeHHss B OTHOLIEHWH AaCCOLMHPOBAHHOTO 3a00JI€BaHUS, NATOJOTHYECKOTO COCTOSHHS,
HapyLIEHHs UJIH SBJICHUS.

Tepmunbl "mentua”, "momunentun' u "Oenok" NMPUMEHSIOT B3aUMO3aMEHSEMO, U OHH
OTHOCSITCS K JIF0OOI menu u3 1ByX wmim Oosiee IPUPOAHBIX WIIM HEPUPOAHBIX AMUHOKHUCIIOTHBIX
OCTAaTKOB, HE3aBUCHMO OT MOCTTPAHCISILHOHHON MOAn(HUKaIMU (HanpuMep, TITMKO3MINPOBAHUS
win  pochopunupoBaHns), COCTABISIIOLIMX BECh BCTPEYAIOLIMNCS B MPUPOAE WM He
BCTPEYAIOLIUIICS B IPUPOAE MOJUIENTH WIN NEeNTUA, KOTOPbIM ONUCaH B JAHHOM JOKYMEHTE,
WU YaCTh TAKOBOTO.

Tepmunbr "SALP", "pactBopumasi menouHas (ocdartaza" u "BHEKIETOYHBIH JTOMEH
menoyHol (ocdaTaspl” NPUMEHSIOT B3aWMO3aMEHSIEMO W OHM O3HAYAIOT PACTBOPUMYIO, HE
CBs3aHHYK ¢ MeMOpaHol Ienounyro (ocdarasy wim ee IOMeH, OUOJOTMYECKU AKTHBHBIN
(dparMeHT WM OUONOrMYeCKH aKTHUBHBIA BapwaHT. SALP BKIIOUArOT, Hampumep, MISTOYHYIO
docdarazy, y koropoit orcyrcTByer C-KOHLEBash CHUTHalbHasi mocienosareabHocTb GPL u ee
JOTIOJTHUTEIIbHBIE BAPUAHTBI U aHAJIOTH, KOTOPBIE COXPAHSIOT aKTUBHOCTD MIEJIOYHOH (ocdarasbl,
HarpuMep, CHOCOOHOCTh THApoNM30oBaTh PPi mim npyrue nmpupoOAHbIE WM HCKYCCTBEHHBIE
cyoctparel. Croa BXOIUT, eciii He yka3aHo uHoe, noMeH TNALP, PALP, GALP u IALP u ux
OHMONIOTNYEeCKH aKTHBHBIM (parMeHT WM OWOJIOTHUECKH aKTUBHBIA BapwaHT. 3penas SALP
mumeHa MemOpanHoro sikopss GPl WM CHrHamBPHOrO MenTHIA, KOTOPBIH OTINEIUIETCS B XOAE
NPOIIECCUHTA.

Tepmunbl "BblAeneHHBbIN" WM "OuMIEHHBIH" O3HAYaeT OTHAENEeHHbIH OT JpYyrux
NPUPOAHBIX COMYTCTBYIOIIMX KOMIIOHEHTOB. Kak mpaBmio, coenuHeHune (Hampumep, O€JoK,
NOJIMMENTHl, HYKJEHHOBAasl KUCJIOTa WJIM Majas MOJieKyJa), (akTop, KIeTKa WU JPyroi
KOMITOHEHT CUUTAIOTCS BbIIEJICHHBIMHU, €CJIM OHU COCTABJIIIOT IO MEHBbLIEH Mepe, HampuMmep,
50%, 60%, 70%, 75%, 80%, 85%, 90%, 95%, 96%, 97%, 98% wunmu naxe 99% mno Becy, He
comepKat OENKOB, AHTHUTEN, BCTPEYAKOLINXCS B MPHPOAE OPTraHMYECKHUX MOJEKYJ U JPYTHX
KOMITIOHEHTOB, C KOTOPbIMU OHHM aCCOLIMUPOBAHBI B €CTECTBEHHOM COCTOSIHUH. B HEKOTOpBIX

Clly4asix YMCTOTa KOMIIOHEHTA COCTaBJIsIEeT MO MeHbliIeil Mepe 75%, 90% unu naxe 99% mno Becy.
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BrineneHHbI KOMIIOHEHT MOKHO TOJIYYUTh IyTEM XUMHUYECKOTO CUHTE3a, BhIACTIEHH (PakTopa
U3 TPUPOAHBIX UCTOYHUKOB WJIM TOJYYEHUS KOMIIOHEHTa B PEKOMOWHAHTHOH KIJIETKE-XO35IHHE,
KOTOpasi B €CTECTBEHHOM COCTOSHUHM HE NMPOAYLHUPYET NaHHBI KOMIIOHEHT. benku m maibie
MOJIEKYJIbI MOTYT OBITh OYHMIIEHB! CHENHUAJINCTOM B JAHHOH OOJNACTH TEXHUKH C MPUMEHEHHEM
CTaHJAPTHBIX METOAMK, TAKHX Kak onucaHHble B padore Ausubel et al. (Current Protocols in
Molecular Biology, John Wiley & Sons, New York, 2000). KoMnoHeHT npeanoyTHTEIbHO YHUILe
HUCXOJHOrO MaTepuaja Mo MeHblIeHd mepe, Hanpumep, B 2, 5 wimm 10 pas, 4TOo HU3MEpSAT ¢
NOMOIIBIO, ~ HampuMep, d3JekTpodope3a B  IMOJUAKPUIAMUAHOM  reje,  KOJOHOYHOH
xpomarorpadun, onpeaeneHus ontudeckor mioruoctu, HPLC-ananu3a uin BecTepH-OJI0TTHHTA
(Ausubel et al., 2000). MmumocTpaTUBHBIMH CHOCOOAMH OYHCTKH SIBJSIFOTCSL KOJIOHOYHAs!
xpomarorpadus, ¢QuiabTpaiys, HMMMYHONpPELUNUTALMs U HUMMyHoad(dUHHAs OYHCTKAa Ha
MarHUTHBIX MUKPOTpaHyJIax.

Tepmunbl "¢apmaneBTHueckn npuemieMblii Hocutenb' win  "(apmaueBTudecku
IPUEMJIEMOE BCIIOMOTATENbHOE BELIECTBO" O3HAYAIOT HOCUTENb WJIM BCIOMOTraTelbHOe
BEILECTBO, KOTOPBIE SBIISFOTCS (PH3HONIOTHYECKH MPUEMIIEMbIMH [Tl IOABEPTaBIIETOCs JICUEHHIO
NalMEHTa, COXPaHss MPU STOM TepaneBTUUECKHE CBONCTBA COEUHEHUs], C KOTOPbIM €r0 BBOJST.
OnHNM  WUIFOCTPATUBHBIM  (papMaLeBTHYECKH  NPUEMIIEMbIM  HOCUTENEM  SIBJISIETCSI
¢usnonoruueckuit pactop. Jpyrue ¢pusnonornuecku nprueMieMble HOCHUTENIN U COCTaBbl HA UX
OCHOBE W3BECTHBI CIELMAINCTAM B JAHHOH OOJacTH TEXHUKHM W ONKCAHBI, HAMpUMEp, B
Remington's Pharmaceutical Sciences (Remington: The Science and Practice of Pharmacy, 22nd
Ed., Allen, Ed. 2012).

Tepmun "dapmaneBrudeckas KOMIO3HMLHMS" O3HAYAET KOMIIO3HMLIMIO, COAEPIKAIIYIO
MOJIEKYJTy TOJMIIENTHIA UM HYKJIEHHOBOH KUCIIOTBI, KOTOPBIE OMHCAHBI B JAHHOM JJOKYMEHTE,
COCTaBJIEHHBIE C (hapMALEBTHYECKH MPUEMIIEMBbIM BCIIOMOTATENIbHBIM BEIIECTBOM, U BKJIFOYAET
KOMIIO3ULIUH, M3TOTOBJSIEMblE WJIM  TPOJABaeMble C  OHOOpPEHUs TroCyIapCTBEHHOTO
peryJupyroIero opraHa Kak 4YacThb TEPANeBTHYECKOTO pPeXHMa Ui JICUEHHUs] WU
NPEAyNpPeKAeHUs] pPa3BUTUS 3a00JNeBaHUs WIM SIBJICHUS Yy mnanueHta. PapmaneBTUUecKue
KOMITO3UIIUH MOTYT OBbITh COCTABJIEHBI, HAIPUMED, JIJIsI TTOJKOKHOTO BBEACHHUS, BHY TPUBEHHOTO
BBEJICHUS (HampuMep, B BHIE CTEPHIBHOTO PAaCTBOPA, HE COAEPIKALIEr0 YacTHIl SMOOJ, W B
CHCTEME pACTBOPHTENICH, MOAXOISIIEH JUIsi BHYTPUBEHHOTO BBENEHUs), IJsI MEePOPaTbHOrO
BBEZICHUS (HapuMep, TabIeTKa, Karncyia, Karjiera, )KeJIaTUHOBAsS KaIlCyJia WJIA CUPOIT) WJTH B BHJIE
a000ro Ipyroro cocraBa, ONMMCAHHOTO B JAaHHOM JOKYMEHTE, HamnpuMep, B CTaHIAPTHOU
JIeKapCTBEHHOH (popme.

Tepmunbl "cyOpekT" M "mManueHT" NPUMEHSIOT B3aMMO3aMEHSIEMO, M OHH O3HA4aroT
MJIGKOIIUTAIOLIEe, B TOM 4YHCIE O€3 OrpaHHYEHHUs] YelIOBeKa WJIM OTIMYHOIO OT YeJIOBEKa
MJIEKOITUTAIOLIETO, TAKOTO KaK KPYITHBIA POTaThIid CKOT, JIOMIa(b, COOaKa, OBLIA MIIH KOLIKA.

TepmuH "KJIeTKa MIIEKOMUTAIOMIETO" W3BECTEH B JAHHON OOJIACTH TEXHHKH U MOKET
OTHOCUTBCSI K JIIOOOW KjieTke JI000ro MIIEKOIMUTAIOIIEr0 WM TMOJYYEeHHOW OT Jrodoro
MJIEKOIIUTAIOLIETO, B TOM YHCJIe, HATIPUMEP, HYEIOBEKa, XOMsKA, MBILIH, 3€JI€HOH MapThHIIIKH,

KPbICbI, CBUHbBHU, KOPOBbI, XOMsKa HJIM KPOJIHUKA. Kierka MJICKOIIMTAKOIIECTO MOXKET OBITh
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UMMOPTAJIM30BAHHON KJIETKOH, nuddepeHunpoBaHHON KieTkod miu HenuddepeHupoBaHHON
KJIETKOM.

Tepmun "TepaneBTHuecku 3P PeKTHBHOE KOJINIECTBO" 03HAYAET KOJUUECTBO OMUCAHHON
B JJAHHOM JOKYMEHTE€ MOJIEKYJIbl IMOJIMNENTHAA WM HYKJIEMHOBOW KHCIIOTBI, TOCTATOYHOE MJIS
CYLIECTBEHHOI'O JICUEHUs], IPEAYTPEXKICHUs], OTCPOUKH, ITOAABICHNS WM KyTHPOBAHUS JIFOOOTO
CHUMITOMA 3a00JIE€BAHNUS WJIM COCTOSIHMS, ONMCAHHOTO B JaHHOM JOKYMeHTe, B yactHocTtd HPP.
Tepanesrudecku >pdexTuBHOE KOIUYECTBO OMUCHIBAEMON B JTaHHOM JOKYMEHTE KOMIIO3HLIUU
MOJKET 3aBUCETb OT TSDKECTH IOJBEPTaBLIETOCs JICUEHUIO HAPYIIEHHs, & TAKXKE OT COCTOSIHMA,
BECa M CaMOYYBCTBHsA CyOBEKTa, M OHO MOXKET OBITh OIPENENIEHO CIEIHATNCTOM CpeaHei
KBaTu(UKalMu B NAHHOH OONACTM TEXHUKU C y4deToM Takux (axrtopos. TepameBTHUECKH
3((eKTUBHOE KOJINYECTBO OMUCBHIBAEMON B JAHHOM JOKYMEHTE KOMITO3UIMH MOKHO BBOJUTH
CyOBEKTYy B BHJE OZHOKPATHOW MO3bI WM B BHIE MHOTOKPATHBIX 7103, BBOJAUMBIX B TE€UEHHE
OTIPEeJIENIEHHOr0 IEpHO/Ia BPEMEHH.

B koHTekcTe MAaHHOrO MOKYMEHTA, €CJIHU IIOCJIEAOBATENbHOCTh IMOJUIMENTHAA WIH
HYKJIEMHOBOM KHCJIOTHI YIIOMHUHAIOTCS Kak XapakTepusyromuecs "mo MeHblieil mepe X%
UJIGHTUYHOCTBIO NOCJIEA0BATENIBHOCTH" € 3TAJIOHHOH MOCEI0BATEIbHOCTBIO, 3TO O3HAYAET, YTO
1o MeHblIel Mepe X NMPOLIEHTOB AMUHOKHUCIOTHBIX OCTATKOB WJIM HYKJIEOTUAOB B MOJMIIENTHE
WIA HYKJIEUHOBOM KHCJIOTE HJIEHTHYHBbl TaKOBBIM B 3TAJIOHHON IOCJIEAOBATENbHOCTH IpU
ONTHUMAJIBHOM  BBIPABHUBAaHUM  HocjenoBarenbHOCcTel.  OnTuManbHOE — BbIpaBHUBaHUE
IIOCJIEIOBATEIBHOCTEH ~ MOJKHO ~ ONPENENHUTb  PAa3IUYHBIMH  CIIOCO0AMM,  W3BECTHBIMH
CHEeLUAIMCTaM B JTAHHOUW OONIACTH TEXHUKH, HAIIPUMEP, C MOMOIIBIO AJITOPUTMa BhIPABHUBAHUS
Cwmuta-Yorepmana (Smith et al., J. Mol. Biol. 147:195-7, 1981) u BLAST (cpencrBa moucka
OCHOBHOTO JIOKaJIbHOTO BhIpaBHUBaHUs, Altschul et al., J. Mol. Biol. 215: 403-10, 1990). Otu u
ApPyTHE aJrOPUTMbI BBIPABHUBAHHS AOCTYITHBI C TMOMOINBI OOLIENOCTYTHOIO KOMITBIOTEPHOTO
nporpaMMHOro obecrieuenusi, Takoro kak "Best Fit" (Smith and Waterman, Advances in Applied
Mathematics, 482-489, 1981), koropoe BkiroueHo B GeneMatcher Plus™ (Schwarz and Dayhof,
Atlas of Protein Sequence and Structure, Dayhoft, M. O., Ed., pp 353-358, 1979), BLAST,
BLAST-2, BLAST-P, BLAST-N, BLAST-X, WU-BLAST-2, ALIGN, ALIGN-2, CLUSTAL wnn
Megalign (DNASTAR). Kpome TOro, crneunuaiuctel B JaHHOW OOJACTH TEXHHKH CMOTYT
OTPENETUTh COOTBETCTBYIOLIHE NMapaMEeTPhI I U3MEPEHHUS BBIPABHUBAHUS, B TOM YHUCJIE JIFOObIE
ANTOPUTMBI, HEOOXOAUMBIE U JOCTIDKEHHsS ONTUMAJIBHOTO BBIPABHMBAHUS 10 JJIMHE
CPaBHUBAEMBIX MTOCIIEIOBATEIBHOCTEH.

B xoHTekcTe AaHHOrO NOKYMEHTa TEePMHH '"MpeNBapUTENIbHO OIpeneseHHbIH mnopor"
OTHOCHUTCSI K 3HAQYEHUIO METPHUYECKOrO IMOKasaTess y CyObeKTa OTHOCHUTENBbHO KOHTPOJIBHOTO
3HaueHHs (HarpuMep, 3HAYSHHUST METPHYECKOTO IOKAa3aTessl y HOPMAJIbHOTO CyOBeKTa, HalpuMep,
y cyOpekTa 0e3 HapyLIeHHss MUHEpadu3aluu KOCcTHOW TkaHu (Hampumep, HPP), y cyOnekra c
3a0oneBaHreM, KOTOPOrO TMOJABEprajy JedeHuro ¢ momombio SALP, wmmm y cyObekra c
3a00seBaHNEM, KOTOPOTO ellle He MOABEprayiv JiedeHuto ¢ nomoinbso SALP). HopmanbeHbeiil win
NOJBEPTaBIIUICS JIEYCHUIO CyOBEKT MOKET IMETh TAKOH JK€ MIIA CXOXKHH BO3PACT, BEC W/WJIH O

IlpenBapurenpbHO ONPEAENEHHBI IMOPOr MOXKET OTHOCHUTBCS K 3HAYEHHUIO METPHUYECKOro
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NIOKa3aTeNsl, KOTOPOe HAXOAWUTCS MEXIY M3MEPEHHBIM 3HaueHHEM y CyObeKTa ¢ HapyLICHHEM
MUHEpaIN3alUl KOCTHOW TKAaHU M COOTBETCTBYIOLINM 3HAUEHHEM y HOPMAaJbHOTO CyOBEKTa.
Hanpumep, ecmn y cyObekTa ¢ HapyIIeHHeM MUHEPAIN3aLUi KOCTHOW TKaHH OIPEeNIEHO, YTO OH
XapakTepusyeTcs: aioM, cocTaBsIommM S0 maros, Mo MeTpudeckomy mnokaszaremro OMWT, u
HOPMAaJIbHBI CYOBEKT MO JaHHOMY METPHYECKOMY IIOKA3aTeNI0 XapaKTepusyercs: Oajuiom,
coctapsiromuM 500 maros, TO NPEABAPUTENBHO ONPENENICHHBIN MOPOr MOXET NMPEACTaBIAThH
co0oli 3HaUeHue, KOTOpOoe HaXoAuTCs B nuana3one ot 50 maros go 500 maros. [IpexBapurensao
OTIPENIEICHHBIN MMOPOT TAK)KE MOKET IMPEICTABIATh COOON 3HAUEHHE METPHUYECKOrO TIOKA3aTes,
KoTopoe, Harpumep, Ha 10%, 20%, 30%, 40%, 50%, 60%, 70%, 80%, 90%, 100% wnu Oonbiie
HIDKE 3HAYEHHsI AJI1 HOPMAJIbHOTO WJIM TOABEPIaBIIETrOCs JICYEHNUIO CyObeKkTa. AJBTEPHATUBHO,
NPEABAPUTENIBHO ONpPENEIeHHBIH MOPOr MOXKET MPEACTaBIATh COOOH 3HAUE€HHE METPUYECKOTrO
IOKa3aressi, KOTOPOe CKOPPEKTHUPOBAHO Uil OTpakeHus Oama cyObeKkTa, MOJBEPraBIIErocs
aeueHnto nocpeactsoM SALP, Ttakum oOpas3om, 4TOOBI 3aJaHHOE MOPOTrOBOE 3HAYEHHE CTaJIO
3HAUYE€HUEM METPHUYECKOro IMOKa3aressi, KOTOPoe Ha MO MeHblIel mepe, Hanpumep, 10%, 20%,
30%, 40%, 50%, 60%, 70%, 80%, 90%, 100% OGoJbiue, 4eM UCXOIHOE 3HAYCHHE METPUIECKOTO
nokasareJisi y cyObekTa, HanpuMep, 0 JieueHus mocpeactsom sALP.

CnoBa "mpeamouTuTenbHbI' U "IPEANOUYTUTENBHO" OTHOCSATCS K  BapUaHTaMm
OCYLIECTBJIEHUS PACKPBITBIX IIOJUMENTHAOB, KOMIO3ULMH M CHOCOOOB, KOTOpbIE MOIYT
obecrieunBaTh ONpeeIeHHbIE IPEUMYIIeCTBA ITPH ONPeeNIeHHbIX 00cToATeNbCTBaX. OQHAKO IPH
TeX K€ WIM JAPYTUX OOCTOSTEIbCTBAX MPEANOUTUTEIBbHBIMU TaKXKe MOTYyT ObITh U JApYyTHUe
BapHaHThI OCyLIeCTBIeHUs. bojiee TOro, ykazaHue OTHOTO UM HECKOJIbKUX MPEANOYTHTEIbHBIX
BAPHAHTOB OCYINECTBJIEHHUS] HE O3HAYAET, YTO NMPUMEHUMBIMH HE SIBJSIFOTCSI IPyTHe BapUaHThI
OCYIIECTBJIEHUS, U HE MOJpa3yMeBaeTcCs HCKIIOUEHUE NPYTMX BapHUAHTOB OCYILECTBJICHUS W3
00beMa HACTOSIIIEro H300PETeHHMSI.

B cnyuae mo00ro packpbITOro B JAaHHOM JOKYMEHTE Croco0a, KOTOPBIH BKIIIOYAET
OTZEJNIbHBIE CTaJNU, CTATUU MOKHO OCYLIECTBIISITh B JIFOOOM JOMYCTUMOM TIOPSIIKE, TAKXKe, TIPU
HEOOXOIUMOCTH, JIFOOYH KOMOWHALIMIO IBYX WM Oojiee CTaauid MOXKHO OCYINECTBISTh
OJTHOBPEMEHHO.

ITpuBeneHHOE BBIIIE KPATKOE OMUCAHUE HACTOSINEr0 N300PETEHNUS He MPEeTHA3HAUEHO JIS
OMMCaHUs KaXI0TO PACKPBITOrO BapHaHTa OCYLIECTBIIEHUS MU Ka)KJOr0 BapuaHTa peajnu3aliuu
PACKPBITHIX TOJUIENTHAOB, KOMIIO3UIUI U crioco0oB. B Hipkecnenyromem onucanuu Oosee
nopoOHO MPOAEMOHCTPUPOBAHBI WILTFOCTPATUBHBIE BAapUAHTBI OCYIIECTBICHUS. B HEKOTOPBIX
MeCTaxX HACTOSIIEeH 3asBKU MOTYT OBITh JaHbl PEKOMEHIALMH B BUJE IEpedHell MpHMepoB,
KOTOpbIE€ MOXHO HCIIOJIB30BATh B PA3IMYHBIX KOMOMHALMSAX. B KakaoMm ciydae mpuBeIeHHBIH
nepeyeHb CIYXKUT TOJIBKO PENpPe3eHTATUBHON IPyMNIoil U He JOJKEH MHTEPIPEeTHPOBAThCS Kak
UCKJIFOUMTENIbHBIN NepeyueHb.

Bce 3aronoBku npenHa3HaueHb! A yAOOCTBA YHTATENs] M HE AOJDKHBI UCIIOIb30BATHCS
JUJIs1 OTPAHUYEHHUS] CMBbICIIA TEKCTa, CIIENYIOLIEro 3a 3ar0JIOBKOM, €CJIM TOJbKO HE YKa3aHO HHOE.

Jlpyrue mpu3HAKM W NPEUMYLIECTBA HACTOSINErO H300peTeHus OyAayT OYEBHIHBI W3

noapoOHOro ONMCaHus, rpadUIeCKUX MaTEPUAIOB B (POPMYJIbI H300PETEHHSL.
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KPATKOE OITUCAHUE T'PAOUYECKHUX MATEPHUAJIOB

Ha ¢ur. 1 nokazaHo cxemaTudeckoe m300paskeHue qu3aiiHa UCCIIEIOBAHUS, OTIFCAHHOTO
B pumepe 2. ['pynmy 1 paHnoMm3upyroT aiist mprema achoTassl aibga B 03€, COCTABISIIONMIEH 6
MI/KI/Heemsl, Ha NCXOAHOM YPOBHE U MPOJOJDKAIT IpUeM 1o 6 Mr/kr/Henens ¢ Heaenu 12 no
KoHIa JeueHus (Henens 36). I'pynny 2 panaoMusupyroT i npueMa acgorassl anbda B 103e,
COCTABIAIOLIEH O MI/KI/Henens, Ha UCXOQHOM YPOBHE, U TPyIIa NMEPEXOAUT Ha IMpueM mo 3,6
MI/KT/Henenst ¢ Henenu 12 1o koHHa yedeHus (Henens 36). AA osHauaeT acorasy ansda, HPP
o3HauaeT runodocdaTaszuio, (W 03HA4aeT pa3 B HENEIIO.

Ha ¢ur. 2A - 2D npencrasnens! rpaduky, n3o0pakaromue Gusndeckyro QyHkuo (¢ur.
2A - 2C) n ouenky HRQoL (¢ur. 2D) cpenu B3pocibIX, TOABEPraBLINXCS JIEUEHHUIO TOCPENCTBOM
acdorassl anbga no nosoay HPP ¢ Hauanom B geTckom Bo3pacTe, COrNIaCHO TaHHBIM, COOpPaHHBIM
Ha UCXOIHOM YPOBHE, yepes 6 Mecsaes u 12 MecsileB. A) TECT IEeCTUMUHYTHON XoAb061 (MW T),
n=12 B) tect moawema co crtyna (uacte SPPB, n=9), C) LEFS (n=9), D) 6amnsr PCS,
oueHuBaemble 1o SF-36v2 (m=9); 3Be3noukamu OO0O3HAUYEHA CTATHCTHYECKAs 3HAYUMOCTH IO
CPABHEHHIO C UCXOJIHbIM YPOBHEM.

Ha ¢ur. 3A - 3D npencrasnen Habop rpadukoB, M300paKaAOIINX MEPBUUHBIE PE3YJIbTAThI
¢dusnueckoli pyHkmy, oneHuBaemMele 1o paccrosHuo 6MWT (¢ur. 3A), Bpemenu tecra TUG
(¢pur. 3B), ckopocTu 4-muHyTHOH X01b0bI (pur. 3C) 1 TeCTy HOBTOPHOTO MOABEMA CO CTYIIA ((HT.
3D) cpenut B3pOCIIBIX, KOTOPBIX NOABEPTaJIN JISUEHHIO TOCPEACTBOM acoTassl anbda mo noBoxy
HPP ¢ HayanoMm B 1€TCKOM BO3pacTe Ha UCXOIHOM YpOBHE, uepe3 12, 18 u 24 mecsna nedeHus.
*p <0,05 Mo CpaBHEHHIO C HMCXOAHBIM ypoBHeM. HiskHell M BepxHel TpaHUIIAMU CHHUX
MPsIMOYTOJIBHUKOB NPEICTABJIECHBI 25-11 U 75-1 MPOLEHTUIN COOTBETCTBEHHO. [ OpU30HTaNBHBIMU
YepHBIMU JINHUSIMU TPEACTaBICHO MeJUaHHoe U "ycamu"

MpeCTaBIeHbl MAKCUMAaJbHble U MUHMMaJbHbIe 3HaueHus. OMWT (n=13); tect TUG
(n=7); ckopocTb 4-MHHYTHOH XOABOBbI (#=9), MOBTOpHBIH moaveM co cryna (#=8). 6OMWT
o3HavaeT TecT O-muHyTHOH xonpOb;, HPP o3nawaer rumodocdarasuro, IQR o3nagaer
MEXKKBAPTHIIbHBI pasmax; SPPB o3Hauaer kpaTkyro Oaraperd TeCTOB (DU3HUYECKOTO
¢ynkmonuposanus; TUG o3HauaeT BpeMEHHOW TeCT "BCTaHb M UAH".

Ha ¢ur. 4A - 4D npencrasied Habop rpaduKoOB, U300paKAIOIIUX BTOPHUYHBIE PE3YJIbTaThI
U3MEpPEHUI pPEeruCTPUPYEMBIX MalUEeHTaMH (U3NYECKON (PYHKIUH U OpeMeHu 3a00JieBaHUS,
ouenuBaemsble ¢ momornpio LEFS (¢ur. 4A), SF-36v2 (¢ur. 4B u 4C) 1 onpocHUKA 1O U3YYEHUIO
uHTEeHCUBHOCTH Oomu (¢ur. 4D) cpenn B3pocibix ¢ HPP B nerckom Bo3pacTe, moaBepraBIInxcs
JIeUeHHI0 TocpencTBoM acorasel anbda mo nmosoxy HPP ¢ mawamom B nmerckom Bo3pacte Ha
UCXOTHOM ypoBHE, depe3 12, 18 u 24 mecsna nedenus. *p <0,05 mo CpaBHEHHUIO C UCXOAHBIM
ypoBHeM. HuskHel 1 BepXHel rpaHULIAMU CUHUX MPSIMOYTOJIBHUKOB NMPEACTaBiaeHbl 25-1 U 75-i
NPOIEHTWIA COOTBETCTBEHHO. | OpU30HTAIBHBIMI YEPHBIMHU JIMHUSMH MPEICTABICHO MEIUAHHOE
3HaueHue, 1 "ycaMu" NpefcTaBiIeHbl MaKCUMaJbHble U MUHUMalbHble 3HaueHus. bamn no LEFS
(n= 10), PCS (n=9), MCS (#=9), onpoCHUK MO W3yYE€HUIO MHTEHCHBHOCTHU OOJM: MUCXOIHBIN
ypoBeHb (1= 13), uepes 3 mecsma (7= 11), 6 mecsaues (n=11), 12 mecsaues (n= 13), 24 mecsua (n=

5). HPP o3navaer runodocdarasuro; LEFS o3navaer mxany QyHKUMH HWKHUX KOHEUYHOCTEH,
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MCS o3nagaer obobuierne ncuxuyeckoro komnoHeHTta; PCS o3HauaeT o6o01meHne pusnaeckoro
KomroHeHTa; SF-36v2 o3HavyaeT KpaTkyro GopMy ONPOCHUKA COCTOSIHUS 3J0POBbS U3 36 My HKTOB,
Bepcus 2.

Ha ¢ur. 5 npeacrasnen rpaduk, Ha KOTOPOM HU300paKeHbI €:KEHEAETbHbIE N3MEHEHUS
1036l achoTtassl anbda (MI/KT Beca Tena).

Ha ¢ur. 6 npeacrasnen rpaduk, Ha KOTOPOM HU300paKeHbI €KEHEAETbHbIE N3MEHEHUS
1036l achoTassl anb(a (MI/KT HIEaTHbHOTO Beca Tella).

Ha ¢ur. 7 npencrasnen rpaduk, Ha KoTOpoM u3o0pakeHs! qanHble OMWT, kak Ha Qur.
3A, no 30 mecsies.

Ha ¢ur. 8 A u 8B npencrasnens! rpaduky, Ha KOTOPOM U300paKEeHBI CpEIHEE BPEMs TECTA
xonp0bl Ha 4 M (¢ur. 8A) u cpenusis ckopocTs (pur. 8B), xkak Ha ¢ur. 3C, no 30 mecsLes.

Ha ¢ur. 9 npencrasnen rpapuk, Ha KOTOPOM H300pa’ke€Hbl JAHHBIE TECTA IMOBTOPHOIO
nojbeMa Co cTyJa, kak Ha ¢ur. 3D, no 30 mecsnes.

Ha ¢wur. 10 npencrasien rpaduk, Ha KOTOpOM n300pakeHs! qaHHbIe Bpemenu Tecta TUG,
kak Ha ¢ur. 3B, no 30 mecsues.

Ha ¢ur. 11A u 11B npencrasnensl rpaduky, Ha KOTOPbIX HM300pa)keHa CHJIa XBaTa
nomuHupyowmeit (gur. 11A) u Henomunupyrommeii (¢ur. 11B) pykoit no 30 mecsiues.

Ha ¢wur. 12 npencrasnen rpaduk, Ha KoTopoM n3o0paskens! Oamis mo SF-36v2 (PCS), kax
Ha ¢ur. 4B, no 30 mecsiues.

Ha ¢ur. 13 npencrasnen rpaduk, Ha KOTOPOM H300pakeHbl ypOBHH OOJH, Kak Ha (ur.
4D, no 30 mecsries.

Ha ¢wur. 14 npencrasnen rpaduk, Ha KOTOpoM uzodpaskensl 6amibl mo LEFS, kak Ha ¢ur.
4A, no 30 mecsiLieB.

NHOJAPOBHOE OITMCAHUE U30BPETEHUA

IIpenycMoTpeHbl CIOCOOBI MIPOBENEHUS JICUEHUST HAPYIIEHUI MUHEPAIU3ALUUA KOCTHOU
TKaHH, Takux Kak runogocdarasus (HPP), u ux cumnromos. HPP npexncrasisier coboii penkoe
HACJIeICTBEHHOe 3a0ojieBaHMe cKejieta ¢ 4actoTtoi 1 cimyyait Ha 100000 HOBOPOKAEHHBIX IS
Haubonee Tsokeabix Gopm 3aboneBaHusi. HapylueHue, kak MpaBUJIO, BO3HUKAET B Pe3yJIbTATe
MyTaluid, O0yCIaBIMBAIOLIMX TOTepr (YHKIHMU, B TeHe, komupyromem TNALP. ITpu HPP
NPOSIBJIIETCS] IIMPOKHUH CIIEKTP CUMIITOMOB U CTENEHEH TSHKECTH, OT MPEKACBPEMEHHON NOTepH
3y0OB 1O TOYTH TMOJIHOTO OTCYTCTBHS MHHEpPAIM3aLUMd KOCTHOW TKAaHH BO BpeMs
BHyTpHyTpoOHOTO pazsurus. [Ipossnenne HPP 3ameTHO pa3nugaercs: cpeny CyObeKTOB, a TAKKE
3aMETHO pa3jiM4yaeTcs B 3aBHCUMOCTH OT BO3pacta CyOBekToB. Y MHorux cyowekros ¢ HPP
OTMEYAIOTCS M3MEHEHHs] CKeJleTa, HHU3KOPOCIOCTb, XpPOHWYECKas Ooyb, 0OMb B HIKHHX
KOHEYHOCTSIX, HAapyIIEHHE TIOXOIKH M TMPEeKACBPEMEHHAs aTpaBMaTH4YHAs NOTeps 3yO0OB.
Bcenencteue myranuii, oOyciaaBnuBaromux notepro GyHkunu, B sHR0reHHod TNALP cyObekT ¢
HPP Hy»naercsi B BOCCTAHOBJICHUU MPUPOIHON akTHBHOCTH ALP nuist obecrieuenns HOpMaIbHOM
MUHEpaIN3aLUH KOCTHOTO MaTPHKCA.

B cBs13u ¢ pazHooOpasuem pEeHOTHIIOB U CTETIEHH TSDKECTH Y CYOBEKTOB MOKHO IMTPUMEHSITh

pPa3HbIE MECTPUYCCKUE TMOKA3aTCJIM MAJisi OLCHKU WU Ha6J'IIOI[eHI/I$I crartyca 3a00J1eBaHHsI
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(HarpuMep, 10, BO BpeMs U TIOCJIE JICUeHHs1). B 4acTHOCTH, HEKOTOpbIE U3 TaHHBIX METPUYECKHX
NOKa3aree SBISIOTCS CHEUU(UYHBIMH, HAmpuUMep, CHEUU(UYHBIMH JUI MJIAICHLEB WIN
B3pocibIX. Hampumep, peHTreHOJOrHYecKrue M3MEHEHHs], TaKue KaK MHUHEPATH3aLs CKeJeTa,
MO>KHO HaOJFOZIaTh Y MIIQICHLIEB 110 MEPE POCTa HOBBIX KOCTEW B mpouecce pa3uTus. OnHAKO
B3pOCIIBII C YMEPEHHBIM (PEHOTUIIOM MOJKET MPOSIBISATh HOPMAJbHbIE MJIM IOYTH HOPMAJIbHbIE
XapaKTePUCTUKU MUHepanuzauumu. Takum oOpazom, mnsd  3¢G(EeKTUBHOrO HAOIIOIEHHS
3((eKTUBHOCTH JIeYeHHs Y MaHHBIX pPa3HBIX IMALUEHTOB MOXET MOTpeOOBaThCs IPyToi
MeTpudecKuil mokasarenb. OQuH TaKOH THI MALMEHTa BKIFOYAET B3POCIBIX MALUEHTOB (T. €. JIUL]
B Bo3pacte 18 yer u crapiie), y KOTOPhIX HAOJIOAAETCs CHIDKEHHE KadyecTBa JKU3HU W/WIN
XPOHHMYECKAasi HETPYAOCIOCOOHOCTh BCIEICTBHE KOCTHBIX WJIM MBIIIEYHBIX MPOSIBICHUM
3a0oneBanuss. CHUMOTOMBI Yy B3POCHBIX MMALMEHTOB BKJIIOYAIOT, HANpUMeEp, MeEPeIoMbl U
TMICEBAOIEPEJIOMbI, XPOHUYECKYIO OO0Jb, MBIIIEUHYIO CIa00CTh, TUIOTOHUIO W/WJIA HU3KYIO
($U3NYeCKy0 BBIHOCIUBOCTD. MHOrMa 1Js1 B3pOCIOro MalueHTa MOTYT ObITh 3aTPyIHUTENbHBI
IPOCThIE €XKEAHEBHbIE NEWCTBHS, TaKUe KakK CHJEHHe, BCTaBaHUE WM Xonbba. B nmaHHOM
IOKYMEHTEe NPenyCMOTPEHBbI CIOCOOBI JICUSHHs, KOTOPbIe BKIIFOYAIOT HAOMIOIeHHE M3MEHEHUH
OMOXMMHMYECKNX, (PU3NUECKUX METPHYECKHX IOKa3aTejaed W/WIM METPUYECKUX IOKazaTeneit
Ka4ecTBa JKU3HU C LENbI0O YCTAHOBJIEHMs pEeXHUMa JIEUEHUs Ui TMalUeHTa C HapyLIeHHeM
MUHEpaIN3aluu KOCTHOW TKaHU, TakuM kak HPP, u, B yacTHOCTH, 1UIs1 B3pOCJIOro manueHTa ¢
HPP.

Cnoco0bl 1eyeHus

OnucaHHbIE B TAHHOM JIOKYMEHTE CITOCOOBI BKJIFOYAIOT MPOBEIACHUE JICYCHUST HAPY LICHUS
MUHEpaNInU3alul KOCTHOH TKaHM y 4YeloBeka-CyObekTa. CyOBeKT MOXKET XapaKTepH30BaThCS
YPOBHEM 1O MEHbIIEH Mepe OTHOrO OMOXMMUYECKOTo, PU3NIECKOr0 METPUIECKOTO TTOKA3aTeIsI
(vt UX KOMOMHALIMH ), METPUYIECKOTO MOKa3aTesIsi Ka4eCTBa JKU3HH HIIH KOCTHOM TKaHH, KOTOPBIN
MO3BOJISIET OMPEAETUTh CyOBeKTa KaK HYKAAKOLIErocs B JICYCHUU HAPYLICHUS MUHEPATH3aLUN
kKocTHOU TkaHu. Croco® MOKeT BKJIIOYATh BBEACHHE IO MEHbINeH Mepe OmHOH m03bl SALP
CyOBeKTy Ha mepBoil (aze JieueHus: pexkruMa JieueHus; HaOIoIeHne CyObeKTa BO BpeMsl epBOi
¢da3pl JeueHWss Ha TpPeAMET H3MEHEHUH 10 MEHbIIeH Mepe OXHOro OHOXUMHYECKOTrO,
(pU3NYECKOr0 METPUUYECKOrO IOKA3aTelNs, METPUYECKOro MOKa3aTessl KadyecTBa JKU3HU WU
KOCTHOW TKaHM WU OOHApyKEHHE YJYyYIIEHUs MO MeHbIIeH Mepe OIHOro OHOXUMHYECKOTO,
(pM3NYIECKOro MOKA3aTeNs1, OKA3aTeN sl KAUeCTBe JKU3HU MM KOCTHON TKaHH. Y IyUYIIEHUE MOXKET
OBITH BBILIE MPENBAPUTEIBHO OMPENEICHHOrO MOPOra METPUYECKOTro MOoKaszaress (Hampumep,
yayumenue Ha 10%, 20%, 30%, 40%, 50%, 60%, 70%, 80%, 90% wiu Gonbie OTHOCHTEIHLHO
HUCXOMHOTO 3HAYEHHUs] METPUUYECKOro Mokasaressi y cyObekra no nedenws). Ecnm y cyObekra
HaOJFO1aeTCs1 yIIyUIIeHne, TO CyOBeKT MOXKET 3aTeM BONTH B NIEPBYIO a3y Oe3 JIeueHus: pexknma
JIeYeHHsI, BO BpeMsl KOTOpoil cyOrekTy He BBOIAT SALP. Bo Bpems ¢a3bl Oe3 neueHus crnocod
MOJKET JIOTIOJIHUTEIIbHO BKIIFOUATh HaOJIOIeHHe cyObeKTa BO BpeMs MepBoi (a3pl Oe3 IeUeHus B
TE€YeHHE HEKOTOPOro Mepuosia BPEMEHU Ha NpenMeT M3MEHEHHWH 10 MeHbIIeH Mepe OIHOTO
OMOXNMHUYECKOTO, (PU3NIECKOTO METPHIECKOTO TIOKA3aTeIsl, METPHYECKOTO TIOKA3aTeNsl Ka4eCTBa

JKU3HH WTH KOCTHOM TKaHH. Ecin y CY6’beKTa Ha6mo)1aeTcs1 YMEHBIICHHUE UBMEPCHHOI'O 3HAUCHUA
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METPUYECKOr0 IMOKas3aTess, HalpuMep, YMEHbLIEHHe A0 WM HIKE IpeABapUTENIbHO
ompeaeieHHoro nopora (Hanpumep, cHmkerne Ha 10%, 20%, 30%, 40%, 50%, 60%, 70%, 80%,
90% wnmm Oonblle 3HAYEHHS METPHUYECKOrO TIOKA3aTeNsi OTHOCUTENBHO TNPEABAPUTEIIBHO
OTIPENEICHHOr0 TIOPOra), TO PEKUM JIEUEHHS MOXKET OBITh MOBTOPHO HauaT (Hampumep, CyOBeKTy
BBOJISIT 1O MeHbIIEH Mepe oaHy 103y SALP Bo BTOpoii win nocnenyromei dasze nedeHns pesxxuma
neueHust). JlaHHpIE CTaAMM MOXKHO TIOBTOPSITH OIWH WJIM HECKOJBKO pa3, MNPHU 3STOM
3((eKTUBHOCTD KOHTPOJIHUPYIOT (HANpUMep, HEMPEPBIBHO WM NMEPUOTUYECKH) HA MPOTSLKEHUH
BCEro Kypca pexkuma jieueHusi. XOoTs NPeBapUTEIbHO ONPEAEIEHHBIN TOPOr MOKHO MPUMEHSITh
B KQ4€CTBE I'PAHUYHOIO 3HAUYEHUs AJIsl OLIEHKHU TOTO, CleAyeT Ju BBoAUTb SALP unu HeT BO Bpemst
KOHKpPETHOH (ha3bl pekuma JIeUeHHs], CIIELUATUCTy B TaHHON 00JIaCTH TEXHUKU OyJIeT MOHSATHO,
YTO JIEYEHHE MOXKHO MPOAOJDKUTb WM INPEKPATUTb, HECMOTPSl HA YMEHbIIEHUE HIDKE WU
yBEJIMYEHNUE BBIIIE IPENBAPUTEIBHO OmNpeneNeHHoro mnopora. Hampumep, Moxker ObITh
JKeJaTeJIbHO BO30OHOBUTH BEJIEHHE 103 A0 TOro, Kak 0asn o cuie B BOT-2 ymeHbIIUTCS HIDKE
IPEIBAPUTENIEHO ONPENeNIEHHOTO TOpora, BO M30eKaHHe YMEHBIIEHHs HIXKE MPeIBapUTEIbHO
OIPEAENICHHOrO MOPOra 3HAUYEHHsI METPUUECKOro MOKa3aTelsl y CyObekTa (Hampumep, JedeHue
MO>KHO ITOBTOPHO HA4aTh 10 TOTO, KaK 3HAYEHHE METPUYECKOTO NOKA3aTeNst AOCTUTHET 3HAUEHNH,
kotopoe Ha 1%, 2%, 5%, 10%, 15%, 20%, 25% wnu 30% wnu OoJiblle MPEBBIIIAET
NpeABAPUTENILHO ONPeIeIeHHBINH OPOr).

Ouenka 3(ppeKTHBHOCTH JIeYeHUS

JleueHnne HapylIeHUs] MUHEpaIU3allMi KOCTHON TKaHM (Kak, Hanpumep, npu HPP, B Tom
yuciie, Hanpumep, nepuHaranpHoii HPP, wmnanenueckoii HPP, perckoit HPP u
ononrorunodocharazun u HPP-nonoduom 3adonesanru, CPPD u cemetinoii runogocharemun,
OMUCAHHBIX B JAHHOM JOKYMEHTE) MOJKHO MPOBOIUTH C MOMOIIBIO MIETOYHOH (ocdaTaspl wim
MOJIUIENTH A, 00JIAIAI0LIEr0 aKTUBHOCTBIO LIeNIouHOM (ocdaTtasel (Hanpumep SALP, Hanpuwmep,
MOJIMTIETITH]I, XapakTepusyroterocs: nmociaenosarenbHocTbio o SEQ ID NO: 1, unm BapuaHT
MONIUMENTHA,  XapakTepusylooliuiics 1o  MeHbied  Mepe  95%  MOEHTHUYHOCTBIO
MOCJIEOBATEIPHOCTH ¢ nocyenoBarenbHocThIO ox SEQ ID NO: 1, nanpumep, achoTasa anbha).
OnucaHHble B JaHHOM JOKYMEHTE CIIOCOOBI TaKkKe MNPUMEHHMBI JUISI JUATHOCTUKU WU
HaOJroIeHus CyOBeKTa, y KOTOPOTo UMEETCsl HapyIeHHe MUHEePAIN3aLui KOCTHOH TKaHH, TAKOe
kak HPP, wnm KoTOphIf mpenpacroyiioskeH K PasBHTHUIO TAKOBOTO, OIpENENIeHHs] CyOBEeKTa Kak
HMEIOLIETO  HAapyLIeHWE MHUHEpaIM3alMu KOCTHOW TKaHM, Takoe kak HPP, wn
NPEAPACTIONOKEHHOTO K PA3BUTHIO TAaKOBOTO, WM TECTUPOBaHHS 3(P(PEKTHBHOCTH JI€UECHUS
HAapYIIEeHUsT MUHEpaJTN3aluu KOCTHOH TKaHH, Takoro kak HPP. Hampumep, y cyObpexTa Moxer
OBITh TUArHOCTUPOBAHO HAJIMYHE HApPYIIEHHs] MUHEPAIH3alMi KOCTHON TKaHH, Takoro kak HPP,
WIN TIPEIPACTIONOKEHHOCTh K Pa3BUTHUIO TAKOBOTO, €CJIU CYOBEKT XapaKTePU3YyeTCs] HAIUYHEM
OTIpPEENIEHHBIX XapaKTepHbIX OuoMapkepoB mwin Oamna(0ajuioB) MO CHCTEMaM H3MEPEHUs.
CyOpexTa MOKHO TOABEPraTh JISYEHUIO ¢ TIOMOLIBIO MIENOUHON (ocdaTaspl WM MOTUNETITHAR,
00J1aar01ero akTMBHOCTRIO LIesIouHOH (ocdartassl (Hanpumep, SALP, Hanpumep, monunenTtuaa,
xapakrepusytoierocs: nocieaoarenbHOCThI0O o SEQ ID NO: 1, wnm ero Bapuanta ¢ 1o

MeHbInell Mepe 85% WAEHTHYHOCTBIO TOCIIEAOBATENIBHOCTH C HUM), U 3((EeKTUBHOCTD WIIH
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3¢ eKThI IeYeHNsT MOJKHO NIPOAHAIM3HPOBATh C IPUMEHEHHUEM XapPaKTEPHBIX OMOMAapKEPOB HIIH
Oanna(0amoB) Mo cucreMaM u3MepeHus. [IpenBapuTelbHO OMpeesieHHbIN 0aul o CHCTEMaM
U3MEPEHUs] MOXKET BKJIIOYATh XapaKTEPHBIN MPEABAPUTEIBHO ONPEAETICHHBIA MMOPOT, MPU 3TOM
yBEJIMYEHNE BBILIE UM YMEHbLICHHE HIDKE TIOPOra YKa3bIBaeT HA HEOOXOAUMOCTD IPEKPAIIEHHSI
WM Havana BeefeHus SALP.

HnmocTpaTuBHBIE METPUUECKHE MTOKA3ATENH, IPUMEHUMBIE IS OLEHKU 3PP EKTUBHOCTH
neuennss ¢ npumeHeHuem SALP (takoii kak TNALP, nHanpumep, CIMTOro IOJUIENTHAA,
conepxartiero sALP, ¢ nocnenoBatenbHocThO oA SEQ ID NO: 1 unu BapraHTa NoJUNenTUaa,
XapakTepu3yrLerocss mo MeHbliell Mepe 95% HAEHTUYHOCTBIO MOCJIENOBATENBHOCTH C
nocienosarenbHocThi0o 1og SEQ ID NO: 1, nampumep, acdorasbl anbda), BKIHOYAOT
OMOXMMHUYECKHE METPUIECKHE NTOKA3aTeNH, PU3NIECKUe METPUIECKHE IIOKA3aTENN, METPUIECKHE
NIOKa3aTe M KauecTBa XKU3HU U METPUUECKUe ToKa3zaTenu koctell. buoxuMmudeckue merpuueckne
IIOKa3aTeN M BKJIIOYAIOT KOHTPOJb cyOcTpaToB SALP, Takux xak koHueHntpauuu PPi, PEA u PLP,
B CbIBOPOTKE KPOBH, IJIa3M€ KPOBH, KOCTHOHM HJIM MBIIIEYHOW TKAHSAX WM B MOue CyOBeKTa.
duznueckne MeTPpUUECKHe IMOKa3aTeNM BKJIIOYAIOT OLIEHKH, TaKHe KaK TeCT LIECTUMHUHYTHOMN
xoab0bl (OMWT), TecT nBUraTenbHbIX HaBBIKOB bpynHnHkca-O3eperkoro 2-ro nzganus (BOT-
2), mikasa beiinu 1ist OLIeHKH pa3BUTHS MITAZICHLIEB M I€TEH TOIMKOIBHOTO BO3PACTa 3-T0 U3IaHUS
(BSID-III), mkana OLUEHKH MBIMIEYHON CHJIbI, TeCT Ha py4HoM nuHamomerpe (HHD), mkasb
OLIeHKH MOTOpHOro passutus Peabody 2-ro m3manus (PDMS-2), aHanu3 nmoxoaku, BpeMEHHOM
tect "Bectanb v uau" (TUG) u kpatkast OaTapest TecToB ¢puszndeckoro pyHkimonuposanus (SPPB).
SPPB MoskeT BKJIFOYATh TECThI, TAKHE KaK TECT MOBTOPHOTO BCTaBaHUs CO ¢Tyja. CrocoObl MOTYT
BKJIFOYATh CJIC)KEHUE 32 METPUYECKHMHU TOKA3aTESIMUA, TAKMMU KaK YMEHBIIEHHE 3aBHCUMOCTH
OT BCIOMOTATENIbHBIX YCTPOWCTB (HAmpuUMep, KpPecen-KOJSCOK, XOAYHKOB Ha KOJIECHKaX |
TpocTeil). PuU3nNYecKre METPUUECKHEe TOKA3aTeIM MOXHO KOHTPOJIHMPOBATH C IOMOLIBIO
HATEJBbHOTO YCTPOMCTBA, TAKOTO KAaK YCTPOWCTBO, KOTOPOE OTCJICKHMBAET IIArd (HampuMmep,
maromep), GU3NIECKy0 aKTUBHOCTD, YaCTOTY CEPACYHBIX COKpAIIEHHH (HATPUMED, My JIbCOMETD)
W/WK XapakTep CHa. MeTpHyecKue MoKa3aTesld KOCTHOW TKaHU MPeayCMaTPHBAIOT HAOIFOAeHNE
MOpP(OJIOTHH KOCTHOH TKaHHU, pereHepaluy KOCTHONH TKaHHW, MUHEPAJIN3ALUH KOCTHOH TKaHHU U
MUHEPAIbHON TUIOTHOCTH KOCTH. MeTpHUUYeCKHe MOKA3aTeNH Ka4eCTBa KU3HH BKIIFOYAIOT TAKHe
OLIEHKH, Kak msirunapamerpudecknii onpocHuk EuroQol (EQ-5D), onpocHbIH JIUCT COCTOSIHUS
3noposbs pebenka (CHAQ), nncTpyMeHT it cOopa naHHBIX 0 pesyibpratax y aererd (PODCI),
WHJIEKC OLIEHKH OO0IIero cocTosiHus 370poBbs pebenka -9D (CHU-9D), uHCTpyMEHTaIbHOH
IIKaJbl JJIs1 OLIEHKHM KadecTBa w3HH y nerei (PedsQL), mkana oueHku (YHKIMHA HIKHHX
koHeuHocteil (LEFS), kpatkas ¢opma onpocHuka coctostaust 310poBbsi 36 (SF-36) u kpatkas
¢dbopma onpocHuka coctosiHus 310poBbst 12 (SF-12). CiocoObl MOTYT AOMOJHUTEBHO BKITFOYATh
NPUMEHEHUE OJHOTO HJIM HECKOJIbKHX M3 OMHCAHHBIX METPUYECKHX TOKaszaTesed (Hampumep,
pereHepanii KOCTHOW TKAaHHW, MHHEPAJIM3alMd KOCTHOW TKAaHW, MHHEPAJBbHOH IUIOTHOCTH
KOCTHOW TKaHM uiu KoHueHTpauwmii PPi m PLP B mmasme kpoBH, Qpr3HUECKHX METPUYECKHX
NOKa3aTese 1 MeTPUIECKHX MOKa3aTeNeil KauecTBa JKU3HHU) 1O OTAENbHOCTH UM B KOMOMHALINN

JJIs1 OEHKHU 3(1)(1)6KTI/IBHOCTI/I JICUCHUS, IIPU 3TOM YJIYUHICHUS, OTMCAHHBIC B JAHHOM JOKYMCHTE,
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IEMOHCTPHUPYIOT, uTO SALP sBisieTcst 3QPeKTUBHBIM CPEICTBOM JICYCHHUS IOJBEPTaBLIETOCS
aeueHnto coctostHuA. Kpome Toro, crmoco® MOXET AOMOJHHUTENBHO BKIJIKOYATH MPEKpaIleHHe
JIeUeHHs1, €CIIU CrIocoObI 3(h(peKTUBHBI IS IeUeHNS Hy JKAAKOIIEerocs B 3ToM cyobekTa. bonee Toro,
CHOCOOBI MOTYT MpeNyCMaTpUBaTh W3MEHEHHE IO3UPOBKM W/WJIM HYacTOThl BBeneHus SALP
(marmpumep, SEQ ID NO: 1; Hanpumep, acoTtassl anbha) ¢ 1enpro onpeneneHus 3QpPeKTHBHOrO
kommdecTsa SALP st BBeneHust Hy Kaaromemycst B 5ToM cyObekty. Eciu cyObpekT He mpoxoauT
JieYeHNe B TE€UEHHE OIPEIENIEHHOrO MEePHOAa BPEMEHU B PaMKax pekUMa JIeYeHUs, CyOBeKTa
MOKHO HaONIOJaTh B Pa3jMUHble MOMEHTBHI BPEMEHM IJIsI OLEHKH, CIIEAyeT JIH BO30OHOBHUTH
JieueHne Uil cyObeKT AOJDKEH OCTaBaThes B (pase Oe3 neueHust. JlaHHbIE METPHUECKHE TTOKA3aTEeNN
OoJiee mMOAPOOHO OMUCAHBI HUXKE.

Pecenepayus u munepanusayus KOCmmoi mkanu

CyOmpexTa, y KOTOPOro UMEeTCsl HapylLIeHHe MUHEPaJIN3alii KOCTHON TKAaHHU, TaKOe Kak
HPP, unu koTOpBIi NpeapacnoioskeH K pa3BUTHIO TAKOBOT'O, MOXKHO ONPEAENIUTD AJis JIEUESHHUs C
HIOMOLIBIO IeJIOUHON (pocdaraspl WM MOMUNENTHAA, OOJANAIOINEr0 aKTUBHOCTBIO IEJIOYHOM
¢docharaser  (Hanpumep  SALP,  Hampumep,  MONUNENTHAA,  XapPaKTEPU3YIOIIEroCs
nocienosarenbHocThi0 107 SEQ ID NO: 1, mnu ero Bapuanta ¢ nmo MeHblieil mepe 85%
UJIGHTUYHOCTBIO TOCJIEOBATENIBHOCTH C HUM) B 3aBUCHMOCTH OT YPOBHSI MHHEpAIU3aLUU
KOCTHON TkaHM. Hampumep, MuHepanu3alui0 KOCTHOM TKaHM MOKHO NPUMEHSTb B KaueCTBE
METPHYECKOr0 IOKasaTeis [UIsi JUArHOCTUKUM CyObeKkTa Kak HMEIOLIero HapyLIeHue
MUHepaNIn3aluil KOCTHOW TkaHu, Takoe kak HPP, wnm mis tectupoBanus 3¢dekTuBHOCTH
OMHUCBHIBAEMOTO B IAHHOM JIOKYMEHTE MOJMnenTuaa. Y cyObeKkTa ¢ HapyLIeHHEM MUHEPATH3aLuu
koctHO# Tkanu (Hampumep, HPP) Beenmenwe SALP mpuBOAMT B pe3yjbTare K YJIYUYLICHHIO
pereHeparyii KOCTHOHM TKaHU y CyObeKTa MOCIIe YCIEIHOTO JICUSHHS.

VYXynleHue pereHepalid KOCTHOW TKaHU NMPUBOAMT B PE3YyJbTAaTe€ K MOTEPE KOCTHOU
TKaHU U TIpefyCcMaTpUBaeT CHIDKEHHE MUHEpalu3aliy, 4YTO IPUBOAUT B pe3yJbTaTe K
pa3beNMHEHUI0 OBYX WM 0Oojiee KOCTel. PereHepamusi KOCTHOH TKaHH U CHUXKEHHE
MUHEpaIN3aLUH MOKHO CPABHUBATh C STAJIOHHON KOCTHOH TKaHb. CriocoObl nueHTH()UKAUN
CHI)KEHUs pereHepanuyl U MUHEpalu3aluyd KOCTHOW TKAaHM SIBJSIFOTCSl CTaHIAPTHBIMU U
BKJIFOYAIOT HEMHBA3HBHBIE METOAMKH, TAKUE KaK PEHTTeHOrpadusi U KOMITbIOTEpHAs: TOMOTpadust
(CT). Kak npaBujio, n300paskeHus COOTBETCTBYIOIIEH TUIOIMIAIN Y CYOBEKTa MOXKHO TOJYYUTh JI0
U B OIMH WJIM HECKOJbKO MOMEHTOB BPEMEHHM Iociye JjeueHus nocpeacrsoM SALP u moxxHO
MPOU3BECTU CPABHEHUE NAHHBIX HM300paKEHUH C MeNbl0 OLEHKH 3((EeKTHBHOCTH JICUEHUS.
YXyameHne pereHepaluuu W/WIM MUHEpaIu3aldd KOCTHOM TKaHH MOYKHO OIPENEeNIHTh IO
YMEHBIICHHIO HETPO3pavyHOCTH. M300pakeHnss MOKHO TOJydaTh B JEOOOH MOMEHT BPEMEHH B
XoJe JiedeHus: ¢ moMoIIbio SALP, 1 BpeMs UX MONy4YeHUsI MOXKET COCTABJIATh, Hanpumep, 1, 2, 3,
4, 5 unu 6 nHEH, Henenb, MecsAIeB win JieT nocie Hadana ERT-nedenus ¢ momompbio SALP, nmm
IPU TOJO3PEHUH Ha CHIDKEHHE 3(()EeKTUBHOCTH. YXYIIIEHHE pEereHepalul W/WIN CHUKCHUE
MUHEpaNIN3alil KOCTHOH TKaHH y CyOBEKTa MOXET CTaTh TMOANAIOIINMCS BBISBICHHIO II0
MeHbLIen mepe uepes 1, 2, 3,4, 5,6, 7, 8,9, 10, 11 unu 12 Heaenp win MecsiLeB MOCae HavYana

nepuosa JieueHus ¢ momoInbio SALP. VXynmenne perenepaui KOCTHON TKaHH W/WIJIA CHUKEHNE
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MUHEpaIN3aUl y CyOBeKTa MOXKET B HEKOTOPBIX CIy4asiX COXPAHSATHCS B TEYEHHE MO MEHBIIEH
mepe 1,2,3,4,5,6,7,8,9, 10, 11 unu 12 Henenb, MecsLeB Win JieT nocie Hadana nepuoga ERT-
JedeHuss ¢ nomouipto SALP. VYiydineHue pereHepali KOCTHOW TKaHU U yBeJIUYEHUE
MUHEpaIN3aUH KOCTHON TKaHU MOYKHO IPUMEHSTD JJIS ONIPENENIEHHsI TOTO0, 4TO 3((EKTHBHOCTD
SALP BoccTraHaBiIMBaeTCs, a HapylleHHE MHHEpPaJIN3aluu KOCTHOH TkaHu (Hampumep, HPP)
s¢dexkTuBHO NeunTest mocne Tepanud. Eciam pereHepainyisi 1 MUHEpaNU3alMsl KOCTHOH TKaHH
YBEJIMYUBAIOTCS 1O WU BbILIE NIPEABAPUTENBHO ONPEAEIEHHOro nopora, BeefeHue SALP moxer
OBITh OCTAaHOBJIEHO. TeM He MeHee, YpPOBHH MHMHEPAIH3ALMA MOXHO NEPUOIUYECKU
KOHTPOJIMPOBATH C LIENbIO ONPENeIeH s], CIely€eT JIU IOBTOPHO HadaTh BBEACHHUE.

Munepansuas nnomnocms xocmuoii mxanu (BMD)

CyOmpexTa, y KOTOPOro UMEeTCsl HapylLIeHHe MUHEPAJIN3alii KOCTHON TKAaHHU, TAaKOe Kak
HPP, nnu kOTOpBIN NPEAPACIIONONKEH K PA3BUTHIO TAKOBOI'O, MOKHO ONPEAEIUTD AJIsl JICUEHHUS C
MOMOIIBIO IEJOYHOH (ocdarasbl MM MONUNENTHAA, O0NANAI0INEro aKTUBHOCTBIO LIENOYHON
docharazer  (Hanpumep  SALP,  Hampumep,  monunentuaa, — XapakTepU3YIOIIErocs
nociaenosatenabHocThi0 ox SEQ ID NO: 1, unm ero BapuanTta ¢ 1o MeHblied mepe ¢ 85%
UJIGHTUYHOCTBIO TIOCJIE0BATENBHOCTH C HUM) B 3aBUCUMOCTH OT YpoBHsA BMD. CHmxenne BMD
(HampuMep, OTHOCHUTENIPHO HOPMAJIbHOTO CyOBEKTa) MOXKHO IIPUMEHATh B Ka4yeCTBe
METPUYECKOr0 TIOKasaTeis [UIs JUArHOCTUKUM CyObeKkTa Kak HMEIOLIero HapyLIeHue
MUHEpaIN3aLUuu KOCTHON TKaHy, Takoe kak HPP.

Ywmenbmenne BMD MokHO npuMeHsITh aiist KoHTpouist 3¢ dextuBrocT SALP (Hampumep,
nojiunentuaa ¢ nocienosarenbHocThio o SEQ ID NO: 1) B xone ERT. CriocoOb1 nzmepenust
BMD wu3BeCTHBI U3 YpOBHS TEXHUKM U BKIIOYAKOT, HAMpuMep, OHOMCHIO KOCTH,
IBYXOHEPreTHUECKYI0 PEHTIeHOBCKYI0 abcopOimomerpuro (DXA unun DEXA), nepudepuyeckyro
kommuectBeHHY0 CT (pQCT), pQCT ¢ Bricokum paspemenrem (HR-pQCT) u konudecTBeHHOE
ynbTpasBykoBoe uccienopanue (QUS). U3mepeHus: MOKHO MPOBOIUTH JIFOOBIM CTAHAAPTHBIM
cocodom, B ToMm unucie nyteM CT-m3mepenust no XayHchuiny, a Takke MOKHO MPOU3BOIHUTH
CpaBHEHHE Pe3yJIbTATOB C HOPMATHUBHOUN 0a30il JaHHBIX WM C KOHTPOJIbHBIM CyObekTOM. BMD
uHOrNa HasbiBatoT Z-0ammom mim T-6ammom. 3uadenns BMD 1o neueHust MOXKHO U3MEPUTH B
000l MOMeHT BpeMeHu BO Bpemsi ERT-nedenusi ¢ momompbio SALP u MOXHO pasnenuth 1o
BPEMEHU UHTEpBajaMu, Hanpumep, 1, 2, 3,4, 5,6, 7, 8,9, 10, 11 unu 12 nueit, HeAe b, MECSLIEB
net nocine Hayana ERT ¢ nomombto SALP. 3nauenne BMD B KOHTpONIbHOM TOUKe NOCIE JIeUeHUs
MOXXET YMEHbIIUThCs, Hampumep, Ha 0,01%, 0,05%, 0,1%, 0,5% wmu 1%. 3navenns BMD B
KOHTPOJIbHOH TOYKE IMOCNie Havajia JiedyeHus ¢ moMombio SALP Taxke MOXeT ocTaBaThCsi Oe3
U3MEHEHUH, WM U3MEHEHHEe He ToAnaeTcs oOHapykeHuro. YBenndenne BMD KOCTHOW TKaHH
BbIIIIE NPEABAPUTEILHO OINPENEeEHHOrO Mopora MO>KHO NMPUMEHSTh I ONpeiesieH!s] TOro, 4TO
s¢ppextuBHOCTE SALP BOCCTaHAaBIMBAeTCsA, a HAPYLICHWE MUHEPAINM3ALUH KOCTHOW TKaHH
(manpumep, HPP) sddextuBHO neunTcs mocnie Tepanuu. B ciiydae BOCCTAHOBIIEHUSI CYyOBEKT
MOJKET NPEKPATUTh JICUSHHE U MePUOIUIECKU HAOMI0AaThCs Ha peameT m3MeHennii BMD. Eciu
ypoBeHb BMD yMmeHblaeTcst Huxke npeBapuTeIbHO ONPEeIeHHOT O IOpOora, TO TEPAIN0 MOXKHO

MOBTOPHO HAYaThb.
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Konyenmpayuu neopeanuyvecxozo nupoghochama (PPi) u wenounoii pochamaszvr (ALP)
8 niasme Kpoeu

CyOmpexTa, y KOTOPOro UMEETCsl HapyLIeHHe MUHEPAJIH3alii KOCTHON TKAaHHU, TAaKOE KaK
HPP, nnu kOTOpBIN NPEAPACIONOKEH K PA3BUTHIO TAKOBOI'O, MOKHO ONPEAETIUTD AJIsl JICUEHHUS C
MOMOIIIBIO IeJIOUHON (pocdaTasbl WK MOJUNENTHIA, OOJNATAIONIEr0 aKTUBHOCTBIO MIEITOYHON
docharazer  (mampumep  SALP,  Hampumep, — MONUINENTHIA,  XapaKTEPU3YIOLIETOCS
nocnenosatespHOCTEI0 oA SEQ ID NO: 1, wnu ero Bapuanta ¢ mo MeHblueil mepe 85%
UIGHTUYHOCTBIO  TOCJIENOBATENbHOCTH C HUM), IIyT€M ONpEeAeNeHHs] KOHLEHTpauui
Heopraamdeckoro nmupodocdara (PP1) w/wnm menounoit pocdarasel (ALP) B oOpasiie, Takom Kak
oOpasen mia3Mbl KPOBH WJIM MOYH, MOJYYEHHOM OT CyOBekTa. J[JIs1 KOJIMYeCTBEHHOW OLIEHKU
koHueHTpauuii PPi n/unu ALP B oOpasiie mia3mbl KpOBU WUJIH, ajlbTEPHATUBHO, B 00Opaslie MOYU
MO>KHO TMPUMEHATH JII0OOH Cr1oco0, U3BECTHBIM CIIELMANNCTaM B JAaHHON 00JIACTU TEXHUKH, KaK
noapoOHo onucano B pabore Whyte et al.,, 1995 (J. Clin. Invest. 95(4): 1440-1445), xoropas
BKJIIOUEHA B JIAHHBIH JTOKYMEHT MOCPEACTBOM CCBUIKM BO BCeil cBoeil momHoTe. CrocoObl
KOJIMYECTBEHHOI OLleHKH KOHIeHTparmii PP1 B 0Opasiie nia3sMbl KpOBH HJIH MOYH TaK)Ke€ OTHCAHBI
B pabotax Cheung et al., 1977 (Anal. Biochem. 83: 61-63), Cook et al., 1978 (Anal. Biochem. 91:
557-565) u Johnson et al, 1968 (Anal. Biochem. 26: 137-145), kaknast U3 KOTOPBIX BKJIFOUEHA B
JAHHBIN JOKYMEHT MOCPEICTBOM CCBUIKH BO BCEH CBOEH MOJHOTE.

B wactHocTH, menounyro ¢docdarasy mnm nonmmentua, OONAmAOIMA AKTHBHOCTBIO
menoyHol ¢ocdaraszpl (Hanpumep, SALP, Hampumep, NONUNENTHA, XapaKTEPU3YHOIIUNCS
nocnenoBatebHOCTRI0 Tox SEQ ID NO: 1, unu ero BapuaHT ¢ mo MeHblied mepe 85%
UJICHTHYHOCTBIO TOCJIEOBATENbHOCTH C HUM), MOJKHO BBOJIUThH CyOBEKTY, Y KOTOPOTO UMEETCsl
HapylLI€HWe MUHEpAIU3aLuu KOCTHON TKaHHU, Takoe kak HPP, win kOTOphIi NpeapacnonokeH K
Pa3BUTHIO TaKOBOT'O, Y KOTOpPOro ObuIO paHee ompeneneHo Hamuuue PPi B muasme kpoBu B
KOHIIEHTPALIUH, COCTABJISIFOIIEH He Oojiee mpubm3uTesHo 6 MKM (Hampumep, mpuOIU3UTETHHO
4,5 mxM, npubnuzurensHo 5 MKM wiu npubnusutensHo 5,5 MkM, wnu PPi B ma3me kpoBu B
KOHLIEHTPALIUH, HAXOISIIEHCS B IMana3oHe OT MPHOIU3UTENBHO 4,5 MKM 10 npuOIH3HTENBHO 6
MkM). Hanpumep, menounyrwo ¢ocdarasy win noaunenTHn, oOJaJaromil aKTHUBHOCTBIO
menoyHol (Gocdarasbl, BBOIAT, HampuMep, MIAneHLIy WiIH peOeHKy (Hampumep, CyOBeKTy
BO3pacCTOM MeHee mnpubnmsuTenbHo 12 jet) ¢ koHuHeHTpauueid PPi B mmasme Kposw,
cocTaBisroIeit mpubau3uTenpHo 5,71 MKM win Oouiblie; UM TIOAPOCTKY (Harmpumep, CyOBeKTy
BO3pacTOM OT npuOm3uTeNnbHo 13 1o npubnusurensHo 18 ser) ¢ koHueHTpauueii PPi B mia3zme
KPOBH, COCTaBIISIOIIEH puOIu3nuTenbHo 4,78 MKM niu OoJbLie.

B wactHOCTH, menouHyro QocdaTasy WM TOIUIENTHI, OONAAarOIUil aKTHBHOCTHEO
menoYHol ¢ocdaTaspl, BBOAIAT B3pOCIOMY (HarmpuMep, CyOBeKkTy crapiie npuOan3uTensHo 18
Jer) ¢ kKoHueHtpaueii PPi B miasmMe kpoBH, COCTaBIsiFOIIeH mpuOIM3uTENbHO 5,82 MKM wiu
Oomnbie.

Kpome Toro, menounyro ¢ocdarasy wim mnomunentuzn, OOJaNArOIINA aKTHBHOCTHEO
menoYHol (¢ocdarasbl, MOXKHO BBOAUTH CYOBEKTY (HAmpHMep, YEJOBEKY), Y KOTOPOTO UMEETCs

HapyLI€HHEe MUHEPAJIU3aLUU KOCTHOU TKaHHU, Takoe kak HPP, uin kOTOpBI NpeapacnonokeH K
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Pa3BUTHIO TaKOBOTO, Y KOTOPOTO IMpPEIBAPHUTENBHO ObUIO ompeneneHo Haimmuue ALP B mumasme
KPOBU B KOHLIEHTPALIUHY, HAPUMeEDP, NMpUOIM3uTenbHo 90 en./1 Wi MeHbIIe B cliydae cyObekTa
Bo3pactoM oT O mo 14 nHeit; mpuOmusurtensHO 134 en./m wim MeHblIe B clydae CyObekTa
BO3pacToM oT 15 mueir no meHee 1 roma; mpubnmusurenpHO 156 en./n WM MeHblIe B Cliydae
cyObekTa BO3pacToM oT mpudmm3uTenbHo 1 roga 1o menee 10 yet; mpubnmsurensuo 141 en./n
WIA MEHblIe B Clydae CyObekTa BO3pacToM OT mpuOnmsurenbHo 10 jer g0 MeHee ueM
npubnusutensHo 13 ner; npubnusuTtenbHO 62 €./ Ui MeHbIIE B Cilydae CyOBeKTa KEHCKOTro
nojla BO3pacToM OT mnpubnusutenpHo 13 jer no MeHee dYeM mpuOmusuTenbHO 15 e,
npubau3uTenbHo 127 en./m unm MeHblne B ciiydae CyObeKkTa My»KCKOTO TOJia BO3PACTOM OT
npubnusuTensHo 13 ser 1o MeHee yeM nmpuOnu3uTenbHO 15 ser; mpubnusurensHo 54 en./n unu
MEHBIIE B Cllyyae cyObeKTa >KEHCKOrO I0JIa BO3PACTOM OT NMPHOIM3UTENIBbHO 15 10 MeHee uem
npudau3uTenbHo 17 ner; npubnuzurensHo 89 en./n wiu MeHbIne B ciaydae CyObekTa My>KCKOTro
nojla BO3pacToM OT mnpubnusurensHo 15 nmer no MeHee dveMm mnpuOmusurtensHo 17 e,
npubau3utensHo 48 en./n wim MeHblle B ciiydae CyOBeKTa >KEHCKOro IOja BO3PacTOM
npuOaM3uTeNbHO 17 NeT WM crapiie; Wi NpHONU3UTENbHO 59 e1./1 WM MEHbIIe B Ciydae
cyObeKTa My>KCKOT'O I10JIa BO3PACTOM NMPUOIU3UTEIbHO 17 uim crapie.

Konuentpauuro PPi B mnasme kpoBu w/mnu koHueHTpauuio ALP B mimasme kpoBu y
cyObekTa (HampuMep, 4YenoBeka), y KOTOPOro MMEEeTCs HapyLIeHHe MHUHEpaTU3aluyd KOCTHOM
TkaHH, Takoe kak HPP, unu kOoTOpbIil NpeapacnonokeH K pa3BUTHIO TAKOBOI'O, MO>KHO CPABHUTH
¢ koHuenrtpauueii PPi B mnasme kposu u/min ALP B mtazmMe KpoBU y HOPMAJIBHOTO CYyOBEeKTa AJIst
onpenenenusi 3ddexra jedeHUss y CyObekTa, KOTOPOMY BBOIST IIEJIO4YHYIO (ocdaTtasy wiu
MOJIUTIENTH T, 0OJaNaroIIMi aKTUBHOCTBIO 1IeToYHOM (ocdarasbl (Hanpumep, SALP, Hanpumep,
MOJIUTIENTH]I, XapakTepusyrouiics nocienosarenbHocTh0 o SEQ ID NO: 1, unu ero BapuaHT
C MO MeHbIIel Mepe 85% HIEHTUYHOCTHIO MOCIEA0BATEIPHOCTH C HUM). B 4aCTHOCTH, IIEJIOYHY IO
docdarasy wnm nojunentun, OOJANAOIUNA AKTHBHOCTBIO INEJOYHOU (ocdaraspl, MOKHO
BBOJIUTh B TEUEHHE MMEPHOAA JICUSHHSI, COCTABJISIFOIIETO M0 MEHbIIEH Mepe OIH roj (HarmpuMmep,
M0 MEHbIIEH Mepe ABa roaa, Mo MEHbIIEH Mepe TPU rofa, O MEHbIIEH Mepe YeThIpe roaa, mo
MEHBIIEH Mepe IATH JIET, IO MEHBbIIEH Mepe LIECTb JIET, 10 MEHbILEH MEPE CEMb JIET, IO MEHbIIEH
Mepe BOCEMb JIET, [0 MeHbIlel Mepe AEBSATH JIET, 0 MEHbLIEH Mepe NecATh JIeT WIN IOJblie
JECATU JIET, HAlPUMep, B TEYCHUE BCEH JKU3HU CYObEKTa). AJBTEPHATUBHO, CIOCOOBI MOTYT
BKJIFOYATH OMpezeseHne KonueHTpanun PPi B miasme kposu u/mwin KoHueHTpauuu ALP B azme
KPOBU 10 BBEIEHHs LIeNOYHOH (ocdaTassl WM MOTUNENTHAA, OOJNAAAIIIEr0 aKTHBHOCTBHIO
mesiouHoi ocdarasel, ISl OUeHKH Y cyObekTa 3d¢ekTa JeueHus C TMOMOIIBIO IMIETOYHON
¢docdarazbl niam nogunenTuaa, 0OJANALIIET0 AKTHBHOCTBIO IEJIOYHOH (pocdarTasbl.

JlarHble CcrocoObl MPUBOIMAT K CHIDKEHHIO KOHLEHTpauun PPi w/mmm yBennmueHHro
koHueHTpauun ALP B oOpasue (Hanpumep, oOpasie mia3mMbl KPOBH), ITOJYYEHHOM OT CyOBeKTa
(Harmpumep, cyObeKTa-4esnoBeKka), y KOTOPOro MMEETCsl HapylleHHe MHHEPaTH3aliH KOCTHON
TKaHU, Takoe kak HPP, mnu KOTOpBIM NpeapacnoiokeH K pa3BUTHIO Takosoro. Hampuwmep,
JICUeHHE C TIOMOINBIO MIEJOYHON (ocdaraspl WM monumentuaa, o0JaaaroInero aKTHBHOCTHIO

menoyHolt Qocdarasel (Hampumep, SALP, Hanpumep, monMmenTHaa, XapakTepU3YHOIIErocs
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nocnenosatespHOCTEI0 oA SEQ ID NO: 1, wnm ero Bapuanta ¢ mo MeHblueint mepe 85%
UIEHTUYHOCTBIO TIOCJIEIOBATEIbHOCTH € HHMM), NPUBOAMT B pE3yJbTaTeé K YMEHBIICHHIO
kKoHueHTpauun PPi B o0pasue (Hanpumep, oOpasiie mia3Mbl KpOBH), TIOIYYEHHOM OT CyOBEKTa, Ha
npubnusurensHo 1 MkM, npubnusutensHo 1,5 MkM, npubnusutensHo 2 MKM, npuOIH3UTEIPHO
2,5 MxM wnm npubnusurepbao 3 MKM win 25% wiu 6ombine (Hampumep, 30%, 35%, 40%, 45%,
50%, 55%, 60% wnu Gonee 60%). Takum obpazom, Tociie BBeAeHUs meouHou (Gocdaraspl win
MOJIUTIENITHIA, OOAaNaIoIero aKTUBHOCTBIO IEIOYHON (ocdaraspl, y cyObekTa HabMomaeTcs
Hannuue PPi B mia3Me KpoBU B KOHLIGHTPALIMU, COCTABIISIOLIEH, HAMPUMED, OT MPHOIU3UTEIBHO
2 MKkM 110 npuOan3uTENnsHO 5 MKM, OT mpubim3uTenbHo 3 MKM 10 mpubausuTensHo S MKM, ot
npubnusutensHo 2 MKM o mpubnusurtensHo 4 MKM wiu OT npuOnM3uTeNnbHO 2 MKM 1o
npubnnu3uTeNnbHO 3 MKM.

AHAJOTUYHO, JIeYeHHe C TMOMOLIBI IIEeJOYHON (ocdarasbl WA MOJUNENTHIA,
00JazaroIero akTUBHOCTBIO LIeNOYHON (ocdarasbl, MPUBOAUT B PE3yJbTATe K YBEIUYEHUIO
koHueHTpauun ALP B oOpasue (Hanpumep, oOpasLe Mmia3Mbl KPOBH), TIOJYYEHHOM OT CyOBbeKTa
(HampuMep, 4esoBeKa), y KOTOPOro MMEeTCsl HapylleHHe MUHEPAIH3aLui KOCTHOW TKaHH, TAKOe
kak HPP, unu koTopeiii mpeapacnonokeH K pa3BUTHIO TakoBOro, Ha 30%, 35%, 40%, 45%, 50%.,
55%, 60% wumu Gonee 60%, OTHOCUTENBHO CYyOBEKTa IO BBEAEHHs LIeNOUHON (ocdarassl wiu
NOJIUMENTHIA, OONAJAIoIEero akTHBHOCTBIO MIeouHoW ¢ocdarasl. Hanpumep, BBeneHue
menouHol docdaraspl uiam nonunenTuaa, 00JIaAI0INEro aKTUBHOCTBIO IENOYHOH (ocdarasbl,
yBenu4rBaeT KoHueHTpauo ALP B oOpasue (Hanpumep, oOpasiie mia3mMbl KPOBH), MOJYYSHHOM
oT cyObekTa, 10, Hampumep, nmpubnusutenbHO 273 en./n wiu Oonblie B ciydae CyObekTa
Bo3pactoM oT O nmo 14 nueli; nmpubmmsurenbHo 518 en./m wim Oombine B ciaydae CyObekTa
BO3pacToM OT 15 gHeit mo menee 1 roma; mpubau3uTeNbHO 369 en./m winu OoJblie B Cliydae
cyOBekTa Bo3pacToM oT npubnusutensHo 1 roga no menee 10 ner; mpubnusurenbHo 460 en./n
win Oobllie B ciydae CyObekTa BO3pacToM OT mpubnusurenbHo 10 JeT 10 MeHee ueM
npubnusutensHo 13 net; npubmusutensHo 280 en./n wiu Oonblie B ciiyyae CyObeKTa JKEHCKOTO
1oja BO3pPacTOM OT MpubausuTesbHO 13 Jer 10 MeHee 4eM NPUOIM3UTENBHO 15 et
npubausuTenbHo 517 en./n wnu Oonbine B Ciiyd4ae CyObeKTa MY’KCKOrO TOJjia BO3PAacTOM OT
npuOIU3UTENBEHO 13 JIeT 10 MeHee YyeM NpuOIM3uTeabHO 15 ner; npubmusurensho 128 en./n wn
Oonbie B ciydae cyObeKTa JKEHCKOTO IMOJIa BO3PACTOM OT MPHOJU3UTENBHO 15 1m0 MeHee ueMm
npubu3uTenbHo 17 ner; npubnusureabHo 365 en./n umu Oonblie B caydae cyObeKTa My3KCKOTO
Noja BO3pPacTOM OT MpUOMU3UTEbHO 15 JeT 1o MeHee d4eM NpUOIM3UTENBHO 17 et
npubam3uTenbHo 95 en/m wiam Oonblie B ciy4ae CyObeKkTa KEHCKOro IMoJia BO3PAacTOM
npubnusuTensHo 17 Jner wim crapiue, uian npudbausutenbHo 164 en./n wnm Oonblue B ciydae
CyOBEKTa My>KCKOTO TOJIa BO3PACTOM MPHOJIM3UTENBHO 17 min crapiue.

YmenbleHne koHLeHTpanyy PPi B ma3me kpoBu W/HiH yBennueHne KoHneHTpauun ALP
y cyObekTa (HarmpuMep, 4ejOBeKa), Y KOTOPOro MMEETCsl HapyIIeHHe MHHEPATH3AHH KOCTHOM
TKaHU, Takoe kak HPP, wunum KOTOpBI NpenpacnosioKeH K PAa3sBUTHI0 TaKOBOIO, MOXET
COXPAHSAThCS B TEUEHHE BCEro Mepuoja BBEIEHHUs LeNo4YHON (ocdartaspl wim monunenTtHaa,

o0Jianaro1ero akTHBHOCTHIO IejiouHou Gocdartassl (Hanpumep, SALP, HampuMep, mONUNenTuaa,
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xapakrepusytoierocs: nocieaoarenbHOCThI0 o SEQ ID NO: 1, wnu ero Bapuanta ¢ 1o
MeHbInel Mepe 85% HAEHTUYHOCTBIO MOCIEeNOBATENbHOCTH ¢ HUM). Hampumep, KOHIEHTpaLus
PPi1 B masme KpoBH yMeHbIIaeTcst Ha NpUOIM3UTeNnbHO 25% u ocraercst Ha ypoBHe £10% ot
yMeHbIIEeHHOH KoHUeHTpauuu PP1 B ma3me kpoBu B xofe JiedeHus: ¢ nomoueio SALP, w/mmn
KoHueHTpauusi ALP B ruasme kpoBH yBenmuuBaercss Ha npuOnusurenbHo 50% u ocraercs Ha
ypoBHe £10% oT yBenuueHHOM KoHLeHTpauuu ALP B mia3me KpoBH B XO/I€ JIEUEHUS C TTOMOLIBIO
menoYHoH ocdarassl WK MONMUNENTHAA, O0TAJA0INEr0 AKTHBHOCTBIO LIEJIOUHON (ocdaTaspl.

AJBTEepHATUBHO, €CJI BBEICHUE IEJOYHOH (hocdhaTa3bl WK MOJTUIENTHAA, 00Iaal0Mero
AaKTUBHOCTBIO  INeNO4YHON  Qocdartasel (Hampumep, SALP, Hampumep, mnomunenrtuaa,
xapakrepusytoinerocs: nocieaonatenbHOCcThi0 nog SEQ ID NO: 1, unu ero Bapuanta ¢ 1o
MeHbIIei Mepe 85% HAEHTHUHOCTHIO MOCIIEOBATENBHOCTH C HUM), HE TIPUBOJUT B PE3yJIbTaTe K
CpeaHeMy YMEHbLIeHNIO KoHLIeHTpaluil PPi B oOpasie niaa3mel KpoBH, MOJTYYEHHOM OT CYyOBbeKTa
(HarpuMep, 4esoBeka), y KOTOPOro UMEETCsl HapylleHHe MUHEPAIU3allui KOCTHOM TKaHHU, TaKoe
kak HPP, miu KOTOpBIN MpeapacrnoNokeH K pa3BUTHIO TAKOBOTO, Ha MPHOINU3UTENBHO 25% WiiH
Gosnble, JO3UPOBKY W/WIN 4acTOTy BBeneHHS SALP MOXHO M3MEHHUTH C LIEJBI0 ONMpPEeAeTeHUs
s¢pexkruBHOoro konmvectsa SALP mns cyObekra. AHAJOrMYHO, €CJIM BBEICHHE INEJOYHOM
¢ocdarasbl win nonunenTHaa, 00JIaAA0MIEr0 AKTUBHOCTBIO LIENIOYHOH (hocdaTassl, HE TPUBOIUT
B pe3yJbTaTe K CpEIHEeMy YBeJIMYeHHI0O KOHUeHTpauuii ALP B oOpasue mia3smbl KpOBH,
MOJIyYEHHOM OT cyObekTa, Ha mpuOnmu3uTenbHo 50% wuau Oonblie, TO3UPOBKY W/WJIM YacTOTY
BBEICHMsI LIeNOYHON (ocdartasel mnmm monmmentuaa, oONANAOINEro aKTHMBHOCTBIO INEJIOYHOM
docdarazpl, MOXKHO M3MEHHUTb C LIEJIbIO OmperaeneHus: 3p(HEeKTUBHONO KOJUYECTBA LIETOYHOMN
docharaspl unm monunentuaa, OOJANAOIIEr0 AKTUBHOCTBIO IIENOYHOH QocdaTasel, ais
cyObekta. Hampumep, HO3UPOBKY MIeNOYHON (ocdaTasbl WIM MOJHUIENTHOA, O0JIaTaromero
AKTUBHOCTBIO MIENOYHOH (ocdarasbl, MOXKHO YBEJIHUUTH C, Hampumep, npudausurenpHo 0,5
MTI/KI/HEAes] M NPUOIM3UTENBHO 3,5 MI/Kr/Henemst 40 MpUOIU3UTEeNbHO 3-6 MI/KI/Heaens uin
npubnusutensHo 6-9 mr/kr/aenens. Eciau tpeOyemble ypoBau PPi mnmu ALP mocTurHyThl, TO
CYyOBEKT MOXKET MPEKPATUTh JIUeHHE U MEPHONUYECKH HAOIONAThCs HAa MpEeaMeT U3MEHEHUH
yposHeit PPi mn ALP. Hanpuwmep, eciiu ypoBuu PPi yBenmunBaroTcs Bbiie u/win ypoBHu ALP
YMEHBIIAOTCS HIDKE MPEIBAPUTENIBHO OMPENEIEHHOTO MOPOra, TO TEPANUI0 MOXKHO MOBTOPHO
HA4aTh.

Kpamxkas 6amapea mecmog pusuueckozo pynkyuonuposanusn (SPPB)

SPPB paspaborana ansi u3MepeHHs (PYHKUHMOHAIBHOTO COCTOSHHSI M (PU3MYECKHX
nokasaresneit. OHa npencrasisier cOO0H KOMIUIEKCHOE H3MEPEHHUE, KOTOPOE OLEHHBAET CKOPOCTh
X0Ab0OBI, PABHOBECHE B TOJIOXKEHUU CTOSI M BBIMOJNIHEHHE Tecta "csaap u Bcranp" (STS). SPPB
PacCUYNTHIBAIOT HA OCHOBE 3 KOMIIOHEHTOB: CIIOCOOHOCTH CTOSITh B Te€UeHHE repuona 10 10 cekyHa
¢ 3-Ms MOJIOKEHHUSAMU HOT (CTOMBI MapaJIeNIbHO APYT C APYTOM, CTOMBI MEPIEHANKYJSIPHO U
CTOIIBI MOCIIEIOBATENBHO); BPEMEHH JJIs1 BBIMOJHEHUS 3-X UIIH 4-X METPOBOH XOABOBI U BPEMEHU
noabeMa co cTysa 5 pa3 (T. €. TeCT MOBTOPHOI'O BCTABaHUsI CO CTyJia). TecTrel Ha paBHOBECHE B
NOJIOXKEHUN CTOSI OLIEHMBAIOT B 0aJijlax HA OCHOBAaHHMU CIIOCOOHOCTU COXPAaHATb PaBHOBECHE B

KKI0U 13 3Tux no3unuil. CkopocTh Xoap0bl 1 TeCcThl STS oleHHBArOT B Oaiax, BO-MEPBBIX, IO



32

CIIOCOOHOCTH BBITIOJIHATH 3a7aHUS, & BO-BTOPBIX, MO BPEMEHH, 3aTPAUY€HHOMY Ha BBITIOJHEHUE
Kaxkaoro 3amanus. Kakmoe 3amaHue ouleHMBAKOT mo 4 Oaiiam, mpu 3TOM Oaiuibl 3a 3 Tecrta
CYMMHUPYIOT, 4TO Ja€T B 00Imel cIoXHOCTH MakcuMyM 12 u muanmyMm 0. bosee Boicokmii Oan
yKa3bIBaeT Ha OoJiee BHICOKHH yPOBEeHb (DYHKIMH, TOTAA KaK Oojiee HU3KHI 0alll yKa3bIBAET Ha
Oonee HU3KUH ypoBeHb QyHKIHH. BbUTo IOKa3aHo, 4To Oosee Huzkue Oamibl mo SPPB sBisiroTcst
IIPOTHO30M YBEJMYEHHOTO pHUCKAa NajeHui, yTpaThl He3aBucumMocTu OT ADL, ymeHblueHHs
NOABM)KHOCTH,  HETPYAOCHOCOOHOCTH,  YXYIUIEHHUS  COCTOSIHUS  370POBbS, ITOBTOPHOH
TOCIUTAIN3ALNN U YBEIHMYEHHS POIOJKUTENBHOCTH NPeObIBaHNS B OOJIBHHULIE, TOCTIMTATU3ALUN
B J0Ma mpectapenbix u cmeptu. M3menenne nmo SPPB wHa 0,5 myHkta cumraercss HEOONbLIIUM
3HAYUMbIM H3MEHEHHUEM, B TO BpeMs Kak usMeHeHue no SPPB Ha 1 mnyHKT cuuraercs
CYLLECTBEHHBIM 3HAUYUMbIM N3MEHEHUEM.

Tect MOBTOPHOrO BCTaBaHUs CO CTyJa NPEAyCMaTPUBAET AKTUBALIUIO MHOKECTBA MBbIII]
HIDKHE! KOHEYHOCTH, INIaBHBIM 00pa30M MBILII-pa3rudaresnei KojaeHa (4eThIpexriaBoi MbILIIIbI
Oenpa). Tect MOBTOPHOrO BCTaBaHMsI CO CTyJIa IPUMEHSIM B KAYECTBE CAMOCTOSITEIbHON OLIEHKU
(manpumep, ynpaxkaenue STS), KoTopasi IMHUPOKO MPUMEHSETCS B Ka4eCTBE M3MEPEHUS! CHIIbI
HIDKHUX KOHEUHOCTEH.

bann nmo SPPB y cyObekTa, y KOTOPOrO UMEETCs HapyIlleHHe MHUHEPaIH3alid KOCTHOM
TkaHH, Takoe kak HPP, nnu KOTOpBINA SBIAETCS MPEApPACHONOKEHHBIM K Pa3BUTUI0 TaKOBOTO,
MOXXKHO IPUMEHSTh AJIs OLeHKH 3()(HEeKTUBHOCTH JICUEHHUS C IPUMEHEHUEM LIeJIOYHOH (ocdaTasbl
WIA TOJUIENTHAA, OONAAarolero akTUBHOCTBIO INeNouHOM (ocdaraspl, Takoro kak SALP
(HampuMep, MONMMENTUAA, XapaKkTepusyrolerocs nociaenosareabHocTbio moa SEQ ID NO: 1, wiu
€ro BapuaHTa C 10 MeHbLIeH Mepe 85% UIEHTHYHOCTHIO MOCIIEOBATENLHOCTH C HUM), TIPU 3TOM
yaydiieHus: 0ajuia B ONMpeNeeHHOM TeCTe CBHIETENBCTBYIOT O TOM, UTO LiesiouHasi ocdarasa
WJIY TTOJIUTIENTH A, O0JIaAA0IUi aKTHBHOCTBIO MIeNIOYHOH (ocdarasbl, siBisitoTCs 3¢ EeKTUBHBIMU
IUTSL JIEUEHHs] HECTIOCOOHOCTH BBITIOJIHEHUs] TIOBCEAHEBHBIX aelcTBuil (ADL) u Oomu mpu ux
BBIMIOJTHEHUH, ACCOLIMMPOBAHHBIX C HApYyIIEHHEM MUHEpalu3ally KOCTHON TKaHH, TAKUM Kak
HPP. B wacTHOCTH, CyOBEKT, Y KOTOPOTO MMEETCs] HapYLIEHHEe MUHEPATH3alMd KOCTHOH TKaHHU,
takoe kak HPP, unu xoTopeiil siBisieTcs MpeapacrooKeHHbIM K Pa3BUTHIO TAKOBOT'O, MOXET
ObITh MIpOTECTUPOBaH ¢ nomoubid SPPB u nnst oneHkn 3 eKTHBHOCTH JICUEHHs TOCPEICTBOM
BBeneHus SALP.

Hampumep, ecnu BBeneHHE OMUCBIBAEMOrO B JAaHHOM nokyMeHTe SALP cyOmekrty, y
KOTOPOTO UMEETCSl HapylLI€HHe MHUHEpaIu3aluu KOCTHOU TKaHU, Takoe kak HPP, win xoropsiii
NPEAPACTIONIOKEH K Pa3BUTHIO TAKOBOTO, PUBOJIUT B PE3YJIbTATE K CPEIHEMY YBEIHMUEHHIO Oasia
no SPPB no mpubnuzutensHo 6 win Oosiee 4eM NMPUOIH3UTENBHO O, IPU 3TOM CyOBEKT paHee
umen cpennuii 0ann nmo SPPB, cocrasnsrommii MeHee yem npudbau3uTensHo 6, To SALP sBisiercst
3¢ (eKTUBHON TpPU JIEUEHUH HapyIIeHHs MUHEpPAJIU3alUu KOCTHOH TKaHH, Takoro kak HPP.
ATNbTEpHAaTUBHO, €CJIM BBEJEHHE OIMCBHIBAEMOrO B JAaHHOM JoKyMeHTe SALP He mpusonur B
pesysbTaTe K cpenHeMy yBenudeHuro Oanna mo SPPB no mpuGmusurensHo 6 mam Ooniee yem
npUONU3UTENBHO 6, TO JO3UPOBKY W HacTOTy BBeneHUss SALP MOXXHO H3MEHHTh C IIENbIO

omnpenenenus 3pdexTuBHOro konmuectsa SALP st cyOpekTa, y KOTOpOro HMeeTCst HapyLIeHne
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MHUHEpaJIU3aLUd KOCTHOM TKaHH, Takoe kak HPP, uin kOTOpBIi ABIAE€TCS NPEAPACIOIOKEHHBIM
K pasBuTHO TakoBoro. Hampumep, no3mpoBky SALP (Hampumep, mnonunentuaa,
xapakTepusyrolerocs: nocinenosatenbHocthio noa SEQ ID NO: 1, unu ero BapuaHTa ¢ 1o
MeHbIel Mepe 85% MIEHTHYHOCTHIO MOCIEI0BATEIbHOCTH C HUM) MOYKHO YBEJIHYUTh, HATIPUMED,
or mnpubmusurensHo 0,5-3 Mr/kr/Hemenss n0 nNpUOIM3UTENBHO 3-0 MI/KI/HEAENs WIH OT
npubnusurenbHo 3-6 Mr/kr/Hemenss no npubnusutenvHo 6-9 wmr/kr/nemens. Ecim SBBP
YBEJIMYNBAETCS BbIIIE MPEABAPUTENBHO OINPEIENIEHHOTO MOPOra, TO CyOBEKT MOXKET MPEKPATUTh
JIeYeHNe U MePHOANYECKH HaOMOaaThCsl Ha MpeaMeT n3MeHeHui ero 0ama no SBBP. Ecnu 6amn
no SBBP yMeHblnaercs HUXe NpeABApPUTEIbHO OMNPENEIEHHOIO MOpora, TO TEPalui MOXKHO
MOBTOPHO HA4aTh.

Bpemennoii Tecm "ecmanv u uou" (TUG)

Bpemennoii Tect "Bcranb u unn" (TUG) u3mepsier B CeKyHAAax BpeMsi, 3aTPaurBaeMOe
UHIMBUAYYMOM Ha TO, 4YTOOBI BCTAaTh CO CTAHJAPTHOIO Kpeclia, IPOWUTH pacCTOSHHE,
cocTasisiroinee 3 Merpa (mpumepHo 10 GyToB), MOBEPHYTHCS, BEPHYTHCS K Kpeciy H cecTb. [l
IaHHOTO Te€CTa HEOOXOAMMO, YTOOBI MALIMEHTHI HOCUJIM CBOKO OOBIYHYIO O0YBb U MPUMEHSIIIH CBOH
IPUBBIYHbIE BCIIOMOTaTeNbHbIE CPEACTBA I XONbObI (0€3 CpencTs, TpOCThb, XOoAyHKH). Hukakoit
¢usnueckoli momMoIy He Okas3bBaeTcs. IlanneHThl HAUMHAIOT TECT, MPUCIOHUBIINCH CITUHOM K
Kpeciy, MOJIOKUB PYKHM Ha MOJJIOKOTHUKU U B3sIB B PYKH UX BCIIOMOIaT€IbHOE CPEACTBO IJIs
x0oab0Bl. IX HHCTPYKTUPYIOT, UTO NPH CJIOBE "UANTE" OHU JOJDKHBI BCTATh U IIPOWUTH B yIOOHOM
1 0e30MacHOM TeMIIe 10 JIMHUH Ha TOJTy Ha PACCTOSIHUHU 3 M, TOBEPHYTHCS, BEPHYTHCS K KPECy U
CHOBa cecTb. Ilepen TeM, kKak 3aMepUThb BpeMs, MALMEHT OJUH pPa3 MPOXOAHUT TECT C LENbIO
O3HAKOMJICHUSI C TeCTOM. st i3MepeHHs BpeMEeHH TeCTa MOXKHO MPUMEHSTh JTHOO CEKYHAOMED,
1100 HApY4YHBIE Yachl C CEKYHAHOH cTpenkoi. HopMasbHbIe 370pOBbIe MOXKHIIbIE JIULA OOBIYHO
BBIMOJIHAIOT 3aanue 3a 10 cexyHn uiau MeHbine. O4ueHb C1a0bIM WITH OCIA0JIEHHBIM TTOXKHUITBIM
JULIaM C TUIOXOH TOABMJKHOCTBIO MOXKET NOTpeOoBaThbCsi 2 MHHYTHI Wiu Oojbine. bam,
cocTaBisoIuUi >14 cexyHaA, MOXKET yKa3biBaTh Ha BbICOKUMN puck naaeHuil. Tect TUG moxer
MPOBOIUTHCS HE PACTIONAraoIUM HHPOPMAIHEeH OLIEHUBAOIIUM CIIELUATIUCTOM.

Bbann mo TUG y cyObekra, y KOTOPOrO UMEETCsl HapyIIeHHe MUHEPATH3ALNH KOCTHOMN
TkaHH, Takoe kak HPP, unu koTopblil siBNseTCS NMpeapacroNiOKEHHBIM K Pa3BUTHIO TaKOBOTO,
MO>KHO MPUMEHSTH [T OLEHKH 3P (HEKTUBHOCTH JICUEHHS C IPUMEHEHHEM LIeIOUHON (ocdaTaspl
WINA TIOJIUINIENTHAA, OOJNIAaroIero aKTUBHOCTBIO INEeNo4HOH ¢ocdaraspl, Takoro kak SALP
(HampuMep, MONMMIENTHAA, XapakTepusyrolerocs nocienosareabHocThio oa SEQ ID NO: 1, wu
€ro BapuaHTa C 10 MeHbLIeH Mepe 85% UIEHTHYHOCTHIO MOCIIEOBATENILHOCTH C HUM), TIPH 3TOM
yJydiieHns: 6ajuia B ONMpeneeHHOM TeCTe CBHIETENBCTBYIOT O TOM, UTO LiesiouHasi pocdarasa
WY TTOJIUTIENTHA, O0JIaAar0IUil aKTHBHOCTBIO MIeNOYHOH (ocdaraspl, sBistoTcs 3¢ EeKTHBHBIMU
IJIs JIEYEHUs] HApyLICHUs MHUHEpaJIM3aluu KOCTHOW TkKaHM, Takoro kak HPP. B wuactHOCTH,
CYyOBEKT, Y KOTOPOTO UMEETCsl HapyLIeHne MIUHEPaTU3aIii KOCTHOH TkaHH, Takoe kak HPP, wmu
KOTOPBIH SBJIIETCS MPEAPACTIONOKEHHBIM K Pa3BUTHIO TAKOBOTO, MOXET OBITh MPOTECTUPOBAH C
nomortpio Tecta TUG nist oueHkH 3¢ (HEeKTUBHOCTH JICUSHHsI TOCPECTBOM BBeneHus SALP.

Hanpumep, ecniu BBeIeHHE OMHCHIBAEMOTO B NAaHHOM AokyMeHTe SALP cyObekty, y
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KOTOPOTO UMEETCsl HapylLIEHHe MHUHEpAIu3aluy KOCTHOW TKaHU, Takoe kak HPP, wnu xoropsiii
NPEAPACTIONOKEH K PA3BUTUIO TAKOBOTO, IPUBOAMT B PE3YJIbTATE K CPEIHEMY CHIDKEHHIO Oajuia
o TUG no npubnusurensHo 14 win MeHee deM npuOm3uTensHo 14, mpu 3ToM cyObeKT paHee
umen cpennuii 6amn no TUG, cocraBisromuii Oonee yem npudausutensHo 14, To SALP sBisiercst
3¢ (eKTUBHON NPH JIEUCHUHN, HAIPUMEP, HECTIOCOOHOCTH BBIITOJHEHHS IOBCEIHEBHBIX ACHCTBUI
(ADL) n Hanu4mst O0NM NMPH MX BBINOJHEHUH, aCCOLIMAPOBAHHBIX C HAPY LIEHHEM MUHEPATU3aLUN
KOCTHON TkaHM, TakuM kak HPP. AnprepHaTuBHO, €ciii BBEIEHUE OMUCHIBAEMOIO B JAAHHOM
nokymente SALP He mpuBomuT B pesyibrare K cpenHemy cHmkeHuro Oamta mo TUG no
npubnu3uTenpbHo 14 wnm MeHee yeM npuONM3UTENBHO 14, TO TO3UPOBKY M YaCTOTY BBEACHUS
SALP MOXHO U3MEHHTB C LIENbI0 onpeneneHus 3gpdexkTuBHOro konndyecrna SALP nist cyObekra,
y KOTOPOI'0 UMEETCsl HApYLIEHUE MUHEepAIU3aLUA KOCTHON TKaHU, Takoe kak HPP, unu kotopslit
SIBJISIETCS TIPEIPACTIONOKEHHBIM K pa3BUTHIO TakoBoro. Hampumep, nosuposky SALP (Hanpumep,
MOJIMNENTHA, XapaKkTepusyrouierocs nociaeaosarenbHocTeio noa SEQ ID NO: 1, unmu ero
BapUaHTa C MO MeHblneld Mmepe 85% HIEHTHYHOCTBIO IOCIIENOBATENBHOCTH C HHMM) MOXKHO
yBEJIUYUTb, Hampumep, OT mnpubnusutenbHo 0,5-3 Mr/kr/Henmenss A0 NPHONIU3UTENBHO 3-6
MI/KI/HEAes WM OT NPHOIN3UTENBHO 3-6 MI/KI/Henens 10 NPUOIU3UTENbHO 6-9 MI/Kr/Henens.
Ecnu pesynprar Tecta TUG cyObekTa yMEHBIIAETCS HIDKE MPENBAPUTENBHO OIMpPEAEICHHOrO
nopora, T0 CyOBeKT MOXKET NMPEKPATUTh JICYCHHE U MEePUOAMYECKH HaONOAAThCS Ha IpenMeT
usmeHenuii Oamna B Tectre TUG. Ecnu 6amn no TUG yBennuuBaeTcsi Bbille MPEABAPUTEIBHO
OIPEAENIEHHOT O TI0POTa, TO JIeYeHHE MOXKET OBbITh TOBTOPHO HAYATO.

Tecm osucamensnvix nHaswvikoe bpyununkca-Ocepeykoeo 2-20 uzoanus (BOT-2)

UnnrocTpaTUBHBIN TECT ABUrAaTEeNbHBIX HABbIKOB bpynHuHkca-Ocepenkoro 2-ro u3gaHus
(BOT-2) ommcan B pabore Bruininks, R. H. (2005). Bruininks-Oseretsky Test of Motor
Proficiency, (BOT-2), Minneapolis, MN: Pearson Assessment, KOTOpasi BKJIOUY€HA B JAHHBIN
JOKYMEHT TOCPEACTBOM CCBUIKM BO BCei cBoell mojHoTe. B uacrrHoctu, BOT-2 moxHO
NPUMEHSTh JUIsI OLEHKH (PU3NYECKUX MATOJIOTUH W OTPaHUYEHHUI TOABIKHOCTH Y CyOBeKTa, Y
KOTOPOT'O MIMEETCsI HapyIIeHHe MUHEPAIH3aluy KOCTHOU TKaH! (Hanpumep, HPP), wnun kotopsrit
NPEAPACTIONIOKEH K Pa3BUTHIO TAKOBOTO, JUIst nojy4yerHus: 6amia no BOT-2 nis cyOpekra.

BOT-2 Bxito4daeT psii TECTOB TSI OLIEHKH (PU3UYECKUX MATOJIOTHH § CyOBEeKTa, KOTOPbhIE
MOKHO MPOBOJUTH, HAMpPHUMEp, ¢ MOMOIIbI HaOOpa, BKIFOYAKOMIEro naHHbie TecThl. BOT-2
MO3BOJISIET MOJY4YUTh KoMILIekcHbie O6amtsl mo BOT-2 B cnenyrommx o0nacTsx: cujia, CKOPOCTh
Oera M JIOBKOCTb, TOUHOCTb MEJIKOH MOTOPHUKH, COTJIACOBAHHOCTb MEJIKOH MOTOPHKH, JIOBKOCTh
PYK, JBYXCTOPOHHSIl KOOpJAWHALMS, paBHOBECHE W KOOpPJAMHALMS BEPXHUX KOHEUYHOCTEH.
Hanpuwmep, nyist onpenenenust 6amia mo cuie mo BOT-2 cyObekT, y KOTOpOro MeeTcsi Hapy LIeHHe
MHUHEPAIU3ALUU KOCTHOW TKaHH, Takoe kak HPP, wnu kOTOpbIil mpeapacnonokeH K pa3BUTHIO
TAKOBOT'O, MOKET BBITIOJHUTD MPUCENaHUs, V-00pa3Hble CKPYUHBAHUS JIEXKA, IPBIUKKH B IHHY C
MeCTa, IPUCENAaHUs Y CTeHbl W/ WK OT:)KuMaHwus. Jis onpeneneHust Oana mo cKOpocTu Oera u
soBkocTH 1o BOT-2 cyOBEKT, y KOTOPOro HMEETCsl HapyIIeHHe MUHEPATH3alUd KOCTHOW TKaHH,
takoe kak HPP, unm xOTOpBI mpenpacnoyiokeH K Pa3sBUTHED TAKOBOTO, MOXET MPOHTU IO

T'MMHACTHYECKOMY OpeBHY W/WIJIM BBITIOJHHUTD YEJIHOYHBIN Oer, O0KOBOH MPBDKOK HAa ABYX HOTax
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u/nm OOKOBOM MPBIKOK HAa OAHOM Hore. /st onpenenerust Oaia Mo TOYHOCTH MEJIKOH MOTOPUKHU
1o BOT-2 cyObekT, y KOTOPOro MMeETCs! HapyLIeHNe MUHEPATH3alMd KOCTHON TKaHH, TAKOE KaK
HPP, unm xoTOpblii mpeapacnoioKeH K Pa3sBUTHIO TAaKOBOTO, MOXKET BBIPE3aTh KPYTr H/HIIH
COennHNUTD TOUKU. [lns onpeneneHust 6aia Mo COrjlacoBaHHOCTH MeNkoil Motopuku o BOT-2
CyOBEKT, Yy KOTOPOTO UMEETCsl HapyLIeHne MIUHEPATU3aii KOCTHOH TkaHH, Takoe kak HPP, wmu
KOTOpPBII TPENpacroNiokeH K pPa3BUTHIO TAaKOBOIO, MOJXET CKOIHPOBATh 3Be3Ay W/WIN
cKOmUpoBaTh KBaapart. [{nsa onpenenenus O6aia mo JOBKOCTH PYK CYOBEKT, Y KOTOPOrO UMEETCs
HapyLI€HHEe MUHEPAJIU3ALUU KOCTHOU TKaHHU, Takoe kak HPP, win kOTOpBI NpeapacnonokeH K
Pa3BUTHIO TAKOBOTO, MOXKET IE€peaBaTh IEHHH, COPTUPOBATH KapThl W/HIIN BBICTPAUBATh KyOUKH
B JuHui0. J{ns onpeneneHust Oanna mo ABYXCTOpOHHeH koopauHaumu no BOT-2 cyObekT, y
KOTOPOTO UMEETCsl HapylLI€HHe MHUHEpAaIu3aluy KOCTHOU TKaHH, Takoe kak HPP, wnu xoropsiii
NPEAPACIONOKEH K Pa3BUTHIO TAKOBOTO, MOXET MOCTYy4aTh CBOEH CTyNHEH WJIHM MaJblieM W/Wiu
BBIMOJIHUTh MPBDKKM C MecTa Ha MecTo. [l onpenenenust 6amia nmo pasHoBecuro no BOT-2
CyOBEKT, Yy KOTOPOTO UMEETCs] HapyLleHHe MUHEpaIN3alui KOCTHON TkaHH, Takoe kak HPP, unun
KOTOPBIH MPEAPACIIONONKEH K PA3BUTHUIO TAKOBOT'O, MOXKET MPOWTHCH BIEPEA MO JMHUU W/WIH
HIOCTOSITh Ha OZJHOM HOTe€ Ha TMMHACTHYeCKOM OpeBHe. 11 onpeneneHus Oania no KOOpAHHALNH
BepXHUX KoHeuHocTed nmo BOT-2 cyOwekT, y KOTOpOro MMeeTcsi HapylleHHe MUHEPaTH3aLuu
KOCTHOU TKaHH, Takoe kak HPP, umu KOTOpbIil NpeapacnoaokeH K pa3BUTHUIO TAKOBOTO, MOXKET
OpoCUTh MsIY B LieJIb W/UJIM OHMAaTh OPOIIEHHBIA MY,

CyOBekT, y KOTOPOro MMeeTcs HapylleHHe MHHEepPaIn3alMi KOCTHOH TKaHHU, TAaKOe Kak
HPP, nim koTOpBIi peapacnonokeH K pa3BUTHIO TAKOBOT'O, MOYKET MPONTH T€CThI B OTHOM WIIH
HECKOJIbKUX W3 OMHMCAHHBIX oOjacred (cuiia, CKOPOCTh Oera M JIOBKOCTb, TOYHOCTb MEJIKOH
MOTOPHKH, COTJIACOBAHHOCTb MEJIKOW MOTOPHKH, JIOBKOCTb PYK, JByXCTOPOHHSSI KOOPAMHALIUA,
paBHOBECHE M KOOPAMHALMS BEPXHHUX KOHEUHOCTeH) muist mony4yenus Oamia no BOT-2, kotopas
yKasbIBaeT Ha (PU3NYECKHUE MATOJNOTHH Y cyObekTa. B kaxmoit obmactu BOT-2 (cuna, ckopocTb
Oera M JIOBKOCTb, TOUHOCTb MEJIKOW MOTOPHUKH, COTJIACOBAHHOCTb MEJIKOH MOTOPHKH, JIOBKOCTh
PYK, ABYXCTOPOHHSISI KOOPJAWHALIMS, PABHOBECHE U KOOPAUHALNS BEPXHUX KOHEUYHOCTEH) TaKOU
CYyOBEKT MOXKET MPONTH ONMH HJIM HECKOJBKO TECTOB Uit ompexaenenus Oamna mo BOT-2 y
cyObekTa, Hanpumep, i onpenenenus damna no cuwie no BOT-2 cyObeKT MOXKET BBITOJHUTH
OJTHO HJIM HECKOJIbKO U3 TpucenaHuii, V-oOpa3HbIX CKPYYHBAHUH JieKa, NMPBDKKOB B JUIHHY C
MecTa, MPUCEAaHNH Y CTeHbI B OT>)kuMaHui. Tak, st onpenenenus 6auia no BOT-2 (Hanpumep,
6anna o cuie mo BOT-2) y cyObekTa, y KOTOPOro UMeeTCsi Hapy [IeHUe MIUHEPaTH3aI[ii KOCTHOH
TkaHu, Takoe kak HPP (Hampumep, HPP-monoOHoe 3aboneBanHme), Wil KOTOPBIA SIBJISIETCS
NPEAPACTIONIOKEHHBIM K PA3BUTHIO TAKOBOT'O, MOKHO IMPOBECTH JIMIIb OJUH TECT (HAIPUMED, OUH
TECT, BBIOPAHHBIA M3 TPYMIbI MpUCEAaHul, V-00pa3HbIX CrHOaHWH JieXka, TMPbDKKA B JJIMHY C
MeCTa, MPUCENAHHS Y CTEHBI H OT)KUMAHUN).

Kaxxnprit n3 6amios mo BOT-2 (o cune, ckopoctu Oera U JJOBKOCTH, TOYHOCTH MEINKOM
MOTOPHKH, COTJIACOBAHHOCTU MEJIKONH MOTOPHUKH, JIOBKOCTH PYK, IByXCTOPOHHEN KOOpPAMHALINY,
PABHOBECHI0O M KOOPIMHALIMM BEPXHHUX KOHEYHOCTEH) y CyOBEeKTa, y KOTOPOr0 HMEeTcs

HapylLleHHe MHUHEpAIM3allMyd KOCTHOW TkaHu, Takoe kak HPP, wnm xortopeiii sBisercs
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NPEAPACTIONIOKEHHBIM K PA3BUTHIO TAKOBOTO, MOKHO CpaBHUTH ¢ Oayutom o BOT-2 y cyObekra
0e3 HapylleHus MUHEepalIu3aluyd KOCTHOH TKaHu, Takoro kak HPP, nms, Hanpuwmep,
ocy1ecTBieHus cpaBHeHus Oasuta mo BOT-2 Ha nucxogHom yposHe. Kaskapiit u3 6amios no BOT-2
(HarpuMep, 1O cujie, CKOPOCTH Oera 1 JIOBKOCTH, TOYHOCTH MEJIKOH MOTOPHKH, COTJIACOBAHHOCTH
MEJKOW MOTOPUKH, JIOBKOCTH PYK, IBYXCTOPOHHE!N KOOpAMHALIMY, PABHOBECHIO U KOOPAWHALIUU
BEPXHHUX KOHEUHOCTEH) y CyObeKTa, y KOTOPOrO UMEETCsl HapyLIeHHe MUHEPAJIH3alui KOCTHON
TkaHH, Takoe kak HPP, unu KoTOpbIil sIBNsS€TCS MPEApPacHONOKEHHBIM K Pa3BUTUIO TaKOBOTO,
MO>KHO cpaBHUTH ¢ OammoM no BOT-2 y npyrux cyOBEKTOB, y KOTOPBIX MUMEETCs HapyLICHHE
MUHEpAIN3aLu1 KOCTHOM TKaHu, Takoe kak HPP, nnu xotopsle sBIAI0TCS IPeapacnonoXeHHbIMU
K Pa3sBUTHUIO TaKOBOIO, JJIs, HampuMmep, MOJy4eHus oTHocuTenpHoro Oamra mo BOT-2 nns
cyObekTa.

bannsr mo BOT-2 (wanpumep, Oamiel mo cuiie, CKOpOCTH Oera M JIOBKOCTH, TOYHOCTH
MEJKOW MOTOPHKH, COIJIACOBAHHOCTH MEJKOH MOTOPUKH, JIOBKOCTH pPYK, ABYXCTOPOHHEN
KOOPJAMHAIIMY, PABHOBECHIO U KOOPJIMHALIMYA BEPXHUX KOHEYHOCTEN) HAXOMATCS B JUAMa30He OT
npuban3uTensHO 0 10 MPUONIU3NUTENBHO 25 WM MEHbIIE, TPU 3TOM Oayut ot npudiauzurensHo 10
10 npubnu3nuTenpHo 20 CUMTAIOT PENpe3eHTATHBHBIM JUIsl 3J0POBOro CyOBeKTa (Hampumep,
cyObekTa Oe3 HapylIeHHs MUHEpaJu3aluu KOCTHOH TkaHu, Takoro kak HPP). CyOwekTa co
cpenaum Gannom B BOT-2 (Hampumep, Gannamu mo cuie, CKOpocTH Oera v JIOBKOCTH, TOUHOCTH
MEJIKOH MOTOPHUKH, COIVIACOBAHHOCTU MEJKONH MOTOPUKH, JIOBKOCTU PYK, ABYXCTOPOHHEH
KOOPJAMHALIUU, PABHOBECUIO U KOOPAMHALMU BEPXHUX KOHEUHOCTEH ), COCTABIISIOIUM MEHee YeM
npubnusutenbHo 10, MOXKHO MOABEPraTh JEYSHHIO C MOMOINBIO INEIOYHOH (ochaTaspl wiu
NOJTUIENTH A, 00JIaJAr0INero aKTHBHOCTBIO IEJIOUHOM (ocdaTasel, Hampumep, SALP, Hanpumep,
MOJIMTIENTHIA, XapakTepusyolierocs: mnocienaosarenbHocTeio nog SEQ ID NO: 1, unmu ero
BapHaHTa C IO MeHblIeH Mepe 85% HIEHTUYHOCTBIO MOCIEA0BATEIbHOCTH C HUM.

Hanpuwmep, cyOpexTa, y KOTOPOro IMEeTCsl Hapy LeHHe MUHEePAITU3alii KOCTHOW TKaHH,
takoe kak HPP, mn kOTOpbIi sSIBISE€TCS MPEApacoOKEHHBIM K Pa3BUTHIO TAKOBOTO, C 0aJIoM

no cuie B BOT-2, cocraBsttomum MeHee 10 (Hanpumep, npuOnu3utenbHo 0, mpuOIu3nuTeNbHoO 1,

2 2 2 2

npUONU3UTENIbHO 2, TNpUOMM3UTENBHO 3, NpUONU3HUTENbHO 4, TNPUOIH3UTENBHO S
NpUOIU3UTENBHO 6, TPUOMU3UTENBHO 7, NpHONM3HTENBHO 8, NPUOMU3UTENBHO 9 wWiIn
npubnu3nuTenbHO 10) MOKHO OABEPraTh JISYeHUIO ¢ MoMOIbio SALP (Hanpumep, monunenTtuaa,
xapakTepusytolierocs: nocienosarenbHocThio noa SEQ ID NO: 1, unu ero BapuaHTa ¢ 1o
MeHbInel mepe 85% HIEHTUYHOCTBIO MOCJENOBATEIPHOCTH C HUM) B TE€YEHHE HEKOTOpPOro
nepuosa BPEMEHH, BIUIOTh IO B TEUEHHE BCEH JKU3HM CyObekTa. AHAIOTHYHO, CyOBeKTa, Y
KOTOPOTO UMEETCSl HapylLI€HHe MUHEpAIU3aluy KOCTHOW TKaHU, Takoe kak HPP, wiu xoropsiii
SIBJIIETCS TIPEAPACTIONIOKEHHBIM K PA3BUTHIO TAKOBOTO, C OAJJIOM MO CKOPOCTH Oera U JIOBKOCTH
B BOT-2, cocraBmmromum menee 10 (mampumep, npubnusutensHo 0, mpubmusurenpHO |,
npuOMU3UTENbHO 4, TNPHONM3UTENBHO S

npUONU3UTENbHO 2, TPUOIM3UTENBHO 3

2 3 2 2

npUONU3UTENbHO 6, TPUONU3UTENBHO 7, NpHONM3UTENbHO 8, NPUOMU3UTENBHO 9 wWin
npubnusutensHo 10), MOJKHO MOABEPTaTh JEUEHHIO ¢ oMoInbio SALP (Hanpumep, monunenTtuaa,

xapakTepusyrolerocs: nocienosarenbHocThio noa SEQ ID NO: 1, unu ero BapuaHTa ¢ 1o
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MeHbIne Mepe 85% WIEHTUYHOCTBHIO MOCJIEAOBATEIPHOCTH C HHUM) B TE€YEHHE HEKOTOPOTO
nepuoa BpEMEHH, BIUIOTh JI0 B TEUEHHE BCEH JKU3HU CyOBEKTa.

Criocobbl MOTYT TPUBOIUT B pe3ysbTaTe K yiayumeHno Oamra mo BOT-2 (mampumep,
Oamra mo cuie, CKOpocTu Oera W JIOBKOCTH, TOYHOCTH MEJKOM MOTOPHKH, COTJIACOBAHHOCTH
MEJNKOH MOTOpPUKH, JIOBKOCTH PYK, JABYXCTOPOHHEH KOOpPAMHALMH, PABHOBECHIO W/WIK
KOOPAMHAIIMM BEPXHUX KOHEYHOCTEH) y CyOBeKTa, y KOTOPOro HMEeTCsl HapylLIeHHe
MUHEpaJIU3aLUd KOCTHOM TKaHH, Takoe kak HPP, nin kOTOpBIN ABIAE€TCS NPEAPACIOIOKEHHBIM
K pPasBUTHIO TakoBoro. Hampumep, nedeHne ¢ TNOMOLIBIO INENOYHOM (ocdarassl wmu
MOJIUTIENTH A, 00JIaAAI0IIero aKTHBHOCTBIO MIeNIouHOM ocdarasel, Takoro kak SALP (Hampumep,
MOJIMNENTHUA, XapaKkTepusyouierocs: nociaeaosarenbHocTero noa SEQ ID NO: 1, unu ero
BapUaHTa C MO MeHbluel Mepe 85% HAEHTUYHOCTBHIO MOCIENOBATENBHOCTH C HUM), TAKOE Kak
JedeHue ¢ nomoupro SALP B TeueHHe HEKOTOPOro Mepuoja BPEMEHH, MOXKET MPUBOAUTHL B
pesyibTare k cpeqHeMy yBenudeHuro Oamna no cuie B BOT-2, Haxopsmemycs B quanasoHe OT
npubmusurensHo 10 1o npubnusurensHo 20 (Hanpumep npubamsuTenbHO 10, mpuOIU3UTENBHO
11, nmpubnusurensno 12, nmpubnusurensHo 13, mpubmusurensHo 14, npuGnusurenbHo 15,
npubausurensHo 16, npubmmsurensHo 17, npubnmsutensHo 18, mpuOnusutensHo 19 wnm
npubmmsurensHo 20). Kpome Toro, nedenme ¢ momombto SALP (Hampumep, monunenTuna,
xapakrepusyrouierocss nociueposatenbHocTeio nox SEQ ID NO: 1, unu ero BapuaHTa ¢ IO
MeHblell Mepe 85% HAEHTUYHOCTBIO IOCIENOBATENIBHOCTH C HHM) MOKET NPUBOIUTH B
pesyabTare K CpenHeMy yBeJIHueHHo Oamta mo ckopoctu Oera u JjoBkoctw B BOT-2,
HAXOMASINEMYyCsl B JAHMarna3oHe OT MNPUONU3UTEIbHO 5 1m0 mnpubnusutenbHo 20 (Hanpumep,
npuOMU3UTENIbHO 7, TpUOIM3UTETBHO 8

npubIU3UTENIbHO 5,  mpuOIM3UTENBHO 6

2 2 2 2

npubnusurensHo 9, npubnusutensHo 10, mpubnusurensHo 11, npubnmsurensHo 12,

,
npubnusurensHo 13, npubnusutenvHo 14, npubmmsurensro 15, mnpubnusurensHo 16,
npubnusurensHo 17, npubmamsurensro 18, npubnusurensro 19 win npubnusutensHo 20).

VYBenuuenue 6amna B8 BOT-2 (Hanmpumep, Oajia mo cuiie, CKopocTu Oera W JIOBKOCTH,
TOYHOCTH MEJKOW MOTOPHKH, COTJIACOBAHHOCTH MEJKOW MOTOPHKH, JIOBKOCTH PYK,
IBYXCTOPOHHEH KOOPIWHAIINY, PABHOBECHIO W/HITH KOOPAMHALIMH BEPXHUX KOHEUHOCTEH) MOKET
COXPaHATBhCS B TEUEHHE BCEro NEepUOJa BBEACHUS INEJIOYHOH (ocdaraspl WM MOJUNENTHAA,
00Janaro1nero akTHBHOCTHIO IeI09HOM hocdartassl, Takoro kak SALP (Hampumep, monunenTua,
xapakTepusytolierocs: nocienosarenbHocThio noa SEQ ID NO: 1, unu ero BapuaHTa ¢ 1o
MeHbInel Mepe ¢ 85% HWIEHTHYHOCTBIO TOCJIENOBATEIbHOCTH C HUM), HANpPUMEp, B TeUEHUE
HEKOTOPOTO MepHOAa BpeMEHU. AHAJIOTHYHO, YMEHbLICHHE (PHU3MYECKUX MATOJOTHHA MBILIII TOCIIE
BBEJICHUSI LIENIOYHON (hocdaTasbl WM MOJUMENTHAA, O0JaJar0INero aKTUBHOCTBHIO LIENOYHON
docdarazbl, MOKET COXPAHITHCS B TEUEHHE BCETO MEPHOAA BBEACHUS IENOUHON (ocaTasbl Wiu
MOJIUTIENITH A, O0JTaA0IIEro AKTUBHOCTBIO IEJI0YHOM (ocdaTasp

bamner B BOT-2 (Gamner mo cuije, CKOPOCTH Oera M JIOBKOCTH, TOYHOCTH MEINKOM
MOTOPHKH, COTJIACOBAHHOCTH MEJIKOH MOTOPHKH, JIOBKOCTH PYK, ABYXCTOPOHHEH KOOPIHMHALIHH,
PAaBHOBECHI0O M KOOPIMHALIMM BEPXHHX KOHEYHOCTEH) y CyOBEeKTa, y KOTOPOro HMeEeTcs

HapylLleHHe MHUHEpAIM3allMyd KOCTHOW TkaHu, Takoe kak HPP, wnm xortopeiii sBisercs
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NpEAPACIIONIOKECHHBIM K PA3BUTHUIO TAKOBOI'0, MOXKHO MPUMEHATH OTACJIBHO UJIN B KOM6I/IHaL[I/II/I C
APYTr'UMU METPUUCCKHUMU TTOKA3aTCIIAMU IJIsI OLIEHKN 3(1)(1)CKTI/IBHOCTI/I JICHCHUS C MPUMECHCHUEM
menoYHol (ocdarasbl MM MOJUIENTHAA, 00JIAAI0IIEr0 aKTUBHOCTBIO MIENOUHON (ocaTassl,
Takoro kak SALP (Hanpumep, NONUINENTHIA, XapAKTEPU3YIOLIErocs MOCIeI0BATEIbHOCTBIO MO
SEQ ID NO: 1

oCjaeaoBaTCJIbHOCTHU C HI/IM), npnu STOM YJIYUIICHUA Oamna B OMPEACIICHHOM TECTEC

, WIM ero BapuaHta ¢ 1O MeHblieli Mepe 85% HAEHTHUYHOCTHIO
CBUIETENBCTBYIOT O TOM, YTO Meio4yHas ¢Qocdaraza wim mnonunenTua, oOJanarmui
AKTUBHOCTBIO IIENOYHON (ocdaTaspl, sBIAOTCH 3(P(OEKTUBHBIMH AU JICYEHUS] MBIIIEYHbIX
MaTOJIOTHUM, ACCOLIMMPOBAHHBIX C HAPYLIEHUEM MUHEPAIN3aluy KOCTHOU TKaHU, TakuM kak HPP.
Hamnpumep, ecnu BBeeHHE ONMHMCHIBAEMOIO B JaHHOM NOKyMeHTe SALP cyOmekTy, y KOTOporo
MMEETCS HapylLIeHWe MHHEpaJIu3aluu KOCTHOW TKaHW, Takoe kak HPP, wim xoropsiii
NPEAPACIONIOKEH K PA3BUTHIO TAKOBOTO, IPUBOJUT B PE3YyJIbTATE K CPEIHEMY YBEIHUEHHIO Oasia
1o ckopoctu Oera u joBkoctu o BOT-2 no npubnusurensHo S wiu 6oee uem mpuOIu3UTETBHO
5, mpu 3TOM CyOBeKT paHee MMen cpeaHuil 6ayur mo ckopoctu Oera u joBkoctu mo BOT-2,
COCTaBJISIIOLIUI MEHee YeM NMPHONU3UTeIbHO S5, To SALP cunrarot 3 exkTuBHBIM npH, HanpuMep,
Je4eHnN (PU3NYECKUX MAaTOJOTHH, aCCOLMMPOBAHHBIX C HAPYIIEHHEM MHHEpPAINU3aLMi KOCTHOM
TKaHH, TakuM kak HPP.

Kpome Toro, B kaxnoit obinactu BOT-2 (cuie, ckopocTu Oera U JIOBKOCTH, TOYHOCTH
MEJIKOH MOTOPHUKH, COIVIACOBAHHOCTU MEJKONH MOTOPUKH, JIOBKOCTU PYK, ABYXCTOPOHHEH
KOOPJAMHAIIMM, PAaBHOBECHHM M KOOPAMHALMM BEPXHUX KOHEYHOCTEH) CyOBEKT, y KOTOpOro
MMEETCsl HapylIeHWe MUHepaJIM3aluu KOCTHOW TKaHW, Takoe kak HPP, wunm koropsiii
MPEIPAcIONOXKeH K Pa3BUTHUIO TAKOBOTO, MOXET MPONTH OAMH WIIM HECKOJBKO TECTOB JJIs
onpenenenus 6amna nmo BOT-2 y cyObekra.

AJbTEpHATUBHO, €CJI BBEIEHUE LIENOYHOM (hochaTa3bl WK MOJIUIENTHIA, 00IaIaI0MEero
aKTUBHOCTBIO H1enouHon (ocdarassl, Takoro SALP, KOTOpBI OnucaH B TaHHOM JOKYMEHTE, He
MPUBOIUT B pe3yJIbTaTe K CPEAHEMY YBEIMYEHHUIO Oaliia mo ckopocTu Oera u joskoctu B BOT-2
1o OoJiee 4eM MPHOITU3UTENBHO S, TO3UPOBKY H/MJIH YaCTOTY BBEIEHUSI MOYKHO M3MEHHUTH C LEJTBI0
omnpeneneHus: 3(pQPEeKTHBHOrO KOJMYECTBa MLIEJOYHOH ocharasbl WM  MOJUNENTHAA,
00JaaroIero akTUBHOCTBIO MLIeNouHOW (ocdarasel, amsi CyObekTa, y KOTOPOrO HMEETCs
HapylLleHHe MHUHEpaIu3aluyd KOCTHOW TkaHu, Takoe kak HPP, wunm xortopelii sBiseTcs
NPEApPACHONOKEHHBIM K pasBUTHUIO TakoBoro. Hampumep, nosupoBky SALP (Hanmpumep,
MOJIMMNIENTHU A, XapakTepusytolierocs nociaeaosareabHocTs noa SEQ ID NO: 1, unu ero BapuanTa
¢ mo MeHbIneil Mepe 85% WAEHTHYHOCTBIO IMOCIENOBATEIBHOCTH C HUM) MOJKHO YBEJIUYHTb,
Harpumep, ot npudan3uTenapHo 0,5-3 Mr/kr/Henens 10 NpuOIU3UTENBHO 3-6 MI/KI/HENes UITH OT
npuOIM3UTENbHO 3-6 Mr/Kr/Heaens no npubmusuteapbHo 60-9 mr/kr/Henens. Ecnu 6amn 8 BOT-2
CyOBEKTa YBEIMUMBAECTCS BBILIEC MPEIBAPUTENBHO ONPENEICHHOTO MOpPora, TO CyOBeKT MOXKET
NPEKPATHTh JIEYEHHE U IEPUOANUECKH HAOMOaThCs Ha IIpeaMeT u3MeHeHui ero 6amia mo BOT-
2. Ecau 6ann B BOT-2 yMeHbIIaeTcst HUXKe PEeIBaPUTEIHHO ONPENEICHHOTO IIOPOTra, TO TEPAITHIO
MO>KHO MIOBTOPHO HayaTh.

Kpamxkas popma onpocnuka uz 36 nynkmog (SF-36)
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Cpsi3aHHOE CO 370POBBEM KA4deCTBO JKU3HHU OTHOCHTCS K (YHKIHOHHUPOBAHUIO W
Onaronony4nio B pU3MUECKON, ICUXUYECKOHN 1 connanbHOi chepax xu3an. SF-36 cocrout u3 8
MHOTOITYHKTOBBIX KA1 (35 MyHKTOB), oueHHBarOmuX (pusndeckyro ¢yHkimoo (10 myHKTOB),
pOJIeBBIE OTPAHUYEHHUS BCIEACTBHE (PU3MUECKUX MPOOJIEM CO 3M0pOBbeM (4 MyHKTA), TENECHYIO
601b (2 nmyHKTa), 00IIEe COCTOSIHUE 3M0POBBS (5 MYHKTOB), )KU3HEHHYIO aKTUBHOCTH (4 MyHKTA),
couuanbHOe (PyHKIMOHNPOBaHHE (2 MyHKTA), POJIEBbIE OTPAHIUYEHHSI B CBSA3H C SMOLIMOHAIbHBIMU
npobaemamu (3 TyHKTa) ¥ 3MOLHOHAIBHOE Onarononyuue (5 nmyHkToB). [laHHbIE 8 mKam MOryT
ObITh 00BEeUHEHBI B 2 0000meHHbIX nokaszaresst: 6amt PCS u 6amn 00o0meHus: ncuxu4eckoro
komrioHeHTa (MCS). 36-fi MyHKT, B KOTOPOM CIpaluuBaeTrcs 00 HM3MEHEHUHU 370POBbs, HE
BKJIFOUEH B IIKaJy WK 0000IEeHHbIe OaJlIbl.

SF-36 mpencrasisier coOOH ONMPOCHUK JJIsi CAMOCTOSITEIBHOTO 3amojiHeHusl. [larueHTs!
3amoJHAIOT | OTBET W3 psiga BaApUAHTOB U KaXHoro u3 36 BONMPOCOB. 3aTeM KOMOWMHALIUIO
OTBETOB Ha MyHKThI 00001IAIOT AJis pacyeTa Oajuia 1o Kaxaoi U3 8 mepeuncieHHbIX mKai. bamel
IO KaXAOMY MapaMeTpy BapbUpyIOT B auanasone ot 0 mo 100, npuuem Oosee BbICOKHE Oauibl
YKa3bIBAIOT HA JIy4lllee COCTOSIHUE 3710POBbsi. bosb B Tee Takke OLEHUBAIOT B 0aJlaX TAKUM K€
oOpa3oMm, mpuyem OoJjiee BBICOKHE Oajibl yKa3bIBAIOT HA MEHbIIYI 00Jb. 2 0000IIeHHBIX
nokazaresst (PCS u MCS) ouenuBaroT B 6ayiax uHave, yeM 1o 8 mapamerpam B Oauiax. JlaHHbIe
IIKajJbl OIEHMBAIOT B Oaiiax ¢ NPUMEHEHHeM OCHOBAaHHBIX Ha HOpMax crocoboB. bam,
COCTaBILIIOIIMH 50, OTpaXkaeT CpemHui OaT Mo OTHOIIEHHIO K STUM IOMYJISALHSIM. bansl Hivke
50 oTpakarOT COCTOSTHME 3[I0POBbSl HUXKE CPEAHEro, U Oambl Bbie SO OTpaKarOT COCTOSIHUE
3I0POBBE BBIIIE CPETHETO.

Bbann no SF-36 y cyObekTa, y KOTOPOro MMEETCsl HapyIIeHUe MUHEPATU3AUU KOCTHOMN
TKaHU, Takoe Kak HPP, miam KOTOpBIH SIBJISIETCS MPEnpacroioKEHHBIM K Pa3BUTHUIO TaKOBOTO,
MO’KHO MPUMEHSTD [T OLEHKH (P (HEKTUBHOCTH JICUEHHSI C MPUMEHEHHEM LIeIOUHON (ocdaTaspl
WINA TIOJIUINENTHAA, OOJNAAaroIero akTUBHOCTBIO INENOYHOM (ocdaraspl, Takoro kak SALP
(HampuMep, MONMMIENTUAA, XapaKkTepusyrolerocs nociaenosareabHocTbio moa SEQ ID NO: 1, wiu
€ro BapuaHTa C TI0 MeHbLIeH Mepe 85% UIEHTHYHOCTHIO MOCIIEOBATENILHOCTH C HUM), TIPH 3TOM
yayduieHus 0ajuia B ONpeneIeHHOM TeCTe CBHIETEIBCTBYIOT O TOM, UTO wLiesiouHasi ocdarasa
WY TTOJIUTIENTHA, O0JIaAat0IUil aKTHBHOCTBIO MIeNOYHOH (ocdaraspl, sBisitoTCs 3¢ EeKTHBHBIMU
IUT JIEUYEHHs] HECTIOCOOHOCTH BBITIONIHEHUs] TIOBCEAHEBHBIX aelicTBuil (ADL) u Oomu mpu ux
BBIITOJIHEHUH, aCCOLMMPOBAHHBIX C HAPYLIEHHEM MHHEPATU3ALMH KOCTHOH TKAaHHU, TAaKUM Kak
HPP. B wacTHOCTH, CYOBEKTY, Y KOTOPOTO HMEETCSI HapyIIeHHe MUHEPATN3aliid KOCTHON TKaHH,
takoe kak HPP, uii KoTOphIi mpeapacionokeH K pa3BUTHIO TAKOBOTO, MOYKHO 33/1aTh OJUH HJIH
HECKOJIBKO BOTIPOCOB B OJTHOM WJIM HECKOJIBKHMX M3 BOCBMH IIKAJI JIJIsI ITOJIyYeHHs CpeHero Oaa
no SF-36 u ans oueHky 3¢(EeKTUBHOCTH JIeYeHUs yTeM BBeneHust SALP.

Hampumep, ecnu BBeneHHE ONMUCBIBAEMOrO B JaHHOM HokyMeHTe SALP cyOwekrty, y
KOTOPOTO UMEETCSl HapylLI€HHe MHUHEpAIn3aluyu KOCTHOW TKaHU, Takoe kak HPP, wnu xoropsiii
NPEAPACTIONOKEH K Pa3BUTHIO TAKOBOTO, IPUBOJIUT B PE3YJIbTATE K CPEIHEMY YBEIHUEHHIO Oaruia
o SF-36 no mpubnusurensao SO win Oonee yeM npuOIH3uUTENbHO S0, IpU 3TOM CyOBEKT paHee

umen cpenauii 0ann o SF-36, cocrapisiromuii MeHee yeM npuoamsuTensHo S0, To SALP sBistercst
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3¢ (eKTUBHON NPH JICYCHUH, HAIIPUMEP, HECTIOCOOHOCTH BBIITOJHEHHS IOBCEIHEBHBIX ACHCTBUI
(ADL) n Hanuumst O0JM MPH MX BBITIOJIHEHUH, aCCOLIMAPOBAHHBIX C HAPY LLIEHHEM MUHEPATH3aLUN
KOCTHON TkaHM, TakuM kak HPP. AnpTepHaTuBHO, €ciii BBeIEHHE OMUCHIBAEMOrO B JAaHHOM
nokymente SALP He mpuBomuT B pesyibraTe K cpenHemy ysenuueHuro Oamra mo SF-36 no
npubnusutensHo S0 wnm Oonee yeM mpuOIM3UTENbHO S50, TO JO3UPOBKY M YACTOTY BBEACHUS
SALP MOXHO U3MEHHTB C LeNbI0 onpeneneHus sgpdexTuBHoro konndectna SALP nist cyObekra,
y KOTOPOI'0 UMEETCs HAPYLICHUE MUHEpAIU3aLUA KOCTHON TKaHU, Takoe kak HPP, unu kotopslit
SIBJISIETCS TIPEIPACTIONOKEHHBIM K Pa3BUTHIO TakoBoro. Hampumep, nosuposky SALP (Hanpumep,
MOJIMNENTHUA, XapakTepusyollerocs: nociaeaosarenbHocTeio noa SEQ ID NO: 1, unu ero
BapHaHTa C IO MeHblueld Mepe 85% HWACHTHYHOCTBIO TOCJIENOBATEIbBHOCTH C HHM) MOYKHO
yYBEJIMYUTh, Harpumep, OT npudiusurenpbHo 0,5-3 wr/kr/Hepenss [0 NPUOIU3UTENBHO 3-0
MI/KI/HeesI WK OT NPHOIU3UTEIBHO 3-6 MI/KI/Henens 10 NpHOIU3UTENbHO 0-9 MI/KI/Henens.
Ecnu 6ann nmo SF-36 cyObexTa yBenMuuBaeTCs BbIlIE NPEABAPUTEIHHO ONPEAEIeHHOrO Mopora,
TO CyOBEKT MOXKET MPEKPATUTD JICUCHUE U NEPUOAMYECKH HAOMIOJaThCs Ha MIPEeAMET U3MEHEHHH
ero Oayuta no SF-36. Eciu Gamn mo SF-36 ymMeHbInaeTcs: HIbKe NpeaBapuTeIbHO ONPeIeIeHHOTO
NOpOra, TO TEPANNI0 MO>KHO IIOBTOPHO HA4aTh.

Lxana oyenxu pynxyuii nusxcnux koneunocmeii (LEFS)

LEFS orHocurcs k ciocoly nsmepenus yHKINOHAIBHON HETPYAOCIIOCOOHOCTH HIKHUX
KOHEYHOCTEH y MaIeHTOB, B 4acTHOCTH y naureHToB ¢ HPP (Hanpumep, y manmeHTOB BO3pacToM
npubnusurensHo 13 ner wnu crapie). LEFS npencrasnser coboit cpencTBo st CaMOOLICHKH,
onucanHoe B padore Binkley et al. (Phys Ther. 79:371-83, 1999), koTropasi BKJIFOYEHA B TaHHBIN
JOKYMEHT TOCPEACTBOM CChUIKM BO Bceil cBoeil monHote. Cymmaphbie Oamibsl mo LEFS
BappupytoT or O go 80, mpuyem Oosiee BBICOKHE Oaibl yKa3bIBAIOT Ha Jydlnee
(YHKIIMOHMPOBaHNE HMKHHUX KOHeuHocTed. M3menenne 6amna mo LEFS npubmmsurensHo Ha 9
€IMHUL] CUUTAETCS KJIMHUYECKH 3HAYMMbIM H3MEHeHueM. JIMIeH3MpOBaHHBINA (PU3NOTEPArEeBT
mokeT npuMensTb LEFS nns mammentoB ¢ HPP (Hanpumep, manmentoB ¢ HPP Bo3pacTom
npubnusutensHo 13 et u crapue) B ¢opmare uHTepBbIO. bonee Boicokne Oamtbl mo LEFS
YKa3bIBAIOT HA yJy4IIeHue )y HKIMOHUPOBAHUS HUKHUX KOHEYHOCTEH, B TOM YHCIIE NTEPEXOTHbIE
IBWKEHUs] (HampuMep, BBIXOJ W3 BaHHBI WM TEPEKATHIBAHUE B IOCTENH), TNEPEABIKEHHE
(marmpumep, xonbOa niaH Oer Mo HEPOBHOW MOBEPXHOCTH), MOABEM I10 JIECTHUILIC U MPHUCEIAHHE.
LEFS MOHO MpUMEHSTh JJisi OLIEHKH ()yHKIIMOHAJBHOW MATOJIOTHH OJHON MJIN 00eUX HUMKHHUX
KOHeuHocTe# y manmenta ¢ HPP, B ToM uncie oHa obecrniednBaeT BO3MOKHOCTh HAOJIOIEHUS 32
NAIMEHTOM C TEYCHHEM BPEMEHH U OLIeHKH 3 (HEeKTUBHOCTH JieueHus achoTas3on anbda.

Veemnuenne Oamna no LEFS y cyObekta, y KOTOpPOro HMMeEeTCs HapyllIeHHUe
MHHEpaJIU3aLUd KOCTHON TKaHU, Takoe kak HPP, MoxeT coOXpaHATbCA B TEYEHUE BCErO NepUOaa
BBEJICHUSI LIeNIOYHON (ocdaTasbl WM MOJUMENTHAA, O0JAJArOINero aKTUBHOCTBHIO LIENOYHON

docharazer  (Hanpumep,  SALP HarpuMep,  MOJUIENTUAA,  XapaKTePHU3YIOLIErocs

2
nocnenosatenabHocTeio mox SEQ ID NO: 1, unu ero BapuaHta ¢ mo MeHblueid Mepe 85%
UACHTUYHOCTBIO IIOCJICAOBATCIBHOCTU C HI/IM), HarpuMmep, B TEUCHHUE MNEpUoaa JICUCHUA,

COCTABJISIFOLIETO 10 MEHbIIEH Mepe Be Heaenu (HampuMmep, Mo MEHbLIEH Mepe TPH HEeAeNH, 110
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MEHBIIEH Mepe YeThIpe HeJeNH, TI0 MEHbIIEH Mepe ISITh HEeZelb, TI0 MEHbIIEH Mepe IeCTh Heleb,
[0 MEHBbLIEN Mepe CeMb Hellellb, IO MEHbIIEH Mepe BOCEMb HENENb, 10 MEHbIIEH Mepe AEBSTh
HeJeJb, 0 MEHBLIEH Mepe AECATh HENENb, [0 MEHBLIEH Mepe TPU MecCsla, 0 MEHbLIEH Mepe
YeTbIpe MeCsla, MO0 MeHbIIEH Mepe ISTh MECSIEB, N0 MEHbLIEH Mepe IIeCTb MECSLEB, IO
MEHBIIEH Mepe CeMb MECSLEB, 10 MEHbIIEH Mepe BOCEMb MECALEB, 10 MEHbLIEH Mepe AEBSThb
MECSLEB, IO MEHBLIEH Mepe OJIUH 'O, MO MEHBLIEH Mepe Ba o/, O MEHbLIEH Mepe TPU roAa,
10 MEHBIIEH Mepe YeThIpe rojla, 0 MEHbILIEH Mepe MSATh JIET, 10 MEHbLIEH Mepe LIECTh JIET, 10
MEHBIIEH MEPE CEMb JIET, 110 MEHbLIEH MepPe BOCEMb JIET, IO MEHBLIEH Mepe AEBSTh JIET WU 110
MEHBIIEH Mepe AECATH JIET WIN B TEUEHHUE BCeH KU3HU CYOBEKTa;, B YaCTHOCTH IO MEHBLIEH Mepe
mecTth Henenb). Hanpumep, 6amn no LEFS yBenuuuBaercst mo MeHbluel Mepe Ha 9 MyHKTOB U
ocraetcs Ha ypoBHe £10% ot 6asna mo LEFS B xozne neueHus ¢ moMOIIbIoLIenouHoN GocdaTasel
WJIH TIOJIUTIENITHAA, 00JIaIalolero akTHBHOCTBIO IeJIOUHOM docdaTaspL

AJNBTEepHATUBHO, €CJIH BBEICHUE LIEJOYHOH (hocdaTazbl WIH MOJIUIENTHAA, 00TaaI0IIero
aKTHUBHOCTBIO  IIesnoyHOi  (docdartasel  (Hanpumep, SALP, Hampumep, mnonunentunia,
xapakrepusyrolierocss nociueposarenbHocTeio nox SEQ ID NO: 1, mwnu ero BapuaHTa ¢ IO
MeHblIel Mepe 85% HAEHTUUHOCTHIO MOCJIEIOBATENbHOCTU C HUM), HE IIPUBOJUT B Pe3yJIbTaTe K
cpennemy yBenuueHnto Oama no LEFS Ha menbiueli mepe Ha 9 MyHKTOB, TO JO3UPOBKY W/WIH
YacTOTy BBeNeHHs InesouHol ¢ocdartasel wnm nojumentuaa, oOJagaroUero aKTHBHOCTBHIO
menoyHol Qocdaraspl, MOKHO U3MEHHUTh C LENbIO omnpeaeiieHus 3PQEeKTUBHOIO KOJIUYECTBA
meaoYHol (ocdarasbl MM MOJUMENTHAA, 00JAIAI0LIIEr0 aKTUBHOCTBIO LIENOUHON (ocdaTassl,
1St CyOBEKTa, y KOTOPOro UMEETCsl Hapy LIeHHe MUHEPaTU3alii KOCTHOM TKaHu, Takoe kak HPP.
Hanpumep, n103upoBKy 1menodHoi ¢ocdaraspl Wi MOJUMENTHAA, 00JAAOMEr0 aKTHBHOCTBIO
menoYHol ¢ocdarasbl, MOKHO YBEIHUYUTh C, Hampumep, npudmusurensHo 0,1-3 Mr/kr/menens
WA TpUOIM3UTENBHO 3-6 MI/KI/Henenast A0 TNpHONM3WTENbHO 3-6 MI/KI/Hemens Win
npubau3uTenbHo 6-9 wmr/kr/Henens. Ecnu Gann mo LEFS cyObekTa yBeIMYMBAETCS BBILIE
NPEABAPUTENFHO OIMpPEIENIEHHOIO TOpora, TO CYOBEKT MOXET NPEKPaTHTh JIeYeHUue |
NepUOIUYECKU HaOMOaaThesl Ha npeamMeT nsMeHennii ero 6amna no LEFS. Ecnu 6ann no LEFS
YMEHBIIAECTCS HIDKE MPEIBAPUTEIBHO OINPENEeIEHHOrO MOPOra, TO TEPAIHI0 MOXKHO MOBTOPHO
HA4aTh.

Onpocnutit nucm cocmosnust 300poess pedenka (CHAQ)

OmnpocHblit ucT coctostHus 310poBbst pedeHka (CHAQ) MOXXHO MPUMEHSITh JIsT OLIEHKU
CTaTyca 3710pOBbsl ACTEN C HAPYLIEHHEM MHUHEpaIu3alyuy KOCTHOW TkaHW, TakuM kak HPP, nnsa
nonyuenusi 6aymia no uanekcy CHAQ y pebenka, kak omucano B padorax Bruce & Fries (J.
Rheumatol. 30(1): 167-178, 2003) u Klepper (Arthritis & Rheumatism, 49: S5-S14, 2003),
KOTOpbI€ BKJIIOUEHBI B JAHHBIN JOKYMEHT IIOCPEICTBOM CChUIKHU BO Beel cBoeil nonHote.. CHAQ
BKJIFOYAET BOCEMb KaTErOpuil BOMPOCOB B OTHOLIEHUU OZI€BaHUs/yxoaa 3a cOOOH, BCTaBaHUS Ha
HOTH, TpHeMa NHIIH, XOAbObI, THTCHEHBI, CIOCOOHOCTH JOTSATUBATBHCS, XBaTa W BHUJOB
AESITEIbHOCTH, B KOTOPBIX POIUTENb WM OINEKYH pPErHCTPUPYET CTeNeHb 3aTPyAHEHUM,
UCTIBITBIBAEMBIX PEOSHKOM C HapyIlIeHHeM MUHEepaIN3alui KOCTHOH TKaHu, TakuM kak HPP, mpu

OCYIIECTBJICHUU COOTBETCTBYIOIIUX BHUAOB JEATEIbHOCTH. Jluama3oH OalloB B  KaxaOH



42

KaTeropuu coctanisieT ot 0 10 3, rae 6am 0 yka3bIBaeT Ha OTCYTCTBHE KAKUX-JINOO 3aTPy JHEHUH,
Oamn 1 ykasbIBaeT Ha HaJIMYHe HEKOTOPBIX 3aTPyAHEHUIT, Oayut 2 yKa3bIBaeT Ha HATHMYHE OOJIbLITHX
3aTpyaHEHUH; 1 Oaii 3 yKa3bIBAIOT HA TO, YTO PeOSHOK HE MOKET BBINIOJIHHUTD TAHHOE ACHCTBUE.

Jleteil, y KOTOPBIX UMEETCS HAPYLIECHHE MUHEpaIU3alui KOCTHON TKaHH, Takoe kak HPP,
WA KOTOPBIE SIBJISIFOTCS TMPEAPACIIONIOKEHHBIMU K PA3BUTHIO TAKOBOT'O, CO CPEIHUM OaJlJIoOM I10
uHnekcy CHAQ (mampumep, yKa3bIBarOIIMM HA HECTIOCOOHOCTDH BBIMOJHEHHS] NOBCEIHEBHBIX
nevicteuii (ADL) w/mnu Ha Hanmumuue OONHM MPHM MX BBINOJIHEHWH), COCTABJLIIOIUM OoJiee deM
npubnusurensHo 0,8 (Hanpumep, npudnusutensHo 0,8, mpudnusuTensHO 1, mpubnusurensHo 1,2,
npubmmsurensHo 1,4, npubnusurensHo 1,6, mpubmmsurensHo 1,8, mpubmusurensHo 2,0,
npuOIM3UTENbHO 2,2, mpubnuzutenbHo 2,4, npuOausuTenbHO 2,6, mpuOIU3uTeNsHo 2,8 win
npubnusuTensHo 3,0), MOXKHO MOJBEPraTh JISYSHUIO Iy TEM BBEACHUS IEIOYHON PocaTasbl uiu
MOJIUTIENTH 1A, 00JIaAAI0IIero aKTHBHOCTBIO IeJIouHOH docdarasel, Takoro kak SALP (Harpumep,
MOJIMNENTHA, XapakTepusyrouerocs nociaeaosarenbHocTeio nog SEQ ID NO: 1, unmu ero
BapHUaHTa ¢ Mo MeHblIell Mepe 85% MAEHTUYHOCTBIO MOCJIEN0BATENbHOCTU ¢ HUM). Hanpuwmep,
nereti co cpennum Oaniom o uaaekcy CHAQ, cocrasstomum Oosee yem npudiusutenbHo 0,8,
MOKHO TOJBEpPraTh JICUCHHIO IyTeM BBEAEHHs IIEJIO4HOW Qocdarasbl WIM MOJUNENTHIA,
00J1a1ar01ero aKTHBHOCTHIO LIeNI0uHOH (hocdarasbl, Takoro kak SALP (Hanpumep, moiunenTtuaa,
xapakrepusyrouierocss nociueposatenbHocTeio nox SEQ ID NO: 1, unu ero BapuaHTa ¢ IO
MeHblIell Mepe 85% HAEHTUYHOCTBIO IOCJIENOBATENBHOCTU C HMM) B TEU€HHE HEKOTOPOro
Ieproza BpEMEHH, BILIOTh A0 B TeUEHHE BCel XU3HU CyObekTa. bonee Toro, pedeHky, y KOToporo
MMeEeTCsl HapylLIeHHe MHUHEpaIu3alud KOCTHOM TKaHHU, Takoe kak HPP, xotopoe packpsiTO B
JAHHOM JOKYMEHTE, HJIU KOTOPBIH MPeIpacnoioskeH K Pa3BUTHIO TAKOBOTO, MOXKHO 3a/1aTh OJIMH
WJIA HECKOJIbKO BOIMPOCOB B OJHOM MJIM HECKOJBKHX W3 BOCBMH KaTeropuil (opeBaHHe/yXon 3a
co0oli, BCTaBaHWE HA HOTH, MPUEM IMHUIIH, XOAbObI, TUTHEHA, CIIOCOOHOCTh OTATHBATHCS, XBAT U
BUBI IEATEILHOCTH) JUTS TIOJy4eHus1 cpeaHero 6amta nmo unaekcy CHAQ, u ecniu cpennuii 6ann
no unaekcy CHAQ cocrasisier 6onee yem npudnusurenbHo 0,8, peOeHKa MOXKHO JISYHTD My TEM
BBEJICHUS LIENIOYHON (hocdaTasbl WM MOJUMENTHAA, O0JAJArOINEro aKTUBHOCTBHIO LIETIOYHON
docdarassel, Takoro kak SALP.

bann mo uapekcy CHAQ y pebenka, y KOTOPOro UMEETCsl HapyLIeHHe MUHEPATU3aLUH
KOCTHON TkaHH, Takoe kak HPP, xoTOpoe packppITO B JAHHOM JOKYMEHTE, WU KOTOPBIA
NPEAPACTIONOKEH K Pa3sBUTHIO TaKOBOTO, MOXKHO cpaBHHBaTh ¢ Oajutom mo mHaekcy CHAQ y
neTeit 0e3 TaKOro HapyIIeHUs MUHepaJIH3allii KOCTHOM TKaHu, Takoro kak HPP, nusi, Hanpumep,
OTpeNeNeHNs] CTaHAAPTHOro OTKJIOHeHus1 Oama mo mHaekcy CHAQ. Kpome Toro, Gamn mo
unnekcy CHAQ y pebeHka, y KOTOPOro UMeeTcs HapylIeHHe MUHEepaIn3aluid KOCTHON TKaHH,
takoe kak HPP, xoTOopoe packpblTO B JAHHOM JOKYMEHTE, WIM KOTOPBIA NMPEAPACIONIONKEH K
Pa3BUTHIO TAKOBOTO, MOKHO CPaBHUTH ¢ OaysioM o uaaekcy CHAQ y apyrux nereit, y KOTOpBIX
MMEEeTCs HapylLIeHHe MHHEpaIu3alud KOCTHOM TKaHH, Takoe kak HPP, xoTtopoe packpsIiTO B
JAHHOM JIOKyMEHTE, WJIM KOTOpbI€ MPEeApPacHooKEHbl K Pa3BUTHIO TAKOBOTO, AJis, HallpUMep,
OTpeeNieHus] CTAHIAPTHOTO OTKJIOHeHHsI Oaia o uaaekcy CHAQ.

CnocoObl MOTYT TIPHBOAUT B pe3yJibTare K yhyumieHmo Oamia mo uHmekcy CHAQ
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(HampuMep, yKa3bIBAIOIIET0 HA HECTIOCOOHOCTH BhIMoMHeHUsT ADL w/unmu Ha Hajmuuue 0oyu mpu
UX BBITIOJHEHUN) Y peOeHKa, Y KOTOPOro MMEETCs] HapyIleHne MUHEPAIN3aLi KOCTHON TKaHH,
takoe kak HPP, xoTOpoe packpelTO B JAHHOM OOKYMEHTE, WM KOTOPBIA NMPEAPACIOIONKEH K
pasButnro TakoBoro. Hampumep, nedenne ¢ mnomompio SALP (Hanmpumep, monumnentupa,
xapakTepusyrouerocs: nocinenosatenbHocThio noa SEQ ID NO: 1, unu ero BapuaHTa ¢ 1o
MeHbIIell mMepe 85% WIOEHTUYHOCTBIO MOCJIENOBATENBHOCTH C HHM), TAKO€ Kak JIEYeHHE C
oMot SALP B TeueHHe HEKOTOPOro mepuoja BPEMEHH, BIUIOTh 1O B T€UEHHE BCEH JKU3HU
pedeHka, MOXeT IPUBOANTD B Pe3yJIbTaTe K CpeHEMY yYMeHblIeHHIo Oata mo ungekcy CHAQ),
HAaxXOJALIeMYyCsl B Auana3zoHe oT npubnmsutenpHo 0 no mpubmusutensHo 0,5 wnu MeHblne
(Hanpumep, npudnusurensHo 0, mpudmausutensho 0,1, mpubmusurensho 0,2, mpudausutensHo 0,4
i npudbnusutensHo 0,5) y nereit ¢ HPP-nonoOHbIM 3a0051eBaHEM.

VYmenbmenne Oamna no unaekcy CHAQ y pebeHka, y KOTOPOro MMeeTCsl HapylleHUe
MUHEpaNn3alui KOCTHON TKaHH, Takoe kak HPP, mimu KOTOpbIA MpenpacnonioskeH K pa3BUTHIO
TAKOBOT'O, MOXKET COXPAHATHCS B TEUEHHE BCEro NMEpUosia BBEIEHUs LIeNouHON (ocdarassl uin
MOJTUTIENTH A, 00J1aJar0IIEro aKTUBHOCTHIO LIesIouHOM (ocdarasbl, Takoro kak SALP (Hanmpumep,
NOJIMIENTHA, XapakTepusyouerocs nocnenosarenbHocTeio mog SEQ ID NO: 1, wnu ero
BapHaHTa C MO0 MeHblIel Mepe 85% HUAEHTHYHOCTHIO MOCIEI0BATEIHPHOCTH C HUM), HalpUMeEp, B
TeueHHe HEKOTOPOro MepHOAa BPEMEHH, BIUIOTh JI0 B TEUEHUE BCEH )KU3HU peOeHKa. AHAJOTHYHO,
yBenuuenne ADL w/mnu ymeHblueHne Oomu y peOeHKa MOXKET COXPAHATHCS B TE€UEHHE BCEro
nepuoja BBEICHUS sALP (Hanpumep, MOJIMIENTH A, XapaKTepU3YIOIIErocs
nocienoBatebHOCTRI0 oA SEQ ID NO: 1, wnm ero BapmanHTa ¢ mo MeHblued mepe 85%
UJICHTHYHOCTBIO MOCJIEIOBATEIbHOCTH C HUM) B TEUEHHE HEKOTOPOTO MEepUoia BPEeMEHH, BILIOTh
10 B T€Y€HHUE BCEU KU3HU peOeHKa.

bann mo unnekcy CHAQ y pebenka, y KOTOPOro UMEETCsl HapyLIeHHe MUHEPaTU3aLluH
KOCTHOH TkaHH, Takoe kak HPP, unu kOTOpBIi NpeapacnonokeH K pa3sBUTHIO TAKOBOTO, MOXKHO
NPUMEHSTH JUIsI OLCHKH 3((EKTUBHOCTH JICYCHUS] C IPUMEHEHHEM IIEeIOYHON (ocdarassl wim
MOJIUTIENTH A, 00JIAAAI0IIEer0 aKTHBHOCTBIO IeJI0uHOM docdarassl, Takoro kak SALP (Hampumep,
MOJIUMENTHIA, XapakTepusytolierocs: nocieaosarenbHocTeio noa SEQ ID NO: 1, unu ero
BapHaHTa ¢ Mo MeHblIell Mepe 85% WAEHTHYHOCTBHIO MOCIENOBATEIBHOCTH C HUM), TIPH 3TOM
yJydiieHus: 0ajuia B ONpeNeieHHOM TeCTe CBHIETEIBCTBYIOT O TOM, UTO wLiesiouHasi pocdarasa
WY TTOJIUTIENTHA, 001Ul aKTHBHOCTBIO MIENIOYHOH (ocdartaspl, sBistoTcs 3¢ EeKTHBHBIMU
IUTI JIEUEHHs] HECTTOCOOHOCTH BBITIONIHEHUs] TIOBCEAHEBHBIX aelcTBuil (ADL) u Oomu mpu ux
BBIMTOJIHEHUH, aCCOLMUPOBAHHBIX C HAPYLIEHHEM MHHEPATU3ALMH KOCTHOH TKAaHHU, TAaKUM Kak
HPP. B wactHOCTH, peOeHKY, Y KOTOPOrO HMEETCsl HApyIIeHHEe MUHEPATU3aUU KOCTHOW TKaHH,
takoe kak HPP, uii KoTOphIi mpeapaconokeH K pa3BUTHIO TAKOBOTO, MOXKHO 33/1aTh OJUH HJIH
HECKOJIBKO BOIPOCOB B OJJHOW MJIM HECKOJIBKHX M3 BOCBMHU KaTeropuil (oeBaHNe/yXox 3a COOOH,
BCTaBaHME HA HOTH, TIPHUEM IMUIIH, XOAbOBI, THTHEHA, CIIOCOOHOCTh AOTSATUBATHCS, XBAT U BUIBI
NEeSITENbHOCTH) JIJIsl TOoNydeHuss cpemHero Oamma mo wunHaekcy CHAQ w jansg  oueHku
s¢dexTuBHOCTH JNeueHus: nyTeM BBeneHust SALP. Hanpumep, ecnu BBeeHHE OMMCHIBAEMOTO B

naHHOM AokyMeHTe SALP peOeHKy, y KOTOpOoro nmeercs: HapyLIeHHe MHUHEPATN3AMA KOCTHON
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TKaHU, Takoe kak HPP, mnau kOTOpBIN NpenpacnosioskeH K Pa3sBUTHUIO TAKOBOIO, NMPUBOAUT B
pe3yJsibTaTe K cpenHeMy yMeHbineHnto Oajuta mo wHaekcy CHAQ no mpubnusurensao 0,5 win
MEHBIIE, IPU 3TOM peOeHOK paHee umen cpexanii 6amn o uaaexkcy CHAQ, cocrasistromuii 6onee
gyem npubmmsurensHo 0,8, To SALP sBnsiercs 3¢ ¢eKkTUBHOW IpH JIEYEHUH, HAIPHUMED,
HECIIOCOOHOCTH BBITIOJHEHUSI AeWCTBUH B moBcenHeBHOH >km3HM (ADL) m Oomm mpm mx
BBIMIOJTHEHUH, ACCOLIMMPOBAHHBIX C HApPYIIEHHEM MUHEpaju3aliid KOCTHON TKaHHW, TAKUM Kak
HPP. AunsrepHatuBHO, ecnu BBeneHue SALP He mnpuBOAUT B pe3ysibTaTe K CpeaHEMY
ymenbleHnto 6amna no uanexkcy CHAQ, cocrapnsromemy npubnusurensHo 0,5 Uit MeHbIne, TO
IO3UPOBKY W/MNM dYacToTy BBeAeHUs SALP MOXHO H3MEHHTb C LENbIO ONpeAeNeHUs
s¢ppexruBHOro kommuectsa SALP niist pebeHka, y KOTOPOro MMeeTcsi HapyleHHe MUHEPaIn3alui
KOCTHON TKaHM, Takoe kak HPP, unm KOTOpBIM MNPEApaclnoOoKeH K PAa3sBUTHIO TaKOBOTIO.
Hampumep,  nmo3mpoBky  sALP  (mampumep,  mojumenTHaa,  XapaKTepU3YHOLIETrocs
nocnenosarespHocTh nog SEQ ID NO: 1, unu ero Bapuanta ¢ nmo MeHblueid mepe 85%
UJIEHTUYHOCTBIO MOCJIEA0BATEIbHOCTH C HUM) MOKHO YBEJIMYHUTD, HAIPUMED, OT MPHOIU3UTEITBHO
0,5-3 wmr/kr/Hepenss 10 NPUOTU3UTENBHO 3-0 MI/KI/Hemens WIH OT NPUOTU3UTENBHO 3-0
Mmr/kr/Henenst no npuOnusurenbHo 6-9 wmr/kr/aenens. Ecnmu CHAQ yBenuumnBaeTcst BbIIe
IPEBAPUTENIPHO ONPENEeNIEHHOTO TIOpora, TO CYOBEKT MOXKET IPEeKPaTHTh JIEYeHHEe |
NePUOIUYECKU HAOM0IaThes Ha peaMeT m3Menenuii ero 6anna no CHAQ. Eciu 6amn mo CHAQ
YMEHBUIAETC HUXKE NMPEABAPUTENBHO ONPEAEIEHHOrO MOpPOra, TO TEPANMI0 MOXHO MOBTOPHO
HA4aTh.

Hucmpymenm ons coopa oannvix o pesynemamax y oemeii (PODCI)

OnpeneneHHbIX CyOBEKTOB, Y KOTOPbIX MMEETCS HAPYLICHHEe MHHEPATU3ALMH KOCTHOU
TkaHu, Takoe kak HPP, umu xotopele mpenpacrnonoxkeHbl K Pa3BUTHUIO TAaKOBOTO, MOXHO
OMPEAENIUTD JUIsl JISYEHHs C TTOMOLIBIO IIETOYHOMN (DocdaTasbl WM MOJUMENTHAA, 00IaaI0IEero
AKTUBHOCTBEO IeJo4uHOM (ocdarasb, Takoro kak SALP (Hampumep, mnonumnenTuia,
xapaxkTepusyrolerocs: nocienosarenbHocTbio nmoa SEQ ID NO: 1, unu ero BapuaHTa € 1o
MeHbIIel Mepe 85% HIEHTUYHOCTHIO MOCIENOBATEILHOCTH C HUM) C IOMOIIBbIO MTHCTpyMeHTa Ij1st
cbopa manHbIx 0 pesysbratax y aereit (PODCI). PODCI MOXHO NPUMEHSITh ISl OLIEHKU CTaTyca
310pOBbsl ¥ Aeteli ¢ monydenuem Oama no PODCI mis cybwekra, kak onucano B Plint et al. (J.
Pediatr. Orthop. 23(6): 788-790, 2003). PODCI Bkiro9aeT BOCeMb KaTerOpHil BOIPOCOB, OTBETHI
Ha KOTOpbIE MOXKET JJaBaTh CYOBEKT, y KOTOPOTrO UMEETCs] HapyIIeHHe MHUHEPATU3aMH KOCTHON
TkaHu, Takoe kak HPP, wunm KOTOpBI MNpeapacrnoyio’keH K pa3BUTHUI0 TaKOBOIO, WIH
ponuTenb/onekyH cyobekta. KaTeropuu, KOTopble MOKHO MPUMEHSITh 11st onpenenenus PODCI
y cyOBeKTa, y KOTOPOTrO UMEETCsl HapyIlleHHe MUHEPATN3alUud KOCTHON TKaHH, Takoe kak HPP,
WA KOTOPBIN MPEAPacloNOKeH K Pa3BUTHUIO TAKOBOTO, BKIFOUAKOT CIEAyOLIUe: 1) mkamy as
OLIEHKU (PYHKIIMU BEPXHUX KOHEUHOCTEH M pu3nyecKux PYHKIMNA AT U3MEPEHUs 3aTPy IHEHHHH,
BO3HHKAIOIINX MPHU OCYLIECTBICHUN €XEIHEBHBIX NEHCTBUI MO yxoay 3a codoit u o0yueHuro; 2)
IIKaJy JUI OLIEHKH CIIOCOOHOCTH K TMEPEMELICHUI0 U OCHOBHOW MOIBM)KHOCTHU JJISI U3MEPEHUs
3aTPyAHEHUHN, UCTIBITHIBAEMBIX MPU OCYLIECTBJICHUU CTAHAAPTHBIX ABUTATENbHBIX U MOTOPHBIX

IeNCTBUH B €XKEOHEBHBIX ACHCTBUSIX; 3) LIKAITY Ui OLEHKH BO3MOJKHOCTH OCYLIECTBIICHHUS
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CHIOPTUBHBIX/(U3NYeCKnX (QYHKIMHA JUII  HM3MEPEHHs 3aTPyJHEHMH WM OrPaHHYEHHH,
BO3HHKAIOIINX MPHU YYaCTUH B OOJiee aKTHBHBIX BUAAX AEATEIBHOCTH WIN 3aHATHIX CIOPTOM,; 4)
IIKaJy 751 OLeHKU Oonm/koMmopTra s u3MepeHHst YPOBHS OOJNM, MCTIBITHIBAEMOI B TE€UEHHE
NOCTIEHEHN Heemny; S) IKajy JJIsl OLEHKH OXKUIAHUI OT JISUSHHUs JIs1 U3MEPEHHUS T0JITOCPOUHBIX
OKUAAHUH OT JedeHHWs; ©6) IIKajdy Il OLEHKM CYaCThsl JJsI HW3MepeHus oOei
yIOBJIETBOPEHHOCTH CBOEI BHELTHOCTBIO M OIIYIIEHHEM CXOZCTBA C APY3bsIMH U CBEPCTHUKAMU,
7) wKajgy I OLEHKH YIOBJIETBOPEHHOCTH CHMIITOMAMH Ui M3MEPEHMs YPOBHS INPHHATHUS
CyOBEKTOM TEKYIIUX OrpaHMYEHNH, €CITH 3TO COCTOSIHUE Ha BCIO JKU3HB U §) III00ANbHYIO KAy
IUIsI OLIEHKW BO3MOXKHOCTH OCYIIECTBJICHUS (DYHKIHIA, NPEACTABISIOMYK0 CcOoOO0H o0y
KOMOVMHHUPOBAHHYIO LIKaJy, PACCUYMTAHHYIO Ha OCHOBE IEPBBIX YETHIPEX NMEPEUNUCICHHBIX BbIIIE
mkan. B kaxmoit u3 kareropuii 1 CyObeKTa, y KOTOPOro UMEETCsl HapyIleHHe MUHEPAIU3aluu
KOCTHOHN TkaHW, Takoe kak HPP, wnmu KOTOpBIN SIBJIAETCS NPEAPACIONOKEHHBIM K Pa3BUTHIO
TAKOBOTO, ONPEIENSAIOT CTAHAAPTU3NPOBAHHBIN OaJUT U 3aTeM NPeoOpas3yIoT ero B 0aJul Mo IIKaje
or 0 o 100, B koTopoit 0 00O3HAYaeT 3HAYMTENBHYIO CTeNeHb HeTpynocnocobnocty, u 100
0003HauaeT HAaMMEHBLIYIO CTENEHb HETPYIOCIOCOOHOCTH.

CyObekTa, y KOTOPOro UMEeTCsl HapyLIeHHe MHHEPAIU3ali KOCTHON TKaHHU, TaKoe Kak
HPP, mnu KOTOpPBIH SIBJISETCS MPEAPACIIONONKEHHBIM K Pa3BUTHIO TAKOBOTO, CO CPEAHUM OaioMm
no PODCI (sanmpumep, yka3bIBalOIIMM Ha HECTIOCOOHOCTH BbINONHeHUss ADL n/mnu Ha Hanmuuune
00JM TpU HMX BBINOJHEHUH), COCTABISIOIIMM MeHee ueM mnpuOnmsutenbHo 40 (Hampumep,
npubnusurensHo S, npubnusutensHo 10, mpubnusurensHo 15, npubnmsurensHo 20,
npUOIU3UTENBHO 25, mpuOaM3uTe bHO 30, MPUOTU3UTENHHO 35 Wil MPUOIU3UTETHHO 39), MOXKHO
MIOJBEPraTh JEUSHHIO IyTeM BBEISHHS LIEIOUHON (ochaTasbl WK MOJUNENTHAA, 00TaJar0Iero
AKTUBHOCTBIO  IeJOo4YHOM (ocdaTasb, Takoro kak SALP (Hampumep, mnonumnenTua,
xapakTepusyrouerocs: nocinenosatenbHocThio nmoa SEQ ID NO: 1, unu ero BapuaHTa ¢ 1o
MeHbIel Mepe 85% HIOSHTHYHOCTBIO MOCJIENOBATENIbHOCTH ¢ HUM). Hampumep, cyObekTa co
cpenanm Oasiom o PODCI, cocrapinsirorum MeHee 4eM 40, MOKHO IMOABEPTaTh JICUEHHIO Iy TeM
BBeZicHUs1 SALP B TeueHHe HEKOTOPOro mepuoja BPEMEHH, BIUIOTh IO B TEUEHHE BCEH JKU3HU
cyobekra. bonee Toro, cyObekTy, y KOTOPOrO MMEETCs HapylleHHEe MUHEpPATU3aLUuU KOCTHON
TKaHH, Takoe kak HPP, unu xOTOpBI NpenpacrnonokeH K Pa3sBUTHIO TAKOBOIO, MOKHO 3a/1aTh
OJIMH WJIM HECKOJIbKO BOTIPOCOB IO OJHOH MIJIM HECKOJIBKMM M3 BOCBMHU OMHMCAHHBIX BBILIE IIKAJ
(HampuMep, IOKaja sl OLEHKU CIIOCOOHOCTH K TEPEeHOCY W OCHOBHOH IOIBIKHOCTH,
BO3MOKHOCTH OCYIIECTBIIEHUS] CIIOPTUBHBIX/(prsndeckux QyHkmui u Oonmu/auckomdopra) mms
nony4enus cpenHero 6amia nmo PODCI, u ecnu cpennmii 6ann mo PODCI npessitnaer 3HaueHne
meHee 40, cyObeKTa MOJKHO MOJBEPraTh JICUEHHIO MyTeM BBeaeHus SALP.

OnwuceiBaeMble B JaHHOM JIOKYMEHTE CHOCOOBI MOTYT TPUBOIUT B pE3yJbTaTe K
yBenudenuto 6amia mo PODCI (Hanpumep, yka3bIBalOIIEro Ha HECTIOCOOHOCTD BhIMOHEHNsT ADL
W/ Ha Hajanuue OOJHM NPU MX BBHINOJHEHUH) V CyOBeKTa, Y KOTOPOTrO UMEETCs HapyLIeHHe
MHHEpaJIU3aLUA KOCTHOM TkaHH, Takoe kak HPP, uin kOTOpBIi ABNIAE€TCS NPEAPaACIOIOKEHHBIM
K pPasBUTHIO TakoBOro. Hampumep, nedeHne C TOMOLIBIO INENOYHOW (ocdarassl wiu

MOJIUTIENTH A, 00JIAAAI0IIEero aKTHBHOCTBIO IeNIouHOM docdarassl, Takoro kak SALP (Hampumep,
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MOJIMIIENTHIA, XapakTepusytolierocs: nociaeaosarenbHocTeio noa SEQ ID NO: 1, unu ero
BapHaHTa ¢ MO MeHbInel Mepe 85% HOSHTHYHOCTBIO TOCIENOBATEIPHOCTH ¢ HUM), TAKOE Kak
Je4yeHne ¢ nomouibio SALP B TeueHne HeKOTOpOro nepruoa BpEMEeHH, BIUIOTh 0 B TEYEHHE BCEH
KU3HHU CyOBEKTa, MOXKET IPUBOJIUTE B pe3yJbTaTe K cpenHemy ysenmueHnto Oamra mo PODCI,
HAXOIALIEeMYyCsl B Juama3oHe oT mnpuOmusurensHo 40 no npubmmsurensHo S50 (Hampumep
npubnusurensHo 40, npubnusurtenvHo 41, npubmmsurensHo 42, npUONTU3UTENBHO 43,
npubnusurensHo 44, npubnusutenvHo 45, npubmmsurensHo 46, NpUOIM3UTENBHO 47,
npubnusuTenpHo 48, npudan3urensHo 49 nian npudnu3uTenbHoO 50).

VYeenmuuenue Oanna no PODCI MoxeT cOXpaHITbCS B TEUEHUE BCETO MEPUOA BBEIEHHS
ImenoYHON (ocdarasbl UIH MOJUIENTHAA, 00JIAIA0IEr0 aKTUBHOCTBIO LIENOUHON (ocaTassl,
Takoro kak SALP (Hanmpumep, MonunenTuaa, XapakTepu3yOLIerocs NoCiIeq0BaTENbHOCTIO IO
3 SEQ ID NO: 1

oCJaea0BaTCIIbHOCTHU C HI/IM), HalpuMeEp, B TCUCHUEC HEKOTOPOIr'O nNepruoaa BpEMEHHU, BIJIOTh O B

, WO €ro BapuaHTa ¢ MO MeHblled Mepe 85% UAEHTUYHOCTBHIO
TeueHHe BCel JKU3HH CyOBeKTa, Y KOTOPOro UMEETCsI Hapy IIeHHe MUHEPATU3aLUH KOCTHOH TKaHH,
takoe kak HPP, nnu KoTopbIil npeapacnonokeH K pa3BUTUIO TAKOBOIO. AHAJIOTHYHO, YBEJINYEHHE
ADL w/unu ymeHblieHne 001U MOKET COXPAaHAThCS B TEUEHHE BCEro rnepuona BeeneHus SALP
(HampuMep, MONUMENTHAA, XapaKTepusyoerocs nocienosareabHocTeio o SEQ ID NO: 1, wn
€ro BapHaHTa C 10 MeHblIeH Mepe 85% UIEHTHYHOCTBIO MOCIEOBATEIbHOCTH C HUM) B TEUCHUE
HEKOTOPOTro Meproaa BpeMeHH, BILIOTh IO B TEUEHHUE BCEH JKU3HU CyOBEKTa.

bamn o PODCI y cyObekra, y KOTOPOTO MMEETCsl Hapy LIeHUe MUHEePaIH3alui KOCTHOM
TkaHH, Takoe kak HPP, unmm koTopblil sIBIsSleTCS MpeapacroyioKeHHBIM K Pa3BUTHIO TaKOBOTO,
MO’KHO MPUMEHSTD [T OLEHKHU (P (HEKTUBHOCTH JICUEHHSI C MPUMEHEHHEM LIeIOUHON (ocdaTaspl
WIA TOJUINENTHAA, OONAAaroIero akTUBHOCTBIO INEeNOYHON (ocdaraspl, Takoro kak SALP
(HampuMep, MONMMENTHAA, XapakTepusyrolerocs nociaenosareabHocTbio moa SEQ ID NO: 1, wu
€ro BapuaHTa C 10 MeHbLIeH Mepe 85% UIEHTHYHOCTHIO MOCIIEOBATENILHOCTH C HUM), TIPU 3TOM
yayduieHus 0ajuia B ONpeNeIeHHOM TeCTe CBHIETENBCTBYIOT O TOM, UTO LiesiouHasi pocdarasa
WJIH TTOJIUTIENTHA, O0JIaAa0IUi aKTHBHOCTBIO MIEeNIOYHOH (ocdaraspl, sBisitoTCs 3¢ EeKTHBHBIMU
IUT JIEUEHHs] HECTTIOCOOHOCTH BBITIOJIHEHUs] TIOBCEAHEBHBIX aelcTBuil (ADL) u Oomu mpu ux
BBIMIOJTHEHUH, aCCOLIMMPOBAHHBIX C HApYyIIEHHEM MUHEpalu3allyd KOCTHON TKaHHW, TAaKUM Kak
HPP. B wacTHOCTH, CYOBEKTY, Y KOTOPOTO HMEETCSI HapyIIeHHe MUHEPATU3alUid KOCTHON TKaHH,
takoe kak HPP, unu koTophlii penpacnoioskeH K pa3BUTHIO TAKOBOTO, MOXHO 33JaTh OJUH WU
HECKOJIBKO BOIPOCOB IO OJJTHOH MJIM HECKOJIBKHM M3 BOCBMH HIKAJ (IIKaJIe Uil OLEHKU (PyHKIIUN
BEPXHUX KOHEUHOCTeHl u (Qu3nueckux (QyHKUWH, IOKajge I OLEHKH CIOCOOHOCTH K
NEePEeMELIEHUI0 U OCHOBHOW MOJBMYKHOCTH, LIKaje AJs OLEHKU BO3MOXKHOCTH OCYIIECTBIIEHUS
CHIOPTUBHBIX/(hu3nueckux (YHKIUH, [MKaje Jisi OUeHKH Ooyn/kom¢opTa, IIKaie s OLSHKU
OKUJAHUI OT JIeueHus, LIKajie JUIsl OLEHKH CYAacThsl, LIKaje JJi OLEHKH YyJOBJIETBOPEHHOCTHU
CUMIITOMaMH{ U TJIOOAJbHOM IIKaje Ui OLEHKH BO3MOKHOCTH OCYIIECTBICHHUS (YHKIIHHA) AJIs
nony4enus cpearero 6aymia no PODCI u anst ouneHkn 3 QeKTHBHOCTH JICUEHHS Ty TEM BBEICHUS
SALP.

Hanpumep, ecniu BBeIeHHE OMHCHIBAEMOTO B NAaHHOM AokyMeHTe SALP cyObekty, y
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KOTOPOTO UMEETCsl HapylLIEHHe MHUHEpAIu3aluy KOCTHOW TKaHU, Takoe kak HPP, wnu xoropsiii
NPEAPACTIONOKEH K Pa3BUTHIO TAKOBOTO, IPUBOJIUT B PE3YJIbTATE K CPEIHEMY YBEIHMUEHHIO Oajuia
o PODCI no npubnusutensHo 40 wiu 6osee yem npudausutenbHo 40, mpu 3TOM CyOBEKT paHee
umen cpennuii 6amn nmo PODCI, cocraBmsromuii menee yem mnpubmmsutensHo 40, To sALP
ABJseTCs H3PPEKTUBHON NPH JICUEHUH, HAIPUMEP, HECTIOCOOHOCTH BBITIOJHEHUS! IOBCEIHEBHBIX
nevictBuii (ADL) m Hanmuums Oonmu mpu MX BBITOJHEHHWH, ACCOLMHPOBAHHBIX C HAapyIIEHUEM
MUHEpaJu3alul KOCTHOW TkaHH, TakuM kak HPP. AnbrepHaTuBHO, e€cCiau BBeIEHUE
OMMCHIBAEMOTO B JAHHOM JIOKyMeHTe SALP He npuBOAUT B pe3yJibTaTe K CPEAHEMY YBEJIUYEHHIO
6amna no PODCI no npubnusurensHo 40 wnu Gonee yeM npuOIM3uTenbHO 40, TO TO3UPOBKY U
4yacToTy BBeAeHUs SALP MOXHO M3MEHUTH C LeNblo onpeaeneHus 3G(EeKTUBHOITO KOJMUYECTBA
SALP nnst cyOBpeKTa, y KOTOPOro UMEEeTCs Hapy LIIeHNe MUHEPAIN3alui KOCTHON TKAHH, TAKOE Kak
HPP, wunu xOTOpBIA sBISIETCS MNPEAPACIONOKEHHBIM K Pa3sBUTHUIO TakoBoro. Hampuwmep,
no3upoBky SALP (Hampumep, MONUNENTHAA, XapaKTePU3YIOIIETroCs MOCIEN0BATEIbHOCTBIO MO
SEQ ID NO: 1

NIOCJIEIOBATEIBHOCTH C HHUM) MOKHO YBEJIMYHTb, Hampumep, oT npudiamsuresnsHo 0,5-3

, WIM €ero BapuaHTa ¢ IO MeHbiled Mepe 85% HAEHTUYHOCTHIO
MI/KI/HEAest 10 MPUOIU3UTENbHO 3-6 MI/KI/HeeNnss Wik OT NPUOIU3UTENbHO 3-6 MI/KI/Henems
no npubmmsurensHo 6-9 mr/kr/Henens. Ecnu 6ann mo PODCI cyOpexra yBeanunBaeTCst BbILIE
IPEBAPUTENIPHO ONPEEeNIEHHOTO TIOpora, TO CYOBEKT MOXKET TMPEeKPaTHTh JIeYeHHEe |
NepHOANYECKN HaOMoaaThes Ha peamet n3MeneHni ero 6amia mo PODCI. Eciu 6amn mo PODCI
YMEHbIIAETCS HIDKE MPENBAPUTEIBHO OIPEENIEHHOrO MOpora, TO TEPAMI0 MOXKHO MOBTOPHO
HAvaTh.

Hlxaner Beiinu Onsi oyenku paszsumusi MaaoeHyes u oemeii OOULKOIbHO20 803pacma 3-20
usoanus (BSID-I1I)

Ewme ogHy KOHEYHyO0 TOUKY, LIKaJbl belnu 1is1 OLeHKU pa3BUTHS MIIALEHLEB U AETel
JOUKOJbHOTO Bo3pacta 3-ro usmanus (BSID-III), MOXHO MpHMEHSTH AJsl OLEHKH CTaTyca
310pOBBsI CYyOBEKTA, Y KOTOPOTO UMEETCSl HAPY LIEHNE MUHEPAIM3aLlU1 KOCTHON TKaHHU, TAKOE KaK
HPP, wnu KOTOpBIA SIBISETCS NPENPACHOJIONKEHHBIM K Pa3BUTHI0 TAaKOBOrO, OT MOMEHTA
poxkaenust uist nonydenus: 6amna no BSID-III s cyOwekra, kak ommcaHo B padore Bayley.
(2006). Bayley scales of infant and toddler development: administration manual. San Antonio,
TX: Harcourt Assessment. BSID-III nmpenycmarpuBaeT cepHo pa3BUBAIOLINX UTPOBBIX 33aHUM,
KOTOpbIE MOKHO IPUMEHATD Y CyObeKTa JUIs orpeeneHus: HeoopadoranHoro 6amna mo BSID-IIL.
Hanpumep, kareropun ans onpenenenust 6amna mo BSID-III y cyObekTa, y KOTOPOro MMeeTcst
HapylleHHe MHUHEpaIN3alMyd KOCTHOW TkaHu, Takoe kak HPP, wnm xortopelii sBiseTcs
NPEApPACHONOKEHHBIM K  Pa3BUTHIO  TaKOBOrO  (HampuMmep, MIIQACHLEB  BO3PACTOM
npUOIU3UTENbHO TPHU roja win MeHbine ¢ HPP), Moryt Bkiouarh XBaTaHWe, NMEPLENTHBHO-
MOTOPHYIO KOOPAMHAIIMIO, MOTOPHO€ TUIAHUPOBAHHWE M CKOPOCTb, BH3YAJbHOE CJIECKEHHE,
CIOCOOHOCTh TOTSITUBATBCA A0 OOBEKTa, XBaTaHHE OOBEKTA, MAHUITYJISILUIO C OOBEKTOM,
(YHKIIMOHAJIbHBIE HABBIKA TOJB30BAHUS PYKAMH, PEAKLUH HA TAKTHJIBHYIO HH(POPMALHIO,
IBI)KEHHE KOHEUHOCTEH U TYJIOBHIIA, YAEPKUBAHHIE HETIOABIKHOTO TIOJIOKEHHS, TUHAMHYECKOE

JBUKEHNE, paBHOBECHE U MOTOPHOE IUIaHUPOBaHME. 3aTeM pe3yibTaThl u3Meperuil mo BSID-IIT
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npeobpasyroTr B HopMmupoBaHHbie Oamiel mo BSID-III, koTophie MOXKHO NPUMEHSITH st
ompeneneHus: paboTOCIOCOOHOCTH CyOBeKTa MO CPAaBHEHHIO CO 3J0POBBIMH CyOBEKTaMH C
norpaBkoi Ha Bo3pacT. Hopmuposaunsiiit 6amn nmo BSID-III y cyObekTa, y KOTOpOro umeercs
HapylLleHUe MHUHEpaIM3allMd KOCTHOW TkaHH, Takoe kak HPP, wnm xortopelii sBisercs
NPEAPACIONIOKEHHBIM K PA3BUTHIO TaKOBOTO (Hanmpumep, cyobrekra ¢ HPP), moxxer BappupoBaTh
B nuanasone ot 0 1o 14, npu 5ToM Oasuibl OT MPUOTU3UTENBHO 7 10 MPUONU3NUTENBHO 13 cYuTaroT
HOPMAaJIbHBIM IHANIa30HOM JUJIsl 3J0POBOT0 CyOBEKTa.

VY cyOpekTa, y KOTOPOro UMeeTcs HapyIeHHe MUHEePaIN3alii KOCTHOH TKaHH, TAaKOe Kak
HPP, unu xOTOpBIN NPenpacronokeH K pa3BUTHIO TAKOBOI'O, MOKHO IIPOBECTH TECTBI B OHOU
WIM HECKOJBKHX OIMCAHHBIX KAaTEropusx (XBaTaHUE, NMEPLENTHBHO-MOTOPHAs KOOPIWHALNA,
MOTOpPHOE TUIAHUPOBAHHWE M CKOPOCTb, BHU3YaJIbHOE CIIEXKEHUE, CIIOCOOHOCTh NOTATUBATHCSA A0
00BeKTa, XxBaTaHUE OOBEKTA, MAHUITYJIALUSA C OOBEKTOM, (PYHKLIMOHAJIbHbBIE HABBIKH MOJIb30BAHUS
pyKaMu, peakUud Ha TAKTHIbHYIO HH(POPMALMIO, ABIKEHHE KOHEUHOCTEH M TYJIOBHIIA,
yAEpKUBAHUE HETOABM)KHOIO MOJIOXKEHUs, AMHAMUYECKOE JBUJKEHHE, PAaBHOBECHE U MOTOPHOE
IUTAHUPOBAHKE) B BO3PACTE MIIaJieHLIa (HalpuMep, B BO3pACcTe MPHOIU3UTEIBHO 3 TO/Ia HIIH MEHee
3 net) nns nonyvenus: 6ayuia mo BSID-III, yka3siBaromero Ha 3aep>KKy MOTOPHOTO Pa3BHUTHS.
CyOmbexTa, y KOTOPOro UMEeTCsl HapyLIeHHEe MUHEPaIN3alii KOCTHOM TKaHu, Takoe kak HPP, unu
KOTOPBIH SIBJIAETCS MPEAPACTIONIOKEHHBIM K Pa3BUTHIO TAKOBOTO, CO cpenHuM Oamtom o BSID-
III B omHOM MM HECKONBKUX M3 OIMHCAHHBIX KaTeropuil (XBaraHue, MepLEeNnTUBHO-MOTOpPHAs
KOOPJAMHAIMS, MOTOPHOE IUIAHUPOBAHHE U CKOPOCTh, BU3YaJIbHOE CJIEKEHHE, CIOCOOHOCTH
JOTSATHBATHCS 10 OOBEKTA, XBaTaHHE OOBEKTA, MAHMUIYJISALUS C OOBbEKTOM, (PyHKIHOHAJIbHBIE
HABBIKH OJIb30BAHMS PYKAMH, PEAKLIMK HAa TAKTUIBHYIO WHPOPMALHUIO, ABMKEHHE KOHEYHOCTEH
U TYJIOBUINA, YAEP>KUBAHUE HETOJBUKHOTO MOJIOKEHUS, TUHAMUYECKOE IBIKEHHE, PABHOBECHE
U MOTOPHOE IUIAHMPOBAHHUE), COCTABJIIOLIMM MEHee 4YeM MNPHOIM3HTENbHO 2, B BO3pacTe
MJTaZICHLIa MOJKHO TIOZIBepraTh JICYeHHI0 myTeM BBeneHus: SALP (Hampumep, momumnentuaa,
xapaxkTepusyrolerocs: nocienosarenbHocTbio nmoa SEQ ID NO: 1, unu ero BapuaHTa € 1o
MeHbIIel Mepe 85% UIEHTHYHOCTBIO TOCJIENOBATEIbHOCTH ¢ HUM). B 4acTHOCTH, CyObekTa, y
KOTOPOTO UMEETCSl HapylLI€HHe MUHEpAaIu3aluu KOCTHOU TKaHU, Takoe kak HPP, unu xoropsiii
SIBJIIETCS TIPEAPACTIONOKEHHBIM K Pa3BUTHIO TaKOBOTO, cO cpenHuM Oamuiom o BSID-III menee
4eM NpUOJIM3UTENIbHO 2 B BO3pAcTe MJIAJICHIIA MOJKHO TOJBEPraTh JICYCHUIO IyTEM BBEICHHUS
SALP B TeueHHe HEKOTOPOT'O MEePHOAA BPEMEHH, BILUIOTh 10 B TEYCHUE BCEH JKU3HH CYyOBEKTa.

ITpuMmeHneHue criocoOOB MOXKET MPUBOIUTH B PE3yJIbTATE K YIIYULISHHIO CPEAHEro Oaa
no BSID-III (Hampumep, yKa3bIBArOIIEro Ha 3aJepKKy MOTOPHOTO pPasBUTHS) Y CyOBeKkTa, y
KOTOPOTO UMEETCSl HapylLIEHHe MHUHEpAIU3aluy KOCTHOW TKaHU, Takoe kak HPP, wnn xoropsiii
SIBJISIETCS MIPENIPACIIONOKEHHBIM K pa3sBUTHIO TakoBoro. Hanpumep, nedenue ¢ nomoinso SALP
(HarpuMep, MONMMENTHAA, XapakTepusyrolerocs nocienosareapHocThio oa SEQ ID NO: 1, wu
€ro BapHaHTa C 10 MeHbIIel Mepe 85% UIEHTHYHOCTHIO MOCIEOBATEIbHOCTH C HUM), TAKOE KaK
JedeHue ¢ nomolinsio SALP B TedeHre HeKOTOpOro nepuoaa BpeMeHH, BIUIOTh 10 B TeUeHHe BCel
JKU3HHU CYOBEKTa, MOKET IPUBOIUTE B PE3yJIbTaTe K CpeHeMy yBenmueHno 6amia mo BSID-IIT

no Oomee uYeM mNpuONIM3HTENBHO S5 (Hampumep NPHUOIM3UTENBHO S, NPHUOIH3UTEIBHO O,



49

npubnusutensHo 7, npubnusutensHo 8, mpubnusurensHo 9, mpubnusurensHo 10

2 2 2

npubnusutensHo 11, npubmmsurensro 12 nnm npubnusurensHo 13).

VYenmuuenne 6asa o BSID-III MoxeT cOXpaHsIThCS B TEUEHUE BCETO NEPUOA BBEIEHHS
menoYHol (ocdarasbl UM MOJUIENTHAA, 00JIAIAI0IIEr0 aKTUBHOCTBIO LIENOUHON (ocdaTassl,
Takoro kak SALP (Hampumep, MoNunenTuaa, XapakTepu3yOLIEerocs MOCIeI0BaATENbHOCTIO IO
3 SEQ ID NO: 1

noCJaeaoBaTCJIIbHOCTU C HI/IM), B TCUCHUEC HCKOTOPOIro nepuoaa BPpEMEHHU, BIUIOTb OO B TCUCHUC

, WO €ero BapuaHTa ¢ MO MeHblleld Mepe 85% UAEHTUYHOCTBHIO
BCell )KM3HU CyOBEeKTa, y KOTOPOrO UMEETCsl HapyIleHHe MUHEPAIN3AH KOCTHONH TKaHH, TaKOe
kak HPP, unu KOTOpbIl NpenpacnosiokeH K pa3sBUTHIO TaKOBOTO. AHAJIOTMYHO, yBEIMYEHUE
YPOBHsI MOTOPHOTO Pa3BUTHUSI MOXKET COXPAHATHCS B TEUEHHE BCETO MEPUO/Ia BBEICHNUS IEJIOUHON
docarazpl wu nomunenTuaa, 00JIaAKOIIEr0 aKTUBHOCTBIO MIEJNIOYHOH (ocdaTaspl, TAKOTO Kak
SALP (Hanpumep, NONMMUIENTHAA, XapakTepu3yoouerocs nocienosareiabHocTbio o SEQ ID NO:
1, unu ero BapuaHTa ¢ 1Mo MeHblIeH Mepe 85% HAEHTUYHOCTBIO MOCJIENOBATEIBHOCTH C HUM),
HanpuMep, B TeYeHHE HEKOTOPOT'o MePHOJIa BPEMEHH, BIUIOTh 0 B TEUSHHE BCEH JKU3HH CyObeKTa.
bann no BSID-IIl y cyObekTa, y KOTOPOro MMEETCsl HapyeHHe MUHEePaIU3alui KOCTHOM
TkaHH, Takoe kak HPP, nnu KOTOpBIN SBIAETCS MPEApPACHONOKEHHBIM K Pa3BUTUI0 TaKOBOTO,
MOXXHO IPUMEHSTh AJIsI OLeHKH 3()(HEeKTUBHOCTH JICUSHHUS C TPUMEHEHUEM LIeJIOYHOH (ocdaTasbl
WINM TOJUINENTHAA, OONAfarolero akTUBHOCTBIO INeNouHOM (ocdaraspl, Takoro kak SALP
(HampuMep, MONUIMENTHAA, XapaKTepu3yoierocs nocienosareabHocTeio nog SEQ ID NO: 1, wn
€ro BapuaHTa C 10 MeHbLIeH Mepe 85% UIEHTHYHOCTHIO MOCIIEOBATENLHOCTH C HUM), TIPU 3TOM
yaydiieHus 0ajuia B ONpeaeeHHOM TeCTe CBHIETENBCTBYIOT O TOM, UTO wLiesiouHasi ocdarasa
WM TTOJIUTIENTHA, O0JIaAa0IUI aKTHBHOCTBIO MIeJIOYHOH (ocdaraspl, siBisitoTCs 3¢ EeKTHBHBIMU
IUTsL JIEYeHUs], HalpuMep, 3aep>KKH MOTOPHOTO Pa3BUTHS, aCCOLMHPOBAHHON C HapyllIeHHeM
MUHEpATU3ALNN KOCTHOHN Tkanu, TakuM kak HPP. B acTHOCTH, y CyOBeKTa, y KOTOPOTrO UMEETCs
HapylI€HHe MUHEpAIU3aLUU KOCTHON TKaHHU, Takoe kak HPP, nin kOTOpBIi NpeapacnonokeH K
Pa3BUTHIO TaAKOBOTO, MOKHO MPOBECTU TECTHI B OJHON MJIM HECKOJIBKUX OMUCAHHBIX KaTErOpHsIX
(xBaTaHMe, NEPLENTUBHO-MOTOPHAS KOOPAWHALMSA, MOTOPHOE IUIAHUPOBAHHE M CKOPOCTb,
BU3YaJIbHOE CJIEKEHHE, CIIOCOOHOCTh JOTATHBATBCA 1O OOBEKTa, XBaTaHHWE OOBEKTa,
MaHHUMYJISAMUST ¢ OOBEKTOM, (PYHKLHMOHAJbHBIC HABBIKH IIOJIb30BAHUS PYKAMH, PEAKLIUH Ha
TAKTHUJIbHYIO HH(OPMALIUIO, TBHKEHHE KOHEYHOCTEH U TYJIOBHILA, yACPKUBAHUE HEMOJBIKHOTO
MOJIOXKEHHUS, JUHAMHUYECKOE JBIDKEHHE, PABHOBECHE M MOTOPHOE IUIAHUPOBAHHE) B BO3pacTe
MITaZieHIa (HarmpuMep, BO3pacTOM NMPHUOJM3UTEIBHO TP roja win MeHee ¢ HPP) nist monydenust
cpennero 6aymuta no BSID-III u muist onenku 3¢ (peKTUBHOCTH JieueHus! myTeM BBeaeHus SALP.
Hampumep, ecou BBegenne SALP pebOeHky, y KOTOpPOrO UMeEeTCs HapyIlleHHe
MHUHEPAIU3ALNU KOCTHOW TKaHH, Takoe kak HPP, wiau kOTOpbIl mpeapacnonokeH K pa3BUTHIO
TAKOBOTO, MPUBOANT B PE3yJIbTaTe K CPEAHEMY YBEIHUEHHIO HOPpMHUpPOBaHHOTO Oauia o BSID-
IIT no Gonee yeM MPUONMUZUTENBHO 5, IPU 3TOM PEOEHOK paHee MMeN CPEIHUH HOPMHUPOBAHHBIN
6amn nmo BSID-III, cocraBmstromuii MeHee 4eM NPUOIM3UTENBPHO 2, B BO3pacTe MIIICHLA
(Hampumep, B BO3pacTe MPUONM3HTENBHO 3 roja Wik MeHbine 3 jer), To SALP sBusercs

3¢ (eKTUBHON NPH JIEUSCHUH, HAIPUMED, 33aeP>KKU MOTOPHOTO Pa3BHUTHUS, ACCOLMHPOBAHHOM C
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HPP-nonoOHeIM 3a0oneBanneM. AnbTepHaTHBHO, ecnu BBeneHne SALP He mnpuBogut B
pe3ysbTaTe K CpeaHeMy yBeInueHuro HopmupoaHHoro Oamia mo BSID-III no OGonee uem
NpUOIU3UTENBHO S, JTO3UPOBKY W/WIHM 4acToTy BBeneHHss SALP MOXHO M3MEHUTBH C LeNbIO
omnpenenenus >pdexruBHOoro konmvyectsa SALP nns pebeHka, y KOTOpOro UMeeTcsi HapyLIeHHe
MUHEpAJIU3alud KOCTHOU TKaHU, Takoe kak HPP, unu kOTOpBIN NpeapacnosiokeH K pa3BUTHIO
takoBoro. Hampumep, nosmpoBky SALP (Hampumep, MOMUNENTHAA, XapaKTEPU3YIOIIETOCs
nocnenosatenabHocTei0 ox SEQ ID NO: 1, unu ero Bapuanta ¢ mo MeHblued Mepe 85%
UJIEHTHYHOCTBIO NTOCIIEIOBATEIBHOCTH C HUM) MOXKHO YBEJIMUUTD, HAIIPUMED, OT MPUOIH3UTEIBHO
0,5-3 wmr/kr/Hepens 00 NPUOIU3UTENBHO 3-6 MI/KI/Henmens Wi OT NPUOIU3UTENBHO 3-6
MI/kr/Hepenst no npubnusurenvHo 6-9 wmr/kr/Hemens. Ecmum Gann mo BSID-III cyObekra
YBEJIMYNBAETCS BbIIIE MPEIBAPUTENBHO OINPEAENIEHHOTO MOPOra, TO CyOBEKT MOXKET MPEKPATUTh
JIeUeHHEe U TIePUONUYECKH HaOMOaaThesl Ha npeaMeTr usMeHeHuit ero 6amia nmo BSID-III. Ecnu
6amn no BSID-III cHmkaeTcst Hybke MpeaBapUTENbHO ONPEAENIEHHOTO OPOra, TO TEPAIHIO MOXKHO
MOBTOPHO HA4aTh.

Lxansr oyenxu momopnozo paseumus Peabody 2-e0 uzoanus (PDMS-2)

E1me onHy KOHE4HYIO TOUKY, LIKaJIbl OLIEHKH MOTOPHOTO pa3sutus Peabody 2-ro nsnanust
(PDMS-2), MOXHO NPUMEHSTH ISl OLIEHKU CTaTyca 3JJOPOBbSl CyOBEKTa, y KOTOPOrO UMEETCsI
HapylleHHe MHUHEpaIM3alUu KOCTHOM TkKaHu, Takoe kak HPP, wnm koropsiii sBisercs
IPEePACIONOKEHHBIM K PA3BUTHIO TAKOBOT'O, OT MOMEHTA POKAEHUS JAJIS MOJy4eHus Oajuia 1o
PDMS-2 nnsa cyOwekTa, kak onucaHo B pabote van Hartingsveldt et al. (Occup. Ther. Int. 12(1):
1-13, 2005). PDMS-2 BkovaeT IeCTh KaTeropuil MOATECTOB JJISi M3MEPEHHs JBHIaTeIbHBIX
HaBBIKOB Y CyOBEKTa, TAKOTrO Kak cyobekt ¢ HPP.

B uactrocTh, ansgs PDMS-2 pe3ynbraThl H3MepeHusi MOJKHO ONPENENATh M0 CIEAYIOLUM
noarectaM: 1) JOKOMOTOPHBIN MOATECT Uil U3MEPEHHs CITOCOOHOCTH CyObeKTa MepeBUraThCs
U3 OJTHOTO MeCTa B JApyroe (M3MepeHHs BKJIIOYAIOT MOJ3aHue, XoAb0y, Oer, MoANphIrHBaHuEe U
NPBDKKU BIIepen); 2) MOATECT JUIsl OLEHKU pedIIeKCoB IJIsi U3MEPEHUsI CIIOCOOHOCTH CyOBbeKTa
ABTOMATHYECKH PEArdpOBaTh HA BHELTHHE COOBITHS; 3) MOATECT CTAL[IOHAPHOTO COCTOSTHUS JJISt
U3MEPEHUs] CIOCOOHOCTH CyOBeKTa COXpaHSITh KOHTPOJIb 332 TEJIOM B LEHTPE TKECTH U
yAEpP>KUBATh paBHOBecHE, 4) MOATECT MAHUITYJISALUI ¢ OOBEKTOM Uil U3MEPEHHUsS] CIIOCOOHOCTH
cyObekTa MaHHUMyJIHUPOBaTh OOBEKTOM, KakK, HAMpHUMep, JIOBUTh, OpocaTh M MHHATH MY, 5)
XBATaTEJIbHBIA MMOATECT IJIT U3MEPEHUs] CIIOCOOHOCTH CYyOBEKTa HCIONB30BATh CBOU PYKH, KakK,
HampuMep, CIOCOOHOCTH JiepkaThb OOBEKT OJHOW pPYKOW U MPOU3BOAWUTH JEHCTBHS,
NpeayCMaTPUBAIOIINE KOHTPOJIUPYEMOE HCIIONIb30BAaHUE MANbIEB 00eHX PyK; W 0) MOATECT Ha
BU3YaJIbHO-MOTOPHYO KOOPAMHALIMIO U1 H3MEPEHUSI CIIOCOOHOCTHU CYyOBEKTa HCIIOJIb30BATh CBOU
HABBIKM BH3YaJbHOIO BOCTPHUSTHS JJIsl BBIMOJHEHHsS] CIOKHBIX 33aHHUH, TpPeOyoLHxX
KOOPJAMHAIIMU IJ1a3 M PYK, KaK, HAIPUMEp, CIIOCOOHOCTH IOTATHBATHCS IO OOBEKTa U XBAaTATh
OOBEKT, CTPOUTh W3 KyOHMKOB M KOMHPOBATH CTPYKTYPBL. MOJKHO ONpPENeNuTh pPe3yJbTaThl
usmepenusi mo PDMS-2 nyist omHON MM HECKOJNBKUX W3 JAHHBIX KaTeropwii y CyObekTa, y
KOTOPOTO UMEETCsl HapylLIeHHe MUHEpAIu3aluy KOCTHOW TKaHU, Takoe kak HPP, wiu xoropsiii

SIBJIIETCSI IPEAPACTIONOKEHHBIM K Pa3BUTHIO TAKOBOTO, a 3aTeM npeodpa3osats B 6amt mo PDMS-
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2, TaKOW KaK CTaHAAPTHBIIN OaJT MO JIOKOMOTOPHBIM criocoOHocTsIM o PDMS-2, Haxoasimuiicst B
nuana3one ot 0 1o 13, mpu 3TOM IUana3oH y 3A0POBBIX CyOBEKTOB (Hampumep, CyOBeKTOB 0e3
HapyIIeHNs MUHEePAIN3alui KOCTHOH TkaHH, Takoro kak HPP) cocrasnsier ot npubnusurensHo 7
10 npudIu3uTENBbHO 13,

CyOmpexTa, y KOTOPOro UMEETCsl HapyLIeHHe MUHEPAIH3alii KOCTHONH TKAaHHU, TAaKOE Kak
HPP, unu xoTOpHIii ABISETCS NPEAPACIIONOKEHHBIM K PA3BUTHIO TAKOBOT'O, CO CPEIHUM OaJioM
no PDMS (sanpumep, yKa3plBalOIUM Ha 33[€P>KKy MOTOPHOTO Pa3BUTHS) MOXKHO TOABEPIaTh
JeyeHno myTeM BBeneHuss SALP  (Hampumep, monmnenTHaa, XapaKTepPH3YIOLIErocs
nocnenosatespHOCTEI0 oA SEQ ID NO: 1, unu ero Bapuanta ¢ mo MeHblueit mepe 85%
UJIEHTHYHOCTBIO MOCJIEIOBATENIBHOCTH C HUM).

OnucbiBaeMble B JaHHOM JOKYMEHTE CIOCOOBI MOTYT NPUBOIUT B pe3yJbTaTe K
yaydmenuto 0amia mo PDMS-2 (manpumep, yka3bIBarOLIEro Ha 3aA€pKKy MOTOPHOTO Pa3BUTHSI)
y cyOBeKTa, y KOTOPOro UMEeTCsl HapylIeHne MUHepaIu3alui KOCTHON TkaHu, Takoe kak HPP,
WIA KOTOPBIN SIBJSIETCS NMPEApPACHOOXKEHHBIM K Pa3BUTHIO TakoBoro. Hampumep, nedyenue c
MOMOIIBIO INEJOYHOH (ocdaTasbl WM MONUNENTHAA, O0NANAIOIEro aKTHBHOCTBIO LIEIOYHOMN
docdarazp, Takoro kak SALP  (Hampumep, MOSMIENTHAA,  XapaKTEPU3YIOLIEroCs
nocnenosareapbHocThi0 o SEQ ID NO: 1, wnu ero Bapwanta ¢ mo MeHbluei mepe 85%
UJIGHTUYHOCTBIO TOCJIEIOBATEIbHOCTH C HHUM), MOXET NPUBOJUTH B PE3yJbTaTe K CpeIHEMY
yBenmudeHuto Oamuia mo PDMS-2, Haxopsemycsi B Ouana3oHe OT MPHOIM3UTEIBHO 7 IO
npubnusutenbHo 13 (Hanpumep NPUOTU3UTENBHO 7, MPUONU3UTENBHO 8, MPUOIM3UTENTBHO 9,
npubnusurensHo 10, npubmmsurensro 11, npubnusurtenbro 12 win npubausutensHo 13).

YBenuuenue 6aiia no PDMS-2 MokeT COXpaHsThCs B TEUEHHE BCErO MePHOa BBEIEHHSI
menoYHol (ocdarasbl MM MOJUIENTHAA, 00JAIAI0IIEr0 aKTUBHOCTBIO LIENOUHON (ocdaTassl,
Takoro kak SALP (Hampumep, MONMNENTUAA, XapaKTePH3YIOLIErocs MOCIeI0BATENbHOCTBIO IO
u3 SEQ ID NO: 1

NOCJIEIOBATEIBHOCTA C HHM), B T€YEHHE MPOAOUKUTENBHOTO MEePHOAa BPEMEHH, HANpHMep, B

, WM €ero BapuaHTa ¢ MO MeHblueld Mepe 85% UAEHTUYHOCTHIO
TE€4YEeHHE HEKOTOPOTO MEePHOAa BPEMEHH, BIUIOTh IO B TEUEHHE BCEH JKHU3HU CYOBEKTa, Y KOTOPOTO
MMEETCS HapylLIeHHe MUHEpaJIM3aluu KOCTHOW TKaHHW, Takoe kak HPP, wnm koropsiii
MIPEIPACIOIOkKEH K Pa3BUTHIO TAKOBOTO. AHAJIOTHYHO, YBEJIMYEHHE YPOBHS MOTOPHOTO Pa3BUTHS
MOJKET COXPaHATbCS B TeUeHHe Bcero mnepuona BeeaeHuss SALP (Hampumep, momumnentuaa,
xapakTepusytolierocs: nocienosarenbHocThio noa SEQ ID NO: 1, unu ero BapuaHTa ¢ 1o
MeHbInel Mepe 85% HIEHTUYHOCTHIO TOCIENOBATEIBHOCTH ¢ HUM), B T€YEHUE HEKOTOPOro
Nepruoa BpEMEHH, BILUIOTH 10 B TEYEHUE BCEH JKU3HU CYOBEKTa, y KOTOPOTO UMEETCsl HapyLIIeHNE
MHUHEPAIU3ALNN KOCTHOW TKaHH, Takoe kak HPP, unau koTOphIil mpeapacnonokeH K pa3BUTHIO
TaKOBOTO.

bamn mo PDMS-2 y cyObexTa, y KOTOPOro IMeeTCs Hapy LIeHHe MUHEPATU3aLul KOCTHOM
TKaHU, Takoe kak HPP, unn xOTOpBIN sIBIsSE€TCS MPEApPACIONOXKEHHBIM K Pa3BUTHIO TaKOBOTO,
MO>KHO MIPUMEHSTD [T OLEHKH 3 (HEKTUBHOCTH JICUEHHSI C MPUMEHEHHEM LIeOUHON (ocdaTassl
WINA TIOJNIUIIENTHAA, OOJNAAaroIero akKTUBHOCTBIO INEeNOoYHO ¢ocdaraspl, Takoro kak SALP

(HarmpuMep, MONMMENTHAA, XapaKkTepusyrolerocs nocienosareabHocThio moa SEQ ID NO: 1, wu
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€ro BapuaHTa C 10 MeHbLIeH Mepe 85% MIEHTHYHOCTHIO MOCIIEOBATENBHOCTH C HUM), TIPH 3TOM
yJydiieHns 0ajuia B ONpeneeHHOM TeCTe CBHIETENbCTBYIOT O TOM, UTO wiesouHast ocdarasa
WY TTOJIUTIENTHA, O0JIaAar0IUil aKTHBHOCTBIO MIEeNOYHOH (ocdartaspl, sBistoTcs 3¢ EeKTHBHBIMU
ISl JIeYeHUs], HalpuMep, 3aJep>KKH MOTOPHOIO Pa3BUTHUS, aCCOLMHPOBAHHOHN C HapylleHHEM
MUHEpaTU3aliil KOCTHON TKaHu, TakuM kak HPP. Hampumep, peOeHOK, y KOTOPOro MMeeTcs
HapyLICHHEe MUHEPAJIU3ALUU KOCTHOU TKaHHU, Takoe kak HPP, uin kOTOpBI NpeapacnonokeH K
Pa3sBUTHIO TAKOBOI'O, MOT BBINOJIHATH TECThl B OJHOM MJIM HECKOJIBKMX OMMCAHHBIX KaTEropHsIX
(moxomoTropHasi, pedeKcoB, CTAIMOHAPHOTO COCTOSHUS, MAHHINYJSIIUH ¢ OOBEKTaMH,
XBaTaTEJIbHON M BU3YyaJbHO-MOTOPHOI) B BO3pacTe MPUOIU3UTENBHO S JIET WM MEeHee 5 JIeT JUIs
nojiy4deHus cpenHero 6amia no PDMS-2 u aist oneHku 3¢ peKTHBHOCTH JIEUSHHsI Iy TEM BBEICHUS
SALP.

Hampumep, ecnu BBeneHue sALP pebeHKy, y KOTOpPOro HMeEETCs HapylleHUe
MUHEpaIN3alunl KOCTHON TkaHU, Takoe kak HPP, unu koTOpbIil npeapacnonokeH K pa3BUTHIO
TaKOBOTO, TIPUBOAUT B PE3yJIbTAaTe K CPEIHEMY YBEIMUYESHUIO cTaHaapTHOro 6asuia no PDMS-2 no
npuOIM3UTENBHO 7, IPU 5TOM pe0CHOK paHee MMeJ CpeqHHH CTaHmapTHBIN Oania mo PDMS-2,
COCTaBJLIIOIIUH NPHOIN3UTENbHO S5, To SALP siBisiercst 3 pekTuBHON npu JedeHuy, Hanpumep,
3aepKKM  MOTOPHOTO pas3BUTHs, accouuupoBanHod ¢ HPP-nogoOHeIM 3a0oneBaHueM.
AnbrepHaTuBHO, eciu BBeneHue SALP He mpuBOAUT B pe3yjibTaTe K CPEAHEMY YBEJIUYEHUIO
cranpaptHoro Oamia mo PDMS-2 no npuGnusutensHo 7, TO3HMPOBKY W/MJIM YaCTOTY BBEACHUS
SALP MOXHO U3MEHHTBD C 1IeJbi0 onpeneneHus 3¢gdextuBHoro koamdecrsa SALP nns pebenka.
Hampumep,  nmo3mpoBky  SALP  (mampumep,  mojumenTHaa,  XapakTepPU3YHOIIETrOCs
nocnenoBatenbHOCTRI0 oA SEQ ID NO: 1, wnm ero BapuanTa ¢ mo MeHblued mepe 85%
UJIEHTHYHOCTBIO MOCIIEIOBATEIbHOCTH C HUM ) MOKHO YBEJIHYUTh, HAIPUMED, OT MPUOIH3UTEIIBHO
0,5-3 wr/kr/Henenst 00 NPUONMM3UTENBHO 3-6 MI/KI/HEHENs WM OT NPUOIH3UTENBHO 3-6
MI/KI/Hepenst 1o mnpubnusutenbHo 6-9 wmr/kr/nemens. Ecim Oannm mo PDMS-2 cyObekra
YBEJIMYMBAETCS BBIIIE MPEIBAPUTENLHO OMPEIEIEHHOTO MOPOra, TO CYOBEKT MOXKET MPEKPATUTh
JIeUeHHE U TIEPUOAUYECKU HAOIOMAThCs HAa MPEAMeT U3MeHeHui ero Oamna mo PDMS-2. Ecnu
6amn no PDMS-2 yMmeHbIIaeTcsi HUXKe MPeaBapUTENIbHO ONPENEIEHHOrO MOpora, TO TEPaInio
MO>KHO MIOBTOPHO Ha4aTh.

Tecm wecmumurymmnoii xo0s0v1 (6MWT)

CyOmpexTa, y KOTOPOTrO UMEETCsl HapyLIeHHe MUHEPAJIH3alii KOCTHON TKAaHHU, TAaKOE KaK
HPP, MoxHO onpenenuTs sl JIeUeHHUs ¢ MOMOIIbIO IIEJOYHOH (ocdaTassl WM MONIUNENTHAA,
o0Jianaro1nero akTHBHOCTHIO IejiouHoM Gocdartassl (Hanpumep, SALP, HampuMep, MONUNENTH A,
xapakTepusytolierocs: nocinenosarenbHocThio noa SEQ ID NO: 1, unu ero BapuaHTta ¢ 1o
MeHbIel Mepe 85% WIeHTUYHOCTBIO MOCIIEOBATENIbHOCTH ¢ HUM) ¢ npuMeHeHnem 6MWT. B
yacTHOCTH, OMWT MOXKHO NPUMEHSITh AJII OLEHKH CHOCOOHOCTH K XOAbOE y B3POCIOro, y
KOTOPOTr0 MMeeTCsl HapylleHne MUHepaln3alui KOCTHON TKkaHu, Takoe kak HPP, nns nomyuenus
3HayeHuss OMWT nns B3pociaoro. 6OMWT MOXKHO NPOBOAWUTH B MOMEIIEHUHU WM Ha OTKPBITOM
BO3AyX€ C UCIOJB30BAHUEM POBHOTO, TMPSIMOT0, 3aMKHYTOrO KOpuaopa (Hampumep,

npubnusuTensHo 30 METPOB B JUTMHY) € TBEPIOH MOBEPXHOCTHIO. J[JIst OTCIIE)KUBAHHA BPEMEHU
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MOXKHO MHCIOJIb30BaThb CEKYHAOMEp WM Jpyroi Tailimep, a Ajid ONpENeNeHUs pPacCTOSHUS
(HarmpuMep, B MeTpax), KOTOpPO€ MPOXOAUT CYOBEKT, y KOTOPOro HMeeTcs HapyLIeHHe
MHUHEpaJIU3aLUA KOCTHOM TKaHHU, Takoe kak HPP, MOXHO MCIONB30BaTh MEXAHUYECKUI CHETUYHK
WM Apyroe ycrpoiictso. Hampumep, NiuHYy KOpHIOpa MOKHO pPa3sMETUThb uepe3 Kaxable TpU
MeTpa i ONpeAeNieHHs KOJIMYEeCTBA METPOB, NPOHIEHHBIX CYOBEKTOM C HapyLIEHHEM
MUHEpaIN3aLu1 KOCTHON TKaHU, TakuM Kak HPP, npu a3Tom To4Ka pa3BopoTa AOKHA HAXOUTHCS
Ha paccrosHuu 30 METPOB M JIMHMS CTapTa JOJDKHA OBITh TakkKe OTMedeHa. PaccrosHue,
NpOIIeHHOe 3a LIECTb MUHYT CyOBEKTOM, MMEIOLINM HapyIleHHe MUHEepaJINU3alud KOCTHOH
TkaHH, Takoe kak HPP, 3areM MOXHO CpaBHUTBH C HPOTHO3UPYEMBIM KOJHMYECTBOM METPOB,
NPOIIEHHBIX, HAPUMEP, HOPMAJIBHBIM CyOBEKTOM MPUOIHU3UTENBHOTO TOTO JK€ BO3PAcTa, TOrO
K€ TI0JIa VMM TOTO K€ POCTa, W BBIPA3UTh B IPOLEHTAX C NOJy4YeHueMm 3HaueHuss 6MWT
cyobekra. 3Hauenne OMWT y cyOpekTa, y KOTOPOrO MMeEeTCss HapylIeHHE MUHEpaIu3aluu
KOCTHOM TKaHH, Takoe kak HPP, MoxxHO cpaBHUTE cO 3HaueHneM 6MW T Ha uCXOHOM ypOBHE y
cyObekTa. JlononuutensHo, 3HaueHne 6MWT y cyOpekra, y KOTOPOro MMEEeTCs HapyLIeHUe
MUHEpaJIn3aluu KOCTHOW TkaHHu, Takoe kak HPP, mMoxHO cpaBHUTBH co 3HaueHneM 6MWT y
HOPMAJIBHOTO CYOBEKTa.

CyObekTa, y KOTOPOro MMEETCsl HapyLIeHHe MHHEPAIN3ali KOCTHON TKaHHU, TaKoe Kak
HPP, co cpennum 3HaueHneM 6MWT, coctaBisrommM MeHee yeM npudOmausurenbHo 80% oT
nporHozupyemoro 3HaueHnss OMWT (Hampumep, OTHOCHTENBHO HOPMAJBHOIO CyOBeKTa
NPUOIU3UTENIBHO TOTO K€ BO3PACTa, TOTO K€ MOJia W/WJIM TOTO K€ POCTa), MOKHO TOABEPraTh
JICUEHUIO C MOMOIIBIO IEJOYHON (pochaTasbl MK MONUIENTHAA, OONATAOIIEr0 aKTUBHOCTHIO
menoyHolt Qocdarasel (Hampumep, SALP, Hanpumep, monuMmenTHaa, XapakTePU3YHOIIErocs
nocnenoBatebHOCThI0 oA SEQ ID NO: 1, wnm ero BapuanTa ¢ mo MeHblued mepe 85%
UJICHTHYHOCTBIO TOCJENOBATEIbHOCTH C HHM), HAmpuMep, IyTeM BBEICHHUS LISJOYHON
docdaraspl nam momunentuaa, 0ONAAAOIIEr0 aAKTHBHOCTBIO MIEOYHOH (ocdaTaspl, B TEUCHUE
nepuoa JISUSHHsI, COCTABIISIOIIETO TI0 MEHbIIEH Mepe JIBe Helesu (Hanpumep, 1o MeHbIIeH Mepe
TPU HeIeNH, M0 MEHbLIEeH Mepe YeThbIpe HeleNH, 0 MeHbIleld Mepe MATh Helelb, 10 MeHbIIel
Mepe LIeCTh Helelb, [0 MEHbLIeH Mepe ceMb Helelb, 0 MEHbIIeH Mepe BOCEMb Hefellb, IO
MEHbIIIeH Mepe AEeBSITh HEJlelNb, 110 MeHbIIIEH Mepe eCATh HeZleb, IO MeHbIlel Mepe TPU Mecs1a,
[0 MEHBILIEH Mepe YeThIpe MeCsLa, IO MEHbIIEH Mepe MATh MECALIEB, IO MEHbIIEH Mepe LIEeCTh
MECALIEB, IO MEHBLIEH Mepe CeMb MECSLEB, 10 MEHbLIEH Mepe BOCEMb MECSLEB, 10 MEHbIIEH
Mepe AEBSTb MECSLEB, 0 MEHBbLIEH Mepe OAUH IOA, N0 MEHbLIEH Mepe ABa rofa, N0 MEHbIIEH
Mepe TpH rofa, O MEHBIIEH Mepe YeThIpe rofia, 0 MEHbIIEH Mepe IIATh JIET, 10 MEHbIIEH Mepe
LIECTB JIET, 110 MEHBIIEH MEpe CEMb JIET, IO MEHbIIEH MEPE BOCEMb JIET, IO MEHbIIEH Mepe AeBSATh
JIeT WU TI0 MEHBIIeH Mepe eCsTh JIET JHOO B TeUEHHE BCEH JKM3HU CyOBEeKTa; B YACTHOCTH, IO
MeHbIIeH Mepe mecTb Henenb). Hampumep, cyObekTa, y KOTOPOro HMeEETCs HapyLIeHHe
MHHEpaIU3aLNU KOCTHOU TKaHH, Takoe kak HPP, co cpennum 3Hauennem 6MW'T, cocTaBisiroLinm
MeHee uyeM mnpubmusurenbHo 80% or mporHosupyemoro 3HaueHus OMWT (Hampumep,
npubnusutensHo 50%, npudmmsurensHo 55%, npubnusurensHo 60%, npubnmusurensHo 65%,

npubnusurensHo 70% wnn npubmusurensHo 75% OT mporHozupyemoro 3HaueHuss 6MWT),
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MOJKHO TIIOABEpPraTh JICUEHUIO C T[OMOIIBI0 IIeJIOUHON (¢ocdaTasbl WM MOJUNENTH/IA,
oOnamaroImero akTHBHOCTBIO —MIeOYHOH ¢ocdaTa3pl, B TeUeHHE TMepUONa  JICUCHUS,
COCTABJISIIOIIETO TI0 MEHbINEH Mepe NIBe Hexesu (HampuMep, MO MEHbIISH Mepe TPHU HeOelu, 1Mo
MEHbBLIEH Mepe YEThIPE HEAENH, IO MEHBIIEH Mepe NSATh HEAENb, [0 MEHBbLIEH MEPE LIECTh HEAENb,
[0 MEHBILIEH Mepe CeMb HEAENb, IO MEHBIIEH MEPE BOCEMb HEAENb, IO MEHBIIEH Mepe EBATH
HEJeJIb, 0 MEHBLIEH Mepe AECATh HENENb, [0 MEHBLIEH Mepe TPU MeCsLa, 0 MEHbLIEH Mepe
YeThIPE MeCsla, O MEHBbIIEH Mepe IATb MECALEB, [0 MEHbIIEH Mepe ILIECThb MECALEB, IO
MEHBLIEH Mepe CEMb MECALIEB, 10 MEHBILIEH MEPE BOCEMb MECSLEB, IO MEHbILIEH Mepe NEBATH
MECSILEB, 10 MEHBLIEH Mepe OJUH I'Ofl, MO MEHBLIEH Mepe ABa o/, O MEHbLIEH Mepe TPU roAa,
10 MEHbIIEH Mepe YeThIpe roAa, 0 MEHbILIEH Mepe MSTh JIET, 10 MEHbLIEH Mepe LIECTh JIET, 10
MEHBLIEH MEPE CEMb JIET, IO MEHbLIEH MEPE BOCEMB JIET, IO MEHBLIEH MEPE NEBATH JIET WU MO
MEHBIIIeH Mepe AeCATh JieT JIM0O B TeUeHHe BCell JKU3HH CyOBeKTa, B YaCTHOCTHU, MO MEHbINEH
Mepe IIECTb HEEb).

CnocoObl MOTYT MPUBOAMT B pe3ysibTaTe K yayuinenuto 3Hadenus OMWT y cyOnekTa, y
KOTOPOrO MMEETCsl HapylleHHe MHUHEepalu3allud KOCTHOW TkaHM, Takoe kak HPP. Hampuwmep,
JieYeHHe C TIOMOLIBIO MIENOUHON (ochaTasbl WM MOJUMENTHAA, O0OJAAA0NMEro aKTUBHOCTHIO
menouHoll Qocdaraser (Hanpumep, SALP, Hampumep, MOMHIENTHAA, XapaKTepHU3YIOLIEroCs
nocnenosatenpbHOCTEI0 o SEQ ID NO: 1 unm ero Bapwanta ¢ mo MeHbined mepe 85%
UJACHTUYHOCTBIO TIOCTENOBATENIbHOCTH C HHUM), TAKO€ KaK JIEUeHHE C IMOMOLIBIO LIEJIOYHOMN
docdarasbl nan momunenTuaa, 0ONAAAOIIEr0 aAKTUBHOCTBIO MIEJOYHON (ocdaTaspl, B TEUSHUE
MepUoJIa JICUeHUsI, COCTABJISIFOIIETO TI0 MEHbIIEH Mepe ABe HeaeNlu (HarpumMep, 1o MEHbIIEH Mepe
TPU HEAEJH, 10 MEHbILIEH Mepe YeThipe Henesid, 10 MEHbIIEeH Mepe IMATh Heelb, 0 MEHbIIEH
Mepe LIECTb HeJelb, N0 MEHbIIEH Mepe CeMb HeAesb, N0 MEHbLIEH Mepe BOCEMb HEAENb, MO
MEHbIIEH Mepe IEeBATh HEeNlelb, [0 MEHBLIEH Mepe AECATh HelleJb, 10 MEHBILIEH Mepe TPU Mecs1Ia,
110 MEHbILIEN Mepe YeThIpe MecsLa, IO MEHbLIEH Mepe MATh MECALIEB, IO MEHbIIEH Mepe LIeCTh
MECSLEB, TIO MEHbIIEH Mepe CEMb MECSLEB, MO MEHbIIECH MepPe BOCEMb MECALIEB, 0 MEHbILIEH
Mepe IEBSITh MECSLEB, 0 MEHBIIEH Mepe OAWH T'OJl, IO MEHbIIEH Mepe J1Ba roAa, IO MEHbIIEH
Mepe TpH rofa, IO MEHBIIEN Mepe YeThIpe rofia, 0 MEHbIIEH Mepe IATh JIET, [10 MEHbIIEH Mepe
LIECTH JIET, 10 MEHBIIEH Mepe CEMb JIET, IO MEHBIIIEH MEPE BOCEMB JIET, IO MEHBLIEH MEPE I€BATH
JIET WM TIO MEHBIIEH Mepe AecsTh JIeT MO0 B TeUEeHUE BCEH KU3HU CyObeKTa, B YaCTHOCTH TIO
MEHBIIeH Mepe IEeCTh HeNENb), MOKET MPUBOAWTHL B PE3yJIbTaTe K CPEAHEMY YBEIUYSHHIO
3HadeHuss 6OMWT no npubnusurensHo 80% wmu Gosbine OT MpOrHo3upyemoro 3HadeHns OMW T
y cyObekra (Hanpumep, npudausutenbHo 82%, npubnusurensHo 84%, npubnusurensHo 86%,
npubnusurensHo 88%, mpudmmsurensro 90%, npudbnusutensHo 92%, npubnmusurensHo 94%,
npubm3uTenbHo 96%, mpubmmsuTensHo 98% wiam Oosibllle OT MPOTHO3HPYEMOIro 3HAYEHUS
6MWT).

VYBenuuenue 3HaueHuss OMWT y cyObekTa, y KOTOPOTO HUMEETCS HapylleHHe
MHUHEPAIU3ALNN KOCTHOMN TKaHU, Takoe kak HPP, MokeT COXpaHAThCs B TEUEHUE BCEro NEPUOAa
BBEJICHUSI LIeNOYHON (ocdaTasbl WM MOJUMENTHAA, OO0JAJArOINero aKTUBHOCTBIO MIENOYHON

docdarazer  (Hanpumep,  SALP HarpuMep,  MOJUIENTUAA,  XapaKTePU3YIOLIErocs

2
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nocnenosatespHOCTEI0 oA SEQ ID NO: 1, wnm ero Bapuanta ¢ mo MeHblueint mepe 85%
UJICHTUYHOCTBIO TOCJIEIOBATEIbHOCTH C HUM), HampuMep, B TEUCHHE TNEepHOAa JICUCHUS,
COCTABJISIIOIIETO TI0 MEHbINEH Mepe NIBe Hexesu (HampuMep, MO MEHbIISH Mepe TPHU HeOelu, 1Mo
MEHbBLIEH Mepe YEThIPE HEAENH, IO MEHBIIEH Mepe NSATh HEAENb, [0 MEHBbLIEH MEPE LIECTh HEAENb,
[0 MEHBILIEH Mepe CeMb HEAENb, IO MEHBIIEH MEPE BOCEMb HEAENb, IO MEHBIIEH Mepe EBATH
HEJeJIb, 0 MEHBLIEH Mepe AECATh HENENb, [0 MEHBLIEH Mepe TPU MeCsLa, 0 MEHbLIEH Mepe
YeThIPE MeCsla, O MEHBbIIEH Mepe IATb MECALEB, [0 MEHbIIEH Mepe ILIECThb MECALEB, IO
MEHBLIEH Mepe CEMb MECALIEB, 10 MEHBILIEH MEPE BOCEMb MECSLEB, IO MEHbILIEH Mepe NEBATH
MECSILEB, 10 MEHBLIEH Mepe OJUH I'Ofl, MO MEHBLIEH Mepe ABa o/, O MEHbLIEH Mepe TPU roAa,
10 MEHbIIEH Mepe YeThIpe roAa, 0 MEHbILIEH Mepe MSTh JIET, 10 MEHbLIEH Mepe LIECTh JIET, 10
MEHBLIEH MEPE CEMb JIET, IO MEHbLIEH MEPE BOCEMB JIET, IO MEHBLIEH MEPE NEBATH JIET WU MO
MEHBIIIeH Mepe AEeCSTh JIET WU B TEUSHHE BCEH XKI3HU CyObeKTa; B YACTHOCTH 10 MEHbIIEH Mepe
mectb Henenb). Hampumep, 3Hauenne OMWT yBenuuuBaercs 1o Oosiee 4yeM MpHUOIU3UTETBHO
80% ot mporHo3upyemoro 3Hadenus OMWT y cyObekTa, y KOTOPOTO HMMEETCs HapylIeHue
MUHepaTu3aluy KOCTHON TkaHu, Takoe kak HPP, u ocraercs Ha ypoBHe £10% OT yBeTU4EHHOTO
3HaueHnss 6MWT B xone jiedeHHss C MOMOINBIO MIENOYHOW (ocdarasbl MM MONUIENTHIA,
o0naaroIero akTHBHOCTBIO eNouHOH (ocdarassr.

AHAJNOTUYHO, YJy4YlIeHHEe CIOCOOHOCTH K XOoAbOe y CyObeKTa, y KOTOPOro HMMEeEeTCs
HapylIeHHe MUHEpaIM3alUd KOCTHON TKaHu, Takoe kak HPP, MoxeT cOXpaHATbCS B TeueHUE
BCETO MepUOo/ia BBEICHUS LIeIOUHON (ocaTa3bl WK MOJUNENTUAA, O0NAAAI0IIEr0 aKTUBHOCTHIO
mesiouHoi ocdaraspl, HAMPUMEP, B TEUEHUE TIEPUOMA JIEUEHUS, COCTABJISIFOIIErO MO MEHbIIEH
Mepe IBe Henenu (HarmpuMep, 10 MEHbIIEH Mepe TPH HEAENHU, 10 MEHBIIIEH Mepe YeThipe HEIeIH,
MO MEHbIIEH Mepe MATh HeNelNb, MO0 MEHbLIEeH Mepe IIECTh HeNelNib, M0 MEHBbLICH Mepe CeMb
HeJleJb, TI0 MEHbIIEH Mepe BOCEMb HEZeNb, IO MEHBILEH MEPE NEBATh HEAENb, IO MEHBLIEH Mepe
JeCATh HeNlelb, IO MEHbIIEN Mepe TPU Mecslla, IO MEHbIIEH Mepe YeThIpe MeCsLa, N0 MEeHbIIEH
Mepe MSATh MECALIEB, M0 MEHBLIEH MeEpe LIECTh MECALIEB, [0 MEHBLIEH MEPE CEMb MECSLEB, MO
MEHbLIEH Mepe BOCEMb MECSLIEB, [0 MEHbIIEH Mepe IEBATh MECALIEB, [0 MEHBLIEH Mepe OJIUH
roji, M0 MEHbLIEH Mepe JIBa rojia, Mo MEHbLIEH Mepe TPU rojia, 0 MEHbLIEH Mepe YeThIpe roaa,
[0 MEHBIIEW Mepe MAThb JIET, 10 MEHBbLIEH Mepe LIEeCThb JIET, 10 MEHbIIEH Mepe CeMb JIET, MO
MEHbBLIEH Mepe BOCEMb JIET, IO MEHBIIEH Mepe NAEBITh JIET WU MO MEHBbLIEH Mepe AECATH JIET
aub0 B Te4YeHHe BCEeH KM3HH CyOBbEeKTa, B YACTHOCTH, 1O MEHBIIEH Mepe IeCTh Heneb).
Hanpumep, cyObekT, y KOTOPOro UMeeTCsl HapyIIeHUe MUHEPATU3aINK KOCTHOUM TKAHU, TAKOE KaK
HPP, nemMoHCTpupyeT YMEHBLIEHHYIO 3aBUCHUMOCTb OT BCIIOMOTaTEJbHOIO YCTPOWCTBA ISt
MIEPEIBIKEHUSI, TAKOTO KaK XOIYHKH, KPECJIO-KOJISICKa, (PUKCUPYIOIINE YCTPONCTBA, KOCTBLUTH HITH
OPTOMNEANYECKHE almapaThl, B X0/I€ JeUeHHe ¢ MoMoIIbio SALP.

AJNBPTEepHATUBHO, €CJT BBEICHUE MIEOYHOH (hochaTa3bl WK MOJTUIENTHIA, 00TaTal0Iero
aKTUBHOCTBIO  IIeNo4YHOH  ¢Qocdartaser (Hampumep, SALP, Hampumep, mnomunenTtuaa,
xapakTepusytolierocs: nocienosartenbHocThio noa SEQ ID NO: 1, unu ero BapuaHTa ¢ 1o
MeHbIel Mepe 85% MIeHTUYHOCTBIO MOCIEAOBATEIbHOCTH C HIM), HE TIPUBOJUT B PE3yJIbTATE K

cpenHeMy ysenuueHuro 3HadeHnss OMWT no Gonee uem 80% OT mpOrHO3MPYEMOrO 3HAYEHUS
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O6MWT (Hampumep, OTHOCHTEIBHO HOPMAJIBHOTO CyOBEKTa MPUOIU3UTENIBHO TOTO K€ BO3PAcTa,
TOTO K€ IMOJIa W/WJIK POCTa), JO3UPOBKY W/MIM YaCTOTY BBEICHHs IIEJNIOUHOHN (ocdaTaspl win
MOJIUTIENITH A, O0JIaal0Mero aKTUBHOCTBIO MIENIOUHOM (pocdhaTasbl, MOKHO U3MEHHTD C LENBIO
ompeneneHuss 3(pQekTMBHOrO KogMuecTBa IIeNOYHOH ¢ocharasbl WM MOJUNENTHAR,
o0JlazaroIero akTUBHOCTBIO MLIeNOYHOW (ocdarassl, anst CyObekTa, y KOTOPOrO HMEETCs
HapyLIeHHe MUHEpalu3alud KOCTHOM TKaHH, Takoe kak HPP. Hanpumep, 1o3upoBKy EI0UHON
¢docarazpl nam mosmunentuaa, OONAMAOINErO AKTHMBHOCTBIO MLIENOYHON (ocdaTasbl, MOKHO
YBEIUYUTh C, Hampumep, npuOmmsurensHo 0,1-3 mr/kr/Hemenst wnu npuONMM3HTENBHO 3-6
MI/KI/Henenst 10 NpuONIM3UTENbHO 3-6 MI/KI/Henmens WM NpuONU3UTeNbHO 6-9 Mr/Kr/Hemens.
Ecnn 6amn mo 6MWT cyObekTa yBeJIMIHBAETCS BBILIE MPEABAPUTEIHHO ONPEAEIIEHHOTO MOPOra,
TO CyOBEKT MOXKET MPEKPATUTD JICYCHUE U MEePUOAMYECKH HAOMIOJaThCsl Ha MPEeAMET U3MEeHEHHH
ero Oamma mo O6MWT. Ecium Oamn nmo 6MWT yMmeHbliaercs HUXKe NPEABAPUTEIIBHO
OTIPEJIEIEHHOr0 IOPOra, TO TEPAIIHIO MOYKHO ITOBTOPHO HAYaTh.

Pyunas ounamomempus (HHD)

Cuny xBaTa M MBI CyObEKTa, y KOTOPOTO HMMEETCs HAapyLICHHE MHHEepaIU3aliH
KOCTHOU TKaHM, Takoe kak HPP, uiu KOoTOpbIi peapacnonokeH K pa3sBUTHIO TAKOBOTO, MOXKHO
OLIEHHUTH ¢ TIOMOIIbI0 pyuHoi quHamomerpun (HHD). Hanpumep, crubanue u pasrudbanue HOTH
B KOJIEHHOM CYCTaBe, a Takke crudaHue, pa3rudaHne HOru B Ta300€pEHHOM CyCTaBe M OTBEICHUE
Oenpa y cyObekTa, y KOTOPOrO UMEETCsl HapyIleHHe MUHEPATH3aLui KOCTHOH TKaHH, TAaKOe KaK
HPP, wnu xOTOpBI NPEeApacHoNokeH K Pa3BUTUIO TAKOBOTO, MOKHO U3MEPUTH C MPUMEHEHUEM
nuHamomerpa MICROFET2™, rtorma kak cuiy XBaTa y CyObeKTa MOXHO H3MEPHUTH C
NpUMEHEHHEM, HalpuMep, THHaMoMeTpa xBarta Jamar. B 4aCTHOCTH, CHELHAUCT yIepKUBAET
IMHAMOMETP HEMOIBIIKHO, a CyOBEKT MPUKIAIbIBAET K AUHAMOMETPY MAaKCHUMAJIbHYIO CHJIY.
JlaHHbIE TIO MUKOBOH cuiie coOuparoT B pyHTax, a 3aTeM npeodpasyroT B HerOTOHBI (H). 3aTtem
PacCUMTHIBAIOT 3HAYEHHs KPYTSIIEr0O MOMEHTA, HCIOJb3Ysl 3HAYEHUE MJIMHBI KOHEYHOCTH B
HeroToH-MeTpax. 3aTeM 3HAauYeHHE KPYTSIIEr0 MOMEHTAa MOXHO CpPaBHHTb CO 3HAYEHHEM
KPYTSIIEro MOMEHTA, HalpuMep, Y HOPMaJIbHOTO CyObeKTa MPHOIU3UTENBHO TOTO e BO3pacTa,
TOTO K€ MOoJIa W/UJIM TOTO K€ POCTa, M BBIPA3UTh B BUIE MPOLEHTHOIO 3HAYCHUS IJIsI TIOJTY YSHUS
3Hauennss HHD y cyObekTa.

CyOmpexTa, y KOTOPOTro UMEETCsl HapyLICHHe MUHEPAIH3alii KOCTHON TKAaHHU, TAaKOE Kak
HPP, co cpennum 3Hauennem HHD, cocraBnsomum MmeHee udeM mnpuOamsutenbHo 80% ot
nporHo3upyemoro 3Hadenuss HHD (Hanmpumep, OTHOCUTENIBHO HOPMAJIBHOTO CyOBEKTa
pUOJIM3UTENILHO TOTO K€ BO3PacTa, TOTO Ke TMoJjia W/HIN TOTO YK€ POCTa) MOXKHO TOABEPraTh
JICUSHUIO C MOMOIIBIO IEJOYHON (pochaTasbl MM MONUIENTHAA, OONATAIOIIEr0 aKTHBHOCTHIO
menoyHolt Qocdarasel (Hampumep, SALP, Hanpumep, monMIenTHaa, XapaKTEPU3YIOIIErocs
nocnenosarespHOCTEI0 oA SEQ ID NO: 1, wnm ero Bapuanta ¢ mo MeHblueit mepe 85%
UIEHTUYHOCTBIO TIOCJIENIOBATENbHOCTH C HHUM), HampuMep, MyTeM BBEACHHUs IIEeJIOYHOM
¢docdaraspl nam nmomunenTuaa, 0ONAAAOIIET0 AKTUBHOCTBIO MIENOYHON (ocdaTaspl, B TEUCHHE
Nepuoa JISUSHsI, COCTABIISIOIIETO TI0 MEHbIIEH Mepe J1Be HelleNu (HanpuMmep, 1o MeHbIIeH Mepe

TPU HEACH, T10 MEHBIIeH MEPE YETBIPC HEACH, IO MEHbIIEH MEPE IATh HEACIIb, IO MeHBIIIEH
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Mepe LIECTh HeZAeNb, [0 MEHbIIEH Mepe CEMb Helellb, IO MEHbIIEH Mepe BOCEMb HENENb, MO
MEHbBLIEH MepE AEBATh HENEJIb, [0 MEHBIIEH Mepe AECATh HEeNleJb, [0 MEHBILEH Mepe TPU MeCsLIA,
10 MEHBILEH Mepe YeThIpe MeCsLa, IO MEHbIIEH Mepe MATh MECALIEB, IO MEHbIIEH Mepe LIEeCThb
MECSILEB, IO MEHBIIEH MEpe CEMb MECSLEB, IO MEHBIIEH MepPe BOCEMb MECALIEB, 0 MEHbILIEH
Mepe NEBITh MECSLEB, 0 MEHBIIEH Mepe OAUH TOJl, MO MEHbIIEH Mepe 1Ba rOAa, IO MEHbIIEH
Mepe TPH rofa, O MEHBIIEH Mepe YeThIpe rofa, 0 MEHbIIEH Mepe IIATh JIET, 10 MEHbIIEH Mepe
LIECTH JIET, 10 MEHBILEH MEPE CEMb JIET, 10 MEHBIIIEN MEPE BOCEMB JIET, IO MEHBLIEH MEPE IEBATH
JIET WU N0 MEHbIIeH Mepe ecsTh JIeT JTHOO B TeUeHHe BCeH KM3HU CyOBeKTa; B YACTHOCTH, IO
MeHbIIel Mepe mecTb Henenb). Hampumep, cyObekra, y KOTOpPOro HMeEeTCs HapyLIeHHe
MHHEpAIU3aLUU KOCTHOU TKaHH, Takoe kak HPP, co cpeanum 3nauennem HHD, cocrasmsrommum
MeHee uyeM npubnusutenpHo 80% ot mnporHozupyemoro 3HaueHuss HHD  (mampumep,
npudmsuTenbHo 30%, npubnusurensHo 35%, npubnmsurensuo 40%, npubnuszurensHo 45%,
npubnusurensHo 50%, npudmmsurensHo 55%, npubnusurensHo 60%, npubnusurensHo 65%,
npubnusutensHo 70% unu npubnusuteibHo 75% oT nporro3upyemoro 3Hauenust HHD), moxHO
MOJBEPraTh JICYEHUIO C TIOMOLIBIO LIENOYHON (ocdarasbl WM MOJTHMIENTHAA, O0JIagaroIero
AKTHBHOCTBIO 1IeI04HON (hochaTasel, B TeUueHHE MEPUOA JICUESHUsI, COCTABJISIOLIErO 10 MEHbIIEH
Mepe IBe Henenu (HarnpuMep, 0 MeHbIIeH Mepe TPU HEAENH, 10 MEeHbIIeH Mepe YeThIpe HeJelu,
IO MEHbLIEH Mepe MSATb Helelb, 10 MEHbIIEH Mepe LIeCTb HENeNb, [0 MEHbLIEH Mepe CeMb
HezleNb, 10 MEHbLIEH Mepe BOCEMb HE/lelb, [0 MEHBLIEH Mepe NeBATh Hellelb, IO MEHbIIEH Mepe
NeCSATh HeNelb, [0 MEHbLIEH Mepe TPU MECsLA, 0 MEHbIIEH Mepe YeThIpe MECsLa, 110 MEeHbIIEH
Mepe MSTh MECALIEB, N0 MEHbLIEH Mepe LIECTh MECALIEB, [0 MEHbLIEH MEpPe CeMb MECSLEB, MO
MEHbIIEH Mepe BOCEMb MECSLIEB, [0 MEHbIIEH Mepe NEBSATh MECALIEB, [0 MEHbLIEH Mepe OJUH
roji, M0 MEeHbIIEH Mepe J1Ba rojia, o MEHbLIEH Mepe TPU rojia, Mo MEHbLIEH Mepe YeThIpe roja,
10 MEHbIIEH Mepe MAThb JIET, 10 MEHBbLIEH Mepe IIECThb JIET, 10 MEHBIIEH Mepe CeMb JIET, MO
MEHbIIEH Mepe BOCEMb JIET, IO MEHBIIEH Mepe NEBSTh JIET UJIU MO MEHbLIEH Mepe AECATh JIET
a0 B TeueHUe BCell JKM3HM CyOBEKTa, B YACTHOCTH, 1O MEHBIIEH Mepe MeCTh HeNeb).
CrniocoObl MOTYT MPUBOIUT B pe3yJsibTaTe K yiydineHutro 3HadueHus HHD y cyOwbekra, y
KOTOPOr0 MMEETCsl HapylUeHHe MHUHEpaIu3allud KOCTHOW TkaHu, Takoe kak HPP. Hampuwmep,
JIeUeHHE C TIOMOINBIO IIEJOYHON (ocdaraspl WM Mmonumnentuaa, 00JaaaroInero aKTHBHOCTHIO
menoyHol Qocdarasel (Hampumep, SALP, Hanpumep, MONIHMIENTHIAA, XapaKTEPU3YIOIIErocs
nocnenosatenbHOCTEI0 oA SEQ ID NO: 1, wnm ero Bapuanta ¢ mo MeHblueir mepe 85%
UJICHTHYHOCTBIO TIOCIIEIOBATEIBHOCTH C HUM), TaKO€ KaK JICYCHHE C TMOMOIIBIO MIETIOYHON
¢docdaraspl nam momunenTuaa, 0ONAAAOIIET0 AKTUBHOCTBHIO MIENOYHOH (ocdaTaspl, B TEUCHHE
Neproa JICUSHHsI, COCTABIISIOIIETO 110 MEHbIIEH Mepe JIBe HeleNu (HanpuMmep, 1o MeHbIIeH Mepe
TPU HEAENH, O MEHbLIEH Mepe YeThbIpe HENEeNH, N0 MEHbIIEH Mepe MIATh HEAeNb, 0 MEHbIICH
Mepe LIECTh HeZAeNb, N0 MEHbIIEH Mepe CEMb HeZlellb, IO MEHbIIEH Mepe BOCEMb HENelb, 1O
MEHbLIEN MepE AE€BATh HENIEJIb, [0 MEHBLIEH Mepe AECATh HEeNleJb, 10 MEHBILIEH Mepe TPU MeCsLa,
[0 MEHBILIEH Mepe YeThIpe MeCsLa, IO MEHbIIEH Mepe MATh MECALIEB, IO MEHbIIEH Mepe LIeCThb
MECSLEB, IO MEHBIIEH MEpe CEMb MECSLEB, O MEHBIIECH Mepe BOCEMb MECALIEB, IO MEHbILIEH

Mepe NEBITh MECSLEB, 0 MEHbLIEH Mepe OAWH TOJl, MO MEHbILIEH Mepe Ba roAa, O MEHbIIEH
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Mepe TPU rofa, 0 MEHBIIEH Mepe 4eThIpe rofia, 0 MEHbIIEH Mepe IIAATh JIET, 10 MEHbIIEH Mepe
LIECTB JIET, 10 MEHbLIEH MEpe CEMb JIET, IO MEHbIIEH MEPE BOCEMb JIET, IO MEHbIIEH Mepe AEBSATh
JIeT VUK 110 MEeHbIIEH Mepe NecsTh JeT JUO0 B TeUeHHE BCEeH JKM3HU CyOBeKTa, B YaCTHOCTH IO
MEHbIIEH Mepe IIeCTb HEeIeNb), MOKET NMPHUBOAHNTH B PE3YyJIbTaTe K CPEAHEMY YBEIUYCHHUIO
3HaueHuss HHD no mpubnusurensHo 80% wnm Gosbine ot mporaosupyemoro 3Hadennss HHD y
cyObekra (Hampumep, npuoOmmsurenbHo 83%, mpudmmsurensHo 85%, npubmmsurensHo 87%,
npubnusutensHo 90%, nmpudnusurensHo 93%, npubmmsurensHo 95%, npubnusurtensHo 97% unu
npubnusurensHo 100% nmm npubmmsurensHo 100% ot nporHozupyemoro 3Hadenuss HHD).
VBenmuuenne 3Hadenns HHD y cyOwpekta, y KOTOpOro wuMeeTcss HapylleHUe
MUHEpaIU3alud KOCTHOU TKaHH, Takoe kak HPP, MOxeT coXpaHATbCA B TE€YEHUE BCErO NMEPUOIA
BBEJICHUs L1eNovyHON (ocdaTasbl WM MOJUMENTHAA, O0JAJArOINEro aKTUBHOCTBIO LIENOYHON

docharazer  (mampumep,  SALP HampuMep,  MOJMNENTUAA,  XapaKTePU3YIOLIEerocs

)
nocnenosateapHOCTEi0 oA SEQ ID NO: 1, wnmn ero Bapuanta ¢ mo MeHblueil mepe 85%
UJIGHTUYHOCTBIO TOCJIEIOBATEIbHOCTH C HUM), HAlpuMep, B TEUEHHE IepHoAa JIEUeHMs,
COCTABJIAIOLIETO M0 MEHbIIEH Mepe Be Henenu (Hampumep, Mo MeHbIIeH Mepe TPU HeAesH, 10
MEHbLIEH Mepe YeThIPe HEJIENH, 10 MEHBIIIEeH Mepe MATh HeZelb, [0 MEHbILIEH Mepe IECTb HEAEb,
IO MEHBLIEH Mepe CeMb HeZeNb, 10 MEHbLIEH Mepe BOCEMb HeZelb, 10 MEHbIIEH Mepe AEBATh
HezleNb, TI0 MEHbIIEN Mepe eCATh HeAelNb, 10 MEHbILIEH Mepe TPU Mecsla, 0 MEHbIIEH Mepe
YEThIpEe MeECALA, [0 MEHBbLIEH Mepe ISTh MECSLEB, M0 MEHbLIEH Mepe LIeCTh MECALEB, IO
MEHBbIIIEH Mepe CeMb MECSLEB, 0 MEHbIIEH Mepe BOCEMb MECALIEB, IO MEHBLIEH Mepe AeBSTh
MECSILIEB, IO MEHBLIEH Mepe OJIUH 'O, IO MEHbLIEH Mepe 1Ba rojia, Mo MEHbLIEH Mepe TPU roja,
[0 MEHbIIEH Mepe YeThIpe ro/a, N0 MEHbILIEH Mepe ISTh JIET, 10 MEHbLIEH Mepe 1IeCTh JIET, MO
MEHbIIEH MEpPe CeMb JIET, IO MEHbLIEH MEpPEe BOCEMb JIET, IO MEHBLIEH Mepe NEBSTh JIET WU 10
MEHbILEH Mepe AEeCATH JIET WK B TEYCHHE BCEH KU3HU CYOBEKTa; B YACTHOCTH IO MEHBLICH Mepe
mecTh Henenb). Hanpumep, 3Hauenne HHD yBennunBaetcst 1o 6osee uem npudbausutesbHo 80%
or mnporHosupyemoro 3HaueHus HHD y cyOpekTa, y KOTOpPOro uMeercs HapyLIeHHe
MUHEpaJU3alui KOCTHOU TKaHu, Takoe kak HPP, u ocraercst Ha ypoBHe +£10% OT yBenMUe€HHOTO
3Hauenus HHD B xonme jedeHuss ¢ MOMOUIBKO IMeNouHOM (ocdarasbl Wi MONMUIENTUHAA,
00J1a1ar01ero aKTHBHOCTBIO LIENIOYHOH (ocdaTassl.

AJPTEepHATUBHO, €CJT BBEIEHUE IEOYHOH (hochaTa3bl WK MOJTUIENTHIA, O0TaIaI0IEero

AKTUBHOCTBIO  IIeNO4YHOH  ¢ocdartaser  (Hampumep, SALP, Hampumep, mnomunenTtuaa,

,
xapakrepusytoierocs: nocieaoarenbHOCThI0O 1o SEQ ID NO: 1, wnm ero Bapuanta ¢ 1O
MeHbLIeH Mepe 85% MAEHTHYHOCTBIO MOCJIEA0BATEILHOCTH C HUM), HE IPUBOINT B PE3yJIbTaTe K
cpennemy yBennueHuto 3HaueHust HHD no 6onee uem 80% ot nporHozupyemoro 3nauenust HHD
(Hanmpumep, y cyObeKTa, y KOTOPOTo HMEETCsl Hapy lIeHHe MUHEePATU3alii KOCTHOM TKaHH, TAKOe
kak HPP, npubnusureapHO TOTO kK€ BO3pacTa, TOrO K€ MOjia W/WIH POCTa), JO3UPOBKY H/HITU
YaCTOTy BBEACHUs MIeNOYHON Qocdaraspl mim monunentuaa, 0OJaNaroIero aKTHBHOCTHIO
menoyHol Qocdaraspl, MOKHO U3MEHHTh C LENbI0 onpeneneHus 3PpQGEeKTUBHOIO KOJIUYECTBA
menoYHol (ocdarassl MM MOTUNENTHAA, 00JIAIAI0IIEr0 aKTUBHOCTBIO LIENOUHON (ocaTassl,

1St CyOBeKTa, y KOTOPOrO UMEeTCsl Hapy IeHHe MUHEePaTU3allii KOCTHOM TKaHH, Takoe kak HPP.
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Hamnpumep, no3upoBky menodHoil gocdarassl Wi NOJUMENTHAA, O0NAAOMEr0 AKTHBHOCTBIO
menoyHol ¢ocdarasbl, MOXKHO YBETHUYUTH C, Harmpumep, npudnusurensHo 0,1-3 mr/kr/menens
WM TpUOIM3UTENBHO 3-6 MI/KI/Henenst [0 TNpHONM3WTENbHO 3-6 MI/KI/Hemens Wiu
npudmmsuTenbHo 0-9 mr/kr/Hepens. Ecmu 6amn mo HHD cyObekra yBenmuuBaeTcsi BbILIE
NPEABAPUTENBHO OIPENENIEHHOIO T0pora, TO CYOBEKT MOXKET NPEKpPaTHTh JIeYeHUe U
NEepUOIUYECKN HAOMI0IaThCs Ha mpenMeT n3MeHeHui ero 6ama no HHD. Ecnu 6ann mo HHD
YMEHBIIAETCS HIDKE MPEIBAPUTETIBHO OIPENENIEHHOrO MOPOra, TO TEPAIHI0 MOJKHO MOBTOPHO
HayaTh.

HatenbHoOe ycTPOHCTBO

OmnwuceiBaeMble B JaHHOM JOKYMEHTE CIOCOOBI MOYKHO BBINOJHSTH B COYETAHUU C
HATeJbHBIM YCTpOHCTBOM. HarenpHOe yCTpPOHCTBO MOXKHO NPUMEHSTHh M HaOJMIOAEHUsS
OMOMeTpHUeCKUX MM OHOXMMHUYECKHX IIOKa3aHUM B XO[e pexuma JjedeHus. Hampuwmep,
HaTeJIbHOE YCTPONHCTBO MOXKHO IIPUMEHATD ISl KOHTPOJIA 3P (HEeKTUBHOCTH JIeUeHHsI U COAEHCTBUS
OTIpPEJIEJIEHUIO TOTO, CIIey€eT JIU NpekpaTuTh BBeneHue SALP nocne noctuxenus s¢ppekTuBHOCTH
WM TTIOBTOPHO HA4aTh ero, eciu 3(p(HeKTUBHOCTb HE COXPAHSIETCS, OCHOBBIBASCH HA M3MEHEHUH
OMOMETPUYECKUX HIIN OMOXUMHYECKHUX MTOKA3aHUI.

HatenbHoe yCTpONCTBO MpencTaBiseT cOO0H yCTPOHCTBO, CoAepIKallee o MEHbLIEH Mepe
OIWH JaTYUK (HAampumep, OAMH WM HECKOJbKO, Hampumep, 2, 3, 4, 5, 6, 7, 8, 9, 10 unu Gonee
IaTYMKOB) U BBINOJHEHHOE C BO3MOKHOCTBIO HOIICHHUS HA Telle IMOABEPraBIIErocs JEYESHUIO
cyOBeKTa, HapUMep, Ha pyKe, HOre WU TyJIOBHUINE CyObekTa. HarenpHOE yCTpOHCTBO MOXKHO
HOCHUTDb Ha 3arsiCThe CyObekTa. JJaTduK MOXKET MpencTaBisiTh COOOH TFOO0M NaTYMK, U3BECTHBIN
U3 YPOBHS TEXHUKH, U MOXET MpPEACTaBIsATh COOOW, HAampuMep, NaTYUK TOJOXKEHUS WU
IOBW)KEHUS], TAaKOW KakK akcenepoMeTp. B HEKOTOpBIX Cly4asix OOWH WMJIM HECKOJBKO JAaTYHKOB
MOKHO BBIOpaTh W3 TPYIIIbL, COCTOSIIEH W3 JaTYMKAa JBWKEHUS, OaTYMKA OPHEHTALIWH,
aKcenepoMeTpa, THpOCKONa, TaTYUKa Ha OCHOBE MHKpO3JIeKTpoMexanndecknx cucrem (MEMS)
(mampumep, akcenepomerpa Ha ocHoBe MEMS), G-pmatumka, naTyuMKa HAKIOHA, JaTYMKA
BpalleHHsl, JaTYMKAa JaBJCHUS, JaTYMKa TEMIepaTypbl, JaT4iMKa BJIAKHOCTH, JaTYUKa
sanextpomuorpadun (EMG), natunka getekiuu cBeta, Takoro kak aaruuk LiDAR, natunka EIM
U UX KOMOWHALIHH.

HartenbHoe yCTPOWCTBO MOXKET COmEp)KaTh XUMUYECKHH IaTYUK JUISL OIMpPEHeSICHHS
onoxumuueckux onomapkepos (Hanpumep, PPi, PLP, PEA) y cyOnexTa.

HatenbHOe yCTPOWCTBO MOXKET OBITH BBIIIOJHEHO C BO3MOXKHOCTBIO YCTAHOBJICHHUS Ha
HCXOJTHOM YPOBHE pe3yJibTaTa H3MEepPeHHss OMOMETPHUUECKUX MOKAa3aHUH, BEIOPAHHBIX U3 IIArOB,
MOXOJKH, aKTHUBHOCTH, OaJTMCTOKapAuorpadpuu, 4acTOThl CEPIAEYHBbIX COKpAIIeHUH, oObeMa
YacTOThl MyJIbCa, OTHOCHTEJIBHOTO CHCTOJNHMYECKOTO O0BEMa, YaCTOThI JbIXAHMS, BPAILEHUS,
pPaBHOBECHsI, JAaBICHHs, OTHOCUTEIBHOH BIAXKHOCTH, KOMIIO3UI[HOHHOTO COCTaBa TeJa,
TEMIEPaTy Pbl, BDEMEHH MPOXOKIEHHUS UMITYJIbCA, KPOBSIHOTO AAaBJICHUS], Ty JIbCOBOH CaTypaLlH 1
KpOBsHOTrO naBieHus. ONMUCBHIBa€Mble B JTAHHOM MOKYMEHTE NATYUKH W IOKa3aHUsl MOYKHO
NPUMEHSTH AJIs1 HAOJIIOEHHSI OJJTHOTO MJTH HECKOJIBKUX OMOMETPHUUECKUX MOKAa3aHUH, BHIOPAHHBIX

W3 4YMCla 11aroB B JI€Hb, CPEIHEH YacCTOThl CEPACYHBIX COKPAIIECHUMN, HAUBBICUIEH YaCTOThI
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CepAEYHBIX COKPAIIEHHUH, YUCIOBOTO 3HAYEHHSI KOJMUECTBA (PU3NIECKON aKTUBHOCTH, CPEIHETO
KOJINYEeCTBA BPEMEHHM, IPOBEACHHOTO HA PA3JIMYHBIX YPOBHIX AKTHBHOCTH, COOTHOLICHHS
Pa3NIUYHBIX YPOBHEW AKTUBHOCTH, NPOIOJUKUTENIbHOCTH PA3JIMYHBIX YPOBHEH AaKTHUBHOCTH H
IPONOJKUTEIBHOCTH O0IIEro BPEMEHU CHA. Pa3anyHble YPOBHU aKTHBHOCTH MOKHO BBIOPATh U3
MAaJIOTIOABIKHOTO, JIETKOTO, YMEPEHHOTO U HHepruyHOro. IToka3anus MOXXHO U3MEPATH B TEUCHNE
m000ro NpenBapUTEIbHO OMPEIENIEHHOIO KOJMYECTBA BPEMEHHM B XOJAE PEKUMA JICUEHUs,
Hanpumep, 1 aeHp, 2 nus, 3 a8, 4 044, 5 1HeH, 6 nHen, 7 nqHew, 2 Heaeny, 3 Henenu, 4 Heaeny, 2
Mecsia, 3 Mecsia, 4 mecsiua, 5 Mmecsies, 6 mecsueB, 7 MecsieB, 8 Mecsales, 9 mecsues, 10
Mecsies, 11 Mecsies, 12 MecsilieB UK TONbIIE.

HartenbHoe ycTpOWCTBO MOXKET OBITH YacThi0 HaOOpa, KOTOPBIM BKJIIOUAET HATENbHOE
ycTpoiictBo U SALP. HarenbHoe yCTpoONCTBO MOXET BKJIIOUaTh akcenepomerp. HarenpHoe
YCTPONCTBO MOXKET OBITH BBINOJIHEHO C BO3MOXKHOCTBIO HOIIEHHSI Ha 3arsicTbe cyOnekra. Habop
MOJKET JOTMOJIHUTENbHO BKJIIOUATh mepudepuitHoe ycTpoicTBO (Hampumep, cMapThoH).
Iepudepuitnoe ycTpoHCTBO MOKET OBITH BBIIOIHEHO ¢ BO3MOKHOCTBIO 3aITyCKa MPOrPaMMHOIO
NPUIIOKeHUs (HapuMep, MOOMIIBHOTO PUIIOKEHHS ).

HarenpHOE yCTpOMCTBO MOXHO NPHMEHSTh B CIIOCOOe HAOMIOACHUS] PEKUMA JICYEHUSI
nocpenctsoM SALP y cyOpekra myTeM BbISIBICHHMS W3MEHEHHs! [0 MEHBIIEH Mepe OIHOro
(pu3MUECKOro METPUUECKOTO IMOKa3aTeNs Ha OCHOBE OMOMETPUYECKUX TTOKA3aHHH, MOy YEHHBIX C
IIOMOLIIBIO HATENIBHOTO YCTPOHcTBa. bruomerprieckue moka3saHust MOJKHO BBIOPATh U3 KOJINYECTBA
IIaroB B JIeHb, CPEAHEH YacTOThl CEPJEYHBbIX COKpAIUEHUH, HAaUBBICIIEH YaCTOThI CEPACUHBIX
COKpAIEHUH, YUCIOBOrO 3HAUEHHUS KOJIMYeCTBA (PU3NUECKON aKTMBHOCTHU, CPEIHETO KOJIUYECTBA
BPEMEHH, MPOBEACHHOTO HAa pAa3JMYHBIX YPOBHAX AKTHMBHOCTH, COOTHOLICHHS Pa3JIMYHbIX
YPOBHEH  aKTHUBHOCTH, MNPOJO/UKUTENIbHOCTH  PA3JIMYHbIX ~ yYPOBHEH  aKTHUBHOCTH |
MPONOJIKUTEIPHOCTH 00IIEro BpeMEeHU CHa. Pa3IiyHble YPOBHU aKTHBHOCTH MOKHO BBIOpATh U3
MAaJIOTIOABIDKHOTO,  JIETKOTO, YMEPEHHOro W sHepruyHoro. Dmsuueckuii(puzmueckue)
METPUYECKUH(METPHYECKHE) MOKa3aTesb(IIOKa3aTeM) MOKHO KOHTPOJHUPOBATH C TMOMOIIBIO
HATEJIbHOTO YCTPOWCTBA B TEUEHUE MEPUO/Ia, COCTABIISIFOLIETO [0 MEHbINEH Mepe ABE HeIeIH WIN
Oonbine (Hampumep, BO BpeMsi (a3bl jeueHusi, Wid BO Bpemst (a3bl Oe3 JIeUeHuUs, UK BO BpeMsi
obeunx (a3).

B coderaHunm ¢ ONMCHIBAEMBIMH B JaHHOM JOKYMEHTE CIOCOOaMH, CyOBEKT MOXKET
NPUMEHSTh HATEJIBHOE YCTPOHCTBO JIJIsl KOHTPOJISI OTHOTO MIJIM HECKOJIBKHX OMMCAHHBIX B TAHHOM
JIOKyMeHTE OMOMETPUYECKHX TIOKA3aHUH (HalpUMeD, LI1aroB B ICHb, CPEAHEH YaCTOTHI CEPACUHBIX
COKpAIEHUH, YHCIOBOTO 3HAUEHHsI KOJTHYeCTBA (PU3NIECKON aKTHBHOCTH) M MOJKET MPOJOJIKATh
HOCHUTb YCTPOWCTBO B T€YECHHE MPEIBAPHUTEIBHO ONPENEICHHOrO NMepruoa BpEMEHH (HaIpuMeDp,
nBe Henmenw wiu Oonbine). 3ateM CyOBeKT MOKET HadaThb CXEeMy JIeYeHHs! ¢ MOMoubio SALP

(rakoii kak TNALP, wHampumep, caurTelii mnomunentun, coxepxkamuii  SALP, ¢

2
nocnenosatenbHocThio o SEQ ID NO: 1, unu onuchiBaeMblil B JaHHOM JAOKYMEHTE BapHUaHT
MOJIMMIENTHUA, TAKOHN Kak BApUAHT, XapaKTepU3yOLIuiics o MeHbliel Mepe 95% UIeHTHUHOCTbIO
MOCJIEIOBATEIPHOCTH ¢ TochenoBaTebHOCTRIO o SEQ ID NO: 1, Hanpumep, acdoraza anbda)

IJIs1 JICUYEHUs] HapYIISHWs] MUHEpaIu3alud KOCTHON TkaHW, Takoro kak HPP. sALP wmoxHO
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BBOJIUTb BO BpeMs MepBOW (a3bl pekuMa JIeUCHUs, U OMOMETPHUYECKHE TOKa3aHUS MOXKHO
OTCJIE)KUBATH €KETHEBHO C TeueHHeM BpeMeHH. Eciin OnoMeTprudeckre moka3aHus yKa3blBalOT HA
yJIyHILIeHHEe COCTOSTHUSA CYOBbEKTa, TAKOE KaK YBEJIMYSHNE BBIIIE MPEIBAPUTEIHHO ONPENEICHHOTO
nopora (Hampumep, ONpPEAeNeHHOE YHCIO LIAroB B J€Hb WM CPEOHsSI 4acTOTa CEpIAEYHBIX
COKpAIIEHH), MOXKET OBbITh OMNMpPENEeNeHO, YTO JIeUeHUe SIBJsieTcsl Wik Obuio 3()(QEeKTUBHBIM B
OTHOLIEHUH YJyYIIEHWs HWJIA BOCCTAHOBJIEHUS HOPMAJIBHOTO (PU3NYECKOTO COCTOSIHHMS Y
cyOBekTa. 3areM CyOBEKT MOXKET BOUTH B (pasy Oe3 jeueHHs pexuma JIeUeHHs, B KOTOPOH He
BBOAST SALP. CyObekr MoOXxeT mponoJbKaTh HOCUTh HATENbHOE YCTPOMCTBO IS KOHTPOJIS
Onomerpuuecknx mnokasaHud. Ecnm Ouomerpuueckue Moka3aHHs yKa3blBAlOT HAa YXYJLICHHE
COCTOSIHUS CyOBEKTa, TAKOE KaK YMEHbIIEHHE 3HAUCHUS] U3MEPSIEMOT0 METPUIECKOT O ITOKa3aTeNs
(HarpuMep, YMEHbIIEHNE 3HaYeHUsl HIDKE MPEBAPUTEIBHO ONPEAEIEHHOrO Mopora), TO MOXET
OBITH OMpEAEIeHO, YTO CYOBEKT TOJDKEH MOBTOPHO BOMTH B (pa3y JIE€UEHUs PEKUMa JICUeHUs, B
KOTOPOH CHOBA BBOJAT CPEACTBO Tepanuu Ha OCHOBE SALP.

HatenpHOe yCTPOHCTBO MOXET OBITh BBIIOJIHEHO B BHAE CHUCTEMBI, KOTOpas
IOMOJHUTENIBHO BKJIIOYAeT nepudepuiiHoe 3JIeKTPOHHOE YCTPONUCTBO, TAKOE KaK CMapT(OH, WIH
obnaunyto Oa3y naHHbIX. [IOCKOJNBKY AaHHBIE TOCTOSIHHO KOHTPOJHMPYIOTCS M HU3MEPSIOTCS
HATeJIbHbIM YCTPOMCTBOM, JaHHble, COOpaHHBIE YCTPOWCTBOM, MOTYT OBITh NepenaHbl Ha
nepudepuiiHoe yCTPONHCTBO U COXpPaHEHBbI Ha epuepUitHOM yCTpOICTBE M B 00JIaUHOH cpene
1 XpaHeHus1 naHHbIX. [lepudepuiiHoe ycTpoicTBO MOXKET ObITh BBIIOIHEHO C BO3MOXKHOCTBIO
3amycka MPOTrPaMMHOTO TMPHJIOKEHHs (Hampumep, NPUIOKEHUs IJisi cMapTdoHa), KOTopoe
NPEAOCTABNSAET CyOBEKTY HABHTALMOHHYI MH()OPMALMIO C LENbI OTCIICKHBAHMS U3MEHEHUH
(pU3MONOTHUECKUX TIOKa3aHUH CyOBeKTa B XOAe Kypca JiedeHus (Hampumep, YJy4IIeHHE C
TE€4YeHHEM BpeMeHH). JIaHHbIe TaKKe MOTYT ObITh TepeaaHbl TPEThEMY JIULLY, HAPUMED JIeUaIieMy
Bpauy, BBOZSILEMY CPENCTBO Tepanuu Ha ocHOBe SALP, ¢ nienbro KOHTposs mporpecca jeueHus
cyObekTa.

JleueHne nepesioma KOCTH

B HekoTopbIxX BapuaHTax ocyectsieHus crnocoda SALP (takyro kak TNALP, Hanpumep,
cauThi monunentun, coxaepxkamuii SALP, ¢ mocnenosarensrocThio og SEQ ID NO: 1, wnu
ONMCHIBAEMBIM B JaHHOM JOKYMEHT€ BapUaHT [OJIMIENTHAA, TakoH Kak BapHaHT,
XapaxkTepusyroluiicss nmo MeHbied wmepe 95% HOEHTHUYHOCTBIO IOCIEAO0BATENbHOCTU C
nociaenosarebHOCTBIO o SEQ ID NO: 1, manpumep, achorasy anbda) BBOIAT MALHEHTY B
KOJINYECTBE, KOTOPOE SIBJIACTCSl TepameBTUYeCKH 5((EKTUBHBIM [T JIEYEHUS KOCTHBIX
MPOSIBJICHUI HapyLIEHUs MHUHEpalu3aluu KOCTHOM TkaHu, Hanpumep, HPP. Hampumep, y
cyOBEKTa MOTYT OBITh, HAPUMEP, HICKPUBJICHHE TO3BOHOYHUKA, KH(O3, OCTEONOpo3, ocinadieHne
KOCTEeH MO3BOHOYHHUKA, MCTOHYCHHE pedep, poTauusi MO3BOHKOB, 3aKIMHHBAHUE ITO3BOHKOB,
5pO3Usl TIO3BOHKOB, POTALIMOHHAS WM YIJIoBas Ae(opManus MO3BOHOYHUKA, SKTa3usl TBEPHOM
MO3TOBOH OOOJIOUKH, HEMOJHAs MHHEPaTu3alysi KOCTHOH TKaHHU, IOBBIIICHHbIE YPOBHHU
docdostanonamuna (PEA) B kpoBH W/wim MoOde, TUIIOMHHEPATH3ALMS, THIEPKAIbLUYPUS,
HHU3KOPOCIOCTh, AeopMalHsl CKeJleTa, NMepeBaINBAOIIAsICs MMOXO/KA, 0OJb B KOCTSX, MEPEIOM

KOCTH, cJIabOCTh U OTJIOJKEHUE KPUCTAJUIOB TUTHApaTa nupodocdara KaibIusl.
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B HekoTopbIx BapraHTax ocymecTsiieHus cocoda SALP (takyio kak TNALP, Harpumep,
cauThi nonunentun, coxepxkaumii SALP, ¢ mocnenoBatenpHOCTRIO Ton SEQ ID NO: 1 wnnu
BapUAHT MOJUMNENTUAA, XapakTepusyroumiics no menplieir mepe 80%, 85%, 90%, 95%, 97%,
99% min 100% UAEeHTUIHOCTBIO MOCJIENOBATEIFHOCTH C mocaenoBaTeabHOCThIO oa SEQ ID NO:

1

TEPANCBTUYICCKN 3(1)(1)6KTI/IBHI:;IM 1 JICYC€HHA 110 MEHbIIIEH MEpPE OAHOI0 CUMITOMA

, Hampumep, acdoraza anbda) BBOAAT MALUEHTY B KOJUYECTBE, KOTOPOE SIBJISETCS
OUCTPOPUUECKOTO  CKOJIMO3a, HampuMmep CBsi3aHHOrO ¢ Heiipodudbpomarozom  (NF1)
OUCTPOPUIECKOrO CKOJIMO3a, Hampumep, Oojiee KOPOTKMX H Oojiee pe3Kux H3ruOOoB, HeM
HaOJro1aeMble TIPH HEIUCTPOPHUECKOM CKOJIMO3€, MAaTOJIOTMIECKHX U3MEHEHHSX KOCTeH, B TOM
YHciie HCTOHYEHUH pedep, ocnabieHnH KOCTel MO3BOHKOB, 3HAYUTENIbHON POTAIMU TTO3BOHKOB,
3aKJIMHUBAHUM MO3BOHKOB M HPO3UHU ITO3BOHKOB CTUHHOMO3TOBOH JKUAKOCTBIO.

B onnom Bapuante ocymectBienust crocoba SALP (takyro kak TNALP, nampumep,
cauThl nonunentun, coaepxkaumii SALP, ¢ nmocnenoatenpHocThi0 o SEQ ID NO: 1 unu
BAapUaHT MOJHUIENTHA, XapakTepusyoomuiics no MeHeinei mMepe 80%, 85%, 90%, 95%, 97%,
99% unu 100% MOeHTHYHOCTBIO MOCIEA0BATEIBHOCTH C MmocienoBarebHOCThIO oA SEQ ID NO:
1, nampumep, acdoraza anbda) BBOAAT MALMEHTY B KOJMYECTBE, KOTOPOE SIBISIETCS
TepaneBTU4YeCKu d(PQPEKTUBHBIM Ui HMHAYKLMUA pereHepalu KOCTHOW TKaHU. [Ipumepsl
UHIYKLUY pereHepaluyl KOCTHONW TKAaHU BKJIIOUYAIOT JIEYEHUE MepeoMa KOCTH U apTpOJEs,
XUPYPruueckoe CpalleHue IByX CcycTaBoB. Hampumep, maHHBIH Cnoco® NpUMEHMM ISt
obecrieueHHsT CMOHIWIONE3A. XHUPypruuecKash Omepaunuss ¢ LEeJbl0 CIOHAMUIOAE3a MOXKHO
NPUMEHSITh JJIs1 YCTPAHEHUSI TPEHHsI KOCTU O KOCTh M/MJIM BOCCTAHOBJICHUSI KOMITPECCUHU HEPBA,
KOTOpasi BbI3bIBae€T OOJIb U APYTHe€ CHMIITOMBL. XHUPYPrHYECKOe CPALIMBAHUE KOCTHOW TKaHU
TaK>ke MOKHO MPUMEHSITh B OTHOIIEHUH, HAPUMED, TANIbLIEB, JIOJbLKEK U CTYITHEH.

B HekoTOpbIX BapraHTax ocyuecTieHus crocoda SALP (takyro kak TNALP, Hanpumep,
ciauThid nonunentun, coxepskamuii SALP, ¢ mocnenosarensrocThio og SEQ ID NO: 1, wnu
ONMUCBHIBAEMBbI B JAaHHOM JOKYMEHTE BAapUAHT TOJMIIENTHAA, TAKOW KaKk BapHUAHT,
XapaxkTepusyroluiicss 1Mo MeHbiied wmepe 95% HOEHTHMYHOCTBIO IMOCIEAO0BATENbHOCTH C
nociaenosarebHocThi0 o SEQ ID NO: 1, nanpumep, acdoraza anbda) BBOAAT MALHEHTY,
KOTOPBII TIEpEeHeC OPTONMEAMYECKYI0 XUPYPTrHUECKYIO OINepaunur. XUPyprudeckasl Onepanus
MOXET TpeNyCMaTpPHBaTh MPHMEHEHHEe TI0 MeEHbIIeHi Mepe OJHOro WMIUIAHTaTa WIN
METAJUIOKOHCTPYKIUH, YCTAHABJINBAEMBIX B XOJI€ XUPYPrHUECKON Onepaunu. Y ManueHTa MOXeT
OBITh 3200JIEBAaHNE HJTH HAPYIIEHHE WK MOKET ObITh OJJHO MJT HECKOJIBKO CBSI3aHHBIX C KOCTHOH
TKaHBIO COCTOSTHHH, TAKMX KaK MCKPUBJICHHE MO3BOHOYHHKA, KHU(O3, OCTEONOpO3, OCiIadieHne
KOCTEeH MO3BOHOYHHUKA, MCTOHYEHHE pedep, poTauusi MO3BOHKOB, 3aKIMHHBAHUE ITO3BOHKOB,
5pO3usl TIO3BOHKOB, POTALIMOHHAS WM YIJIOBas Ae(opManus MO3BOHOYHUKA, SKTa3usl TBEPHOM
MO3TOBOH OOOJIOUKH, HEMOJHAs MHHEPATu3alysi KOCTHOH TKaHHW, TMOBBIIICHHBIE YPOBHHU
docdostanonamuna (PEA) B kpoBH W/wim MoOdYe, TUIIOMHHEPATH3ALMS, THIEPKAJIbLUYPUS,
HHU3KOPOCIOCTh, AehopMalHsl CKeJleTa, NMepeBaINBAOIIAsICs MOX0/KA, OOJb B KOCTSIX, MEPEIOM
KOCTH, cl1adOCTh W OTJIOXKEHHE KPHCTAIOB aurunapara nupodocdara xanpuus. B HEKOTOPBIX

BapHuaHTax OCYLICCTBJIICHUSA NALIUCHTY yCTaHABJIMBAJINW METAJJIOKOHCTPYKLUKO B KOCTb, KOTOpPas
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He (QyHkuuoHupyer. I[lanmmeHT MOr TepeHeCTH OJHY WM HECKOJBKO OPTOMEAUYECKHUX
XUPYPrUYECKUX Onepanuil (HarpuMep, peBU3NOHHbIE XUPYPrUUECKUe ONepalin), IPU KOTOPBIX
HE yaajachb (1)I/IKC21L[I/I$[ UMILJIaHTATaA. Haan/IMep, NMalUEHT MOXKET UMETb WM MOXET HYXKIATbCS B
YEPCTTHO-JIMIECBOM UMILJIAHTATE, SY6HOM HMIIJIAHTATE, CIIMHHOM UMILJIAHTATE, SaMeHﬂI'OH_Ieﬁ qaCTu
cycTasa JUIsl Ta300€IpEHHOTr0, KOJIEHHOT0, ILIEYeBOr0, O3BOHOYHOTO, JIOKTEBOT'O MU 3AIIICTHOTO
CYyCTaBOB WJIM B MaTepuaje Mg (PUKCALUU KOCTH, TAKOM KaK IBO31b, BUHT, mTU(T, raiika,
CTepkeHb M IuiacTuHa. IlanueHTy Takke MOXKeT TpeOOBaThCsl PEBHU3MOHHAS XUPYpPruyuecKast
onepanus, Mmpu 35TOM HMEIAa MECTO HEyAdda4YHasA YCTAHOBKA YCPCMHO-JIULCBOIO HMILIAHTATA,
3yOHOro NMILTAHTATa, CIMHHOTO MMILIAHTATA, 3aMEHSIOIIeH YaCTH CyCcTaBa JUId Ta300€PEHHOT O,
KOJIEHHOTO, ILJIEU€BOr0, IO3BOHOYHOT'0, JIOKTEBOT'O MJIH 3aIIICTHOTO CyCTaBOB WJIM MaTepHala Jis
¢uKcaunu KOCTH, TAKOTO KaK rBO3/b, BUHT, IITU(T, raiika, CTEP>KEHb U IIACTHHA.

Oproneanueckue XUPyprudeckue ONepanuy, KOTOpble MOTYT TMpeayCcMaTpHUBaTh
NPUMEHEHHE WMILUIAHTATa WIM METAJJIOKOHCTPYKIMH, BKJIIOYAIOT, HAMPUMEP, XUPYPTUYECKUe
olepali Ha KUCTH WMJIM BEPXHEH KOHEUHOCTH, IUIeYe, JIOKTE, CycTaBe (HampuMep, TOTajbHast
PEKOHCTPYKLHs CyCTaBa, HampuUMep, apTPOIUIACTHKA), CTOME, JIOABDKKE, ITO3BOHOYHHUKE,
XUPypruyuecKkas Onepalys, CBS3aHHAas C OHKOJIOTHEH OINMOPHO-ABUraTeIbHOIO —armapaTa,
XHPYpPruyueckast Oneparysi, CBsI3aHHas CO CIOPTUBHBIMH TPABMaMH, XHPYPrHYecKast ONeparus mo
NIOBOZY TPaBMbI U Mp. JIpyrue pacnpoCcTpaHEeHHbIE OPTONEANYECKHE XUPYPrudecKue Onepanny,
KOTOpBbIE MOTYT MpPENyCMaTpPHBaTh IPUMEHEHHE METAJJIOKOHCTPYKUMU WM HMIUIAHTATA,
BKJIIOYAIOT, HAIIPUMEpP, apTPOCKOMHIO KOJIeHa, Tuieya, Oenpa, JOABDKKH, JIOKTS WMJIM 3arsiCThs,
HepesioM ¥ MEHUCKIKTOMHIO, apTPOCKOIHUIO U JEKOMITPECCHIO IJIe4a, OCBOOOKICHHUE 3aMICTHOTO
KaHaJja, apTPOCKOIHIO M XOHAPOIUIACTHKY KOJICHHOT'O CyCTaBa, yIJICHHE OTOPHOIO UMILIAHTATA,
APTPOCKOITHIO KOJIEHHOTO CYyCTaBa M PEKOHCTPYKLHUIO MepeHel KpecTOOOPa3HOH CBA3KH, 3aMEHY
KOJICHHOTO CyCTaBa, BOCCTAHOBJIEHHE IIOCI]IE IEpeioMa Ineiku Oenpa, BOCCTAHOBJIEHHE ITOCIE
aTUMTUYHOTO TiepesoMa Oenpa, BOCCTAHOBJIEHHE IIOCNE BEPTEIbHOrO IepesioMa, AeOpUAMEHT
KOKW/MBILIIBI/KOCTH/TIEPEJIOMa, BOCCTAHOBJICHHE OJHOTO WM O0OOMX MEHHCKOB IOCIHe
apTPOCKONMU  KOJEHHOTO CyCTaBa, 3aMEHy Ta300€ApeHHOro CyCTaBa, apTPOCKOIHIO
Iieya/pe3eKLH0 TUCTAIbHOTO OTAeNa KIFOUHUIbI, BOCCTAHOBJIEHHE CYXOXKHJIHS POTATOPHON
MaH)XeTbl IUIeYa, BOCCTAHOBJIEHHE IIOCJIE IepelioMa JIy4eBOH WJIM JIOKTEBOH (KOCTH),
JIAMUHAKTOMUIO, BOCCTAHOBJICHHE TIOCJIE TMepesioMa JIOABDKKU (JBYJIOABDKEYHOTO THIIA),
APTPOCKONHMIO W JEOpUAMEHT IUleda, CHOHJWIOAE3 MOSICHUYHOIO OTAeNa IO3BOHOYHHKA,
BOCCTAHOBJICHHE TOCIE€ INepejoMa JUCTAJbHOW YacTH JIy4eBOH KOCTH, XHUPYPrHIO
ME’KIO3BOHKOBOI'O [IMCKA B HW)KHEH YaCTHU CIMHBI, PACCEYCHUE CYXOXKMJIBHOTO BJIarajiuiia
naJybla, BOCCTAHOBJICHHE TOCTE TepesioMa JIOAbDKKU (MaoOepLoBOi KOCTH), BOCCTAHOBJICHUE
Hocyie TepesomMa Teja OeJpeHHOI KOCTM M BOCCTAHOBJIEHHE IOCNIE BEPTEIBHOIO MEepesioMa.
[TammeHT, KOTOpBIM TepeHec OOV W3 BBIMICIEPEUHCICHHBIX OPTOMEIUYECKUX MPOLEAYp,
MOKET OBITb NOABEPTHYT JICHCHUIO TTOCPEACTBOM SALP B COOTBETCTBUU C OMNHMCHIBAEMBIMU B
JAHHOM JOKYMEHTE CHoco0aMu ¢ UENbI0 YJYYIICeHUs BOCCTAHOBJIEHUS KOCTHOW TKaHU WU
YIYyHYIICHUA (1)I/IKC21L[I/II/I HUMILTIaHTaTa UJIN METAJIJIOKOHCTPYKIIUHA.

SALP MoHO NPUMEHATD AJI1 BOCCTAHOBJICHUA IIOCJIE TPaBMbI KOCTHOH TKaHW WIIH
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ycTpaHeHus AeekTa KOCTHOM TKaHHU, KOTOPBIE MOTYT BOSHUKHYTh B PE3YJIbTATE XUPYPrUIeCKOM
onepaunu uin 3abonesanus. IloBpexxneHHass win (GparMeHTHPOBAHHAsT KOCTHAs TKaHb MOXKET
OBITH PEKOHCTPYHMPOBAHA C TOMOIIBI0 HMMIUIAHTATa WJIM METAJJIOKOHCTPYKIIMU M JOMOJHEHA
BBesieHueM SALP 1o, BO Bpems miu mocsie XUpyprudeckoil onepanyy Mo MOBOAY YCTPaHEHUs
nedexrta. MMmimaHTaT WM METaJUIOKOHCTPYKIHMS B KoMOMHanuu ¢ BBeneHneM SALP moryt
JOTIOTHUTENBHO O0eCTIeYnBaTh HEOOXOAUMYI0 MEXAHMYECKYIO MONAEPIKKY OCTABLIMXCS YacTed
KOCTHBIX ()parMEeHTOB B MECTE MOBPEXKIEHHUS U OTHOBPEMEHHO MO3BOJIUTH KPOBU U O0Pa3yIOIIUM
KOCTHYIO TKaHb KJI€TKAM M3 COCEJHUX TKaHEH MPOHUKHYTb B MMIUIAHTAT IS YJy4YLIEHUS
pereHepanu. Hanpumep, onucsiBaeMble B JAHHOM JJOKYMEHTE CITOCOOBI MOKHO IPUMEHSATD ISl
ycTpaHeHus: AeeKTOB KOCTHOM TKaHU CBOJA 4epena Iocyie HeMpOXUPYPrUYeCcKUx Onepauuil u
TpaBM, NPH PEKOHCTPYKLMAX KOCTHOTO AHA TJAa3HULBl U KOCTell udemocTu. OnuceiBaeMble B
JAHHOM JOKYMEHTE CIOCOOBI TaKK€ MOXKHO NMPHUMEHSTh B OPTONEANM U NPU XUPYPrHUECKON
Onepalyy TO3BOHOYHMKA, a Takke Npu (pukcauuu (PparMeHTHPOBAHHBIX YacTed KOCTH U
KOCMETHYECKUX XUPYpPrudeckux onepauusx. [Ipu Hanmuuu TpyO4aTeIX KOCTEH, OCIaOIeHHbIX B
clencTBUM 3a00NeBaHMl, WM INPU yTpaTe 4YacTedl KOPTHUKAJIBHOTO BELIECTBA KOCTH MOXHO
NPUMEHATh IMIUIAHTAT JIs1 YKPETJIeHUsI TPYOUaThIX KOCTEH 1 3aKPBITHSI OTBEPCTUH, TI€ yTPAYEHO
KOPTUKAJIBHOE BEILECTBO KOCTU.

SALP MOXHO NpUMEHATh IJIsl BOCCTAHOBJIEHMs ATHIIMYHOIO IMeEpeIoMa, TaKoro Kak
arunuuHbIi nepenom Oenpa (AFF), kotopblii npencTasisier coOOi MONepevHblid IepesioM Tema
Oenpennoii koctu. AFF moxer ObiTb OOyClOBJIEH NpUMEHEHHeM (Hampumep, MJIUTEIbHBIM
npuMeHeHneM) oucdochoHaToB, HaNPUMED, IS JIeUEHHUsT OCTeonopo3a. SALP MOKHO MPUMEHSITh
s neuennst AFF y cyOwekrta (Hampumep, B3pocioro cyobekra) ¢ HPP (mampumep, HPP ¢
HA4aJoM B IeTCKOM Bo3pacTte) win 6e3 HPP. B anbrepHaTiHBHOM BapranTe ocyinecTieHus: SALP
npumMenstioT it iedueHust NF 1 u csizanHHbIX ¢ NF 1 CkeneTHBIX MpOsIBICHHI/OCIOKHEHHH, TAKHX
KaK IUCIUIa3usi OonbinedepioBOi KOCTH, MCEBA0APTPO3, PECTOHYATOCTh TO3BOHKOB, CKOJIMO3 U
npyrue. Jleuenue NF1, ceszanabix ¢ NF1 ckeleTHBIX MPOSIBICHUI/OCIOKHEHHH W/ WA APYTUX
IUJIOXO PEreHepUpPYIOINUX IEepPeJOMOB MOXHO MPOBOAUTH OTAeNbHO OT JjedeHus: AFF unu B
nononHenue k Hemy. SALP (Takyro kak TNALP, HanpuMmep, CIUTBINA MOJTUITENTUI, COAeP KAl
sALP, ¢ mocnenosarenbrocThio o SEQ ID NO: 1, unm onuceiBaeMblil B TaHHOM JOKYMEHTE
BapUAHT TMOJMIENTHAA, TaKOM Kak BapUaHT, XapaKTepU3YIOIIMics Mo MeHblleil mepe 95%
HUIEHTUYHOCTBIO MOCJIEN0BATENbHOCTH ¢ nocheaoBatenbHOCTHIO oA SEQ ID NO: 1, vanpumep,
achoraza anmba) MOKHO BBOIUTH CYOBEKTy, HAmpuUMep, B IO3UPOBKE, COCTABISIOIIEH
npubnusurensHo 6 Mr/kr/mHenens. Benernme SALP MokeT mnpuUBOIUTE K BPEMEHHOMY
TIOBBIIIIEHUIO OJHOTO WJIM HECKOJBKUX METaOOJNTOB WIH OHOMapKepoB (HampuMmep, MapKepoB
OOHOBJIEHHSI KOCTHOHM TKaHH), TAKUX KaK MapaTUPEOHIHbIA rOPMOH, N-TIPOENTH/I TPOKOJUIAreHa
I-ro tuna (PINP), octeokanpumH u menouHasi ¢pocarasa kocraoit Tkanu (BAP). Bpemennoe
MOBBILIEHHUE MOKET COXPAHATHCS B TEUEHHUE N0 MEHBbLIEH Mepe, Hanpumep, | Heaenu, 2 Heaenp, 3
Hezenb, 1 Mecsna, 2 MecsieB, 3 MecsleB, 4 MeCALEB, 5 MeCsIeB WK 6 MeCsLeB WU OOJbIIIE.
ITocne BpeMEHHOTO MOBBIIIEHUS] YPOBEHb OMOMapKepa MOXKET CHOBA CHH3HUTHCS IO MCXOIHOTO

YPOBHSL. TO MOXKET YKa3bIBaTh HA OOHOBJIEHHE KOCTHOU TKaHU U O0JIErYeHNe PeMOAeTNPOBaHUS
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KOCTHOH TKaHHM y cyObekTa. IlepenomM MOMKHO KOHTPOJIMPOBATH HA MPEAMET pereHeparud B
TE€YEeHHE HEKOTOPOro nepuoaa BpeMeHu (Hampumep, 1 Hexenu, 2 Hexenb, 3 Henenb, | Mecsna, 2
MeECSIIEB, 3 MecsLeB, 4 MecsleB, 5 MecsueB win 6 MecsueB win Ooblne), Toka He Oyner
HAOJFOIAThCsT TOCTATOYHAsI PEreHepaunus, NP KOTOPOW MOXKHO 3aBepunTh jedeHue. [locne
3a)KUBJICHUS MEPEJIoMa MOXKHO BBOAWUTH OoJiee HU3KYIO JO3MPOBKY (Hampumep, 3 MI/KI/Henens)
WJIM MOXKHO NPOU3BO/IUTH MEHEE 4acTOe BBEACHME 103 (HAampuMep, BBEJEHHE Pa3 B JIBa MecsLa
WIHN pa3 B MECsL, HApUMep, B JO3UPOBKe, cocTapisitoieit ot 0,5 mr/kr no 50 mr/kr). CyOnekt
MOJKET MPOXOANTh (PU3UOTEPANUIO TIOCHIE JIEYEHUs C LEJIbI0 BO30OHOBJIEHUS HOPMAJIbHBIX
YPOBHEHN aKTUBHOCTH. B HEKOTOPBIX Ciydasx CyOBEKT MOKET NMPOAOIDKATh TEPAINTUIO B TEUECHUE
JUTUTENIPHOTO BPEMEHHU (HarpuMep, MOKU3HEHHO) C LeJIbI0 MUHUMU3ALUHN PeLUIUBa IIeperoMa
WM TOOOYHBIX 3P PEKTOB, CBI3aHHBIX C AHTUTENIAMH K JIEKAPCTBEHHBIM CPENICTBAM.

OmnuceiBaeMble B TAHHOM JJOKYMEHTE CIOCOOBI MOKHO TaK)ke€ MPUMEHSTh B OTHOLIEHHU
KOCTeH C NOHMXEHHBIM KadeCTBOM (HampuMep, MOPaKEHHBIX OCTEONOpPO30M) WM IIpU
PEBU3HOHHBIX ONepanusx (HaIpuMep, UX MOXKHO IPUMEHSTh JIs 3aMEeHbI paHee YCTAHOBIIEHHBIX
ummiantaToB). SALP (takyto kak TNALP, Hanpumep, CauThIi noaunenTun, copepskamuii SALP,
¢ nocnenosatenbHOCTHIO o SEQ ID NO: 1, unu onucsiBaeMblii B JAHHOM JJOKYMEHTE BapUAHT
MOJIUIENTH A, TAKON KaK BAPUAHT, XapaKTEPU3YIOLIUNCS 110 MeHblIeH Mepe 95% NIeHTHUHOCTBIO
NOCJIeIOBATEILHOCTH ¢ TocienoBatenbHocThi0 o SEQ ID NO: 1, Hanpumep, achoTtasa anbda)
MOXXHO TPHMEHSTb, HAIpUMep, TPH OCTEOCHHTe3e MAJsl BHYTPEHHEH cradwimmsanuu w/wim
CpallleHus1 KOCTeH, HampuMep, KOCTel ¢ IepesioMoM (CJIOMAaHHBIX KOCTei), THOO B COYETAHUH C
MEXAaHUYECKUMU CTAOUIM3UPYIOLUMH YCTPOHCTBAMH, TAKUMH KaK METAJUIMYECKHUE TUIACTHHBI,
T THI, CTEPSKHH, WK CITUIBL, JTMOO MO OTAEIbHOCTH.

OnwuceiBaeMble B JAHHOM JIOKYMEHTE CIOCOOBI MOJKHO TaK)K€ MPUMEHSITh IS JICYCHUS
nedexkTa KOCTHOH TKaHU y MAIMEHTa C MEepPeoMOM, MPH KOTOPOM HeoOxomuma kommpeccus. B
yacTHOCTH, SALP MOXHO BBOAMTH BMECTE C MMILJIAHTATOM, KOTOPBIN MOXXHO NPUMEHATH AJis
o0ecrieyeHHst KOMIIPECCHOHHOHN (PUKCALUU Y TTALIUeHTA.

Kocty, xoTOpple MOXHO MOABEPraTh JICYEHHIO B COOTBETCTBHHU C OINHUCBHIBAEMBIMH B
JAHHOM JJOKYMEHTE CIIOCO0aMH, peay CMAaTPUBAIOT, HAIPUMED, MOJICY CTABHOW MepesioM, AeeKT
MO3BOHOYHHUKA WJIM TMO3BOHKA WM NE(PEKT JIy4eBOH KOCTH, JIOKTEBOW KOCTH, MajoOepLOBOH

KOCTH, KJIFOYHUIIbI, TUIEYEBOW KOCTH, Tasza, OeOpeHHOW KOCTH, KOJICHHOW 4YallleyKH,

)
OoJbIIe0epIIOBOI KOCTH, TAPAHHOUM KOCTH, MSITOYHON KOCTH, JIAIEBUIHON KOCTH, KIIMHOBHIHBIX
KOCTEH, TUTFOCHEBBIX KOCTEH, MSICTHBIX KOCTeH, (pasiaHT, TIOMATKY, JIONBLKKH, BEPXHEH WTH HIKHEH
yemocTi. UMITJIaHTaT WM METaJUNTIOKOHCTPYKIIUEO MOKHO Pa3MeCTUTh BONHM3H AedeKkTa KOCTHOU
TKaHHW (HAMpUMeEp, Pa3MeCTUB HMIUIAHTAT TaK, YTOObI OH KOHTAKTHPOBAJI C BHYTPUKOCTHBIM
npocTpaHncTBOM KoctH). SALP (takyro kak TNALP, Hampumep, CIHWTBIH TOJUTMENTH],
conepxartuit SALP, ¢ mocnenoarenpHOCThIO oA SEQ ID NO: 1, rin onucbiBaeMblii B TAHHOM
JOKYMEHTE BAPUAHT TMOJIMIENTH/IAa, TAKOW KaK BapUAHT, XapaKTEPU3YIOIUNUCS IO MEHbBILEH Mepe
95% WAEHTHUYHOCTHIO TOCJIENOBATEIbHOCTH ¢ TocienoBaTenbHOCThIO Tog SEQ ID NO: 1,
Hanpumep, acorasa anbdha) MOKHO BBOIUTH B JTEOOOE BpeMsi 0, BO BPEMsl HIIH MOCIIE BBEICHUS

HMILUTaHTATa WX METAJIJIOKOHCTPYKLIUH. SALP moxkerT ObITb HaHECEHa B BUAEC TOKPBITHUSA Ha
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MMIUIAHTAT WK METAJJIOKOHCTPYKLIHIO.

CriocoObl NeueHust Mo HACTOSIIIEMY HM300PETEHHIO TaKKe NPEeayCMaTpPHBAIOT BEPXHE-
HIDKHEUENIFOCTHYI0 MM YEePeNMHO-JIMLEBYI0 (UKCALMI0, BPEMEHHYIO (HKcauuioo A
BOCCTaHOBJIEHUsI Ae(eKTa KOCTHOW TKaHH IPH MO3TAITHOM PEKOHCTPYKLHH, CYCTaBHYI WU
IUIeYEBYIO (puKcaLuio, (PUKCALHMIO HAIKOJIEHHUKA WK (PUKCALIMIO T03BOHOUHMKA. Hanpumep, npu
XUPYPrU4ecKuX OlNepalusXx Ha MO3BOHOYHMKE HMIUIAHTAT MOXHO TIIOMECTHTb B HOXKY,
MIPUMEHATb AJI 3asKOPUBAHUS MEXIIO3BOHOYHOI'O YCTPOMCTBA, NPUMEHATh AJIsl 3aIKOPUBAHUS
IJIACTUH JJIs1 CIOHAWJIONE3a U 3aMeHbl crielicepa, MPUMEHATb B MOPAKEHHBIX OCTEONOPO30M
MO3BOHKAX WJIM PAa3MECTHTh BOJM3HM OCTHUCTBIX OTPOCTKOB COCEOHMX MO3BOHKOB. MeTox Takke
MOJKET TpeyCMaTpUBaTh YCTAHOBKY CTEPIKHs, ITU(TA, IBO3Is, CETKU MJIM KOCTHOH IJIACTUHBI
BONMM3U nedexra KocTHON TKaHU. SALP MOXHO BBOAMTH B JIF0OOM MOMEHT BPEMEHH /10, BO BpPEMs
WY TIOCJIe XUpyprudeckoii oneparuu. SALP MoxeT ObITh HaHECEHA B BUZE MTOKPBITUS Ha JIFOOOH
UMIUTAHTAT WIH JIIOOYI0 METAJUIOKOHCTPYKIHUIO.

KoHnkpernble nedexkTbl KOCTHONW TKaHH, KOTOPbIE MOXKHO TIIOJIBEPraTh JIEUEHUIO C
NPUMEHEHHEM OITHCHIBAEMBIX B JAHHOM JOKYMEHTE CIOCOOOB, BKIIOYAIOT, HATIPHUMEp, JHOOYIO
obnactb ¢ AeUIMTOM KOCTHOH TKaHH, TAKyK KaK MyCTOTA, INENb, BbIEMKAa WM JAPYroe
HapyLIeHUe LEeJOCTHOCTH KOCTHOW TKaHU. JlehekT KOCTHOI TKaHM MOXeT ObITh 00yCIIOBIIEH,
HarpuMmep, 3a00IeBaHIEeM WM TPaBMOH. VIMIUIaHTAThI MITH METAJUIOKOHCTPY KLIHSI, OIIIChIBAEMBbIE
B JAHHOM JOKYMEHTE, MOKHO NPUMEHSATb, HAaNpUMEp, NPU YCTPAaHEHUHM NapOJOHTAIbHBIX
neexkToB, B UEPENMHO-JHLIEBONH WM YeNIOCTHO-THMLEBOH XUPYPrHM WM PEKOHCTPYKLUH, B
KOCMETHYECKOH XHMPYpPruW, B XUPYPrHMU KUCTH, TpPH PEKOHCTPYKLUUH CYCTaBOB, TIpU
BOCCTAHOBJIEHUM TIOCJIE IEpesioMa, MPU OPTOMEIUYECKUX XUPYPrUYeCcKUX IMpoLenypax U Mpu
cnoHawiozaese. MMmanTaTel Takke MOXHO TMPUMEHSTh, HalpuUMep, MPU OCTEOCHHTE3E IS
BHYTpPEHHEH craOwin3auuu WWIM CpPaLIeHUsT KOCTEH, Hampumep, KOCTeH C MepeoMoM
(CIIOMaHHBIX KOCTEH), TMOO B COYETAHUH C IPYTUMHU MEXaHUYECKHMH yCTPOUCTBAMH, TAKIMH KaK
Iai0bl, METAJUINYECKHE IUIACTUHBI, ITU(THI, CTEPKHH, WM CIHLBL, JHOO MO OTAEIBHOCTH.
Hanpumep, MMIIaHTaThl MOKHO TPUMEHSTH C IIAiOoi s obecrnedeHuss KOMIPECCUOHHOM
¢ukcanuu negeKToB KOCTHOM TKaHM M TNEPEIOMOB KOCTH. B 4acTHOCTH, NaHHBIE CIIOCOOBI
NPUMEHUMBI U JieueHHUs] NeeKTOB WM Pa3JIOMOB KPYIMHBIX KocTel. Heorpanmuuparoiue
NPUMEPBI TIEPEIOMOB KOCTH BKIIFOYAKOT, HAMpPHUMEpP, CTAOMJIbHBIE MEPEIOMBL, IONEpPEeYHbIe
NepesIoOMbl, KOCbIE IEPeIOMbl, CIHpaJIbHbIE MEPEIOMbl, OCKOJbYAThle MEPEIOMbl U OTKPBIThIE
NepesoMbl U IMepesioMbl co cMelleHueM. MumocTpaTuBHbBIE KPYITHbIE KOCTH, KOTOpPbIE MOTYT
notpeboBaTh GUKCALUN TIEPEIOMa, BKITFOYAIOT, HAMTPUMEp, OEAPEHHYI0 KOCTh, O0TbIIe0epLIOBYIO
KOCTb, MaJJOOEpLOBYI0 KOCTh, IUIEYEBYIO KOCTb, JIOKTEBYIO KOCTb, JIYYEBYIO KOCTb, pedpa,
O€3bIMSHHYIO KOCTh (Ta30BYIO KOCTb) U IPyAMHY. B cilyuae ka)moil U3 JaHHBIX XHUPYPTHYECKHX
onepaiuii SALP MOXHO BBOOUTH B JIFOOOW MOMEHT BPEMEHH IO, BO BpeMs WU TMOCIe
XUPYPru4eCcKoi ONnepaLuy.

Xupypruieckoe BMemaTeJibCTBO

Beenenne sALP (takyro kak TNALP, Hanpumep, CIUTBIA MOJUIENTHA, COAEPIKAIIUN

sALP, ¢ mnocnepoBarenbHocTht0 moxg SEQ ID NO: 1 wnm BapuaHT TOJNUIMENTHUIA,
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XapaxkTepusyroluiicss mo MeHbiied wmepe 95% HAEHTHUYHOCTBIO MOCIEAOBATENbHOCTU C
nociaenosareabHoCcThIO oA SEQ ID NO: 1, Hanpumep, acdorasza anbda) B 10OOM U3 paCKPHITHIX
CHOCOOOB MOJKET MPOUCXOOUTh B COYETAHHHM C (PU3NYECKHM BMEIIATENbCTBOM, HAIPUMED,
XUPYPrUYECKUM BMEIIATENbCTBOM. XUPYPrHYECKOE BMEIIATEIbCTBO MOKHO PUMEHSATD B ClTydae
apTpozesa, yIaJIeHUs] KOCTH, YCTAHOBKM MaTepHajia KOCTHOrO TPAHCIUIAHTATAa WJIM BIPABJICHUS
CJIOMaHHOM KOCTH. XHPYpPruueckoe BMEINATENbCTBO MOXET MNpeayCcMaTpUBaTh NPUMEHEHHE
MHCTPYMEHTOB (HampuMep, UMIUIAHTALUI0 METAJUIOKOHCTPYKLUH, TAKOH KaK BHHTBI, CTEPIKHH,
IUIACTHHBI M METAJUTMUECKHe Kapkachl) Ui OOJerdeHus CpallMBaHUS KOCTHOH TKaHM.
XUpypruueckoe BMEIaTeIbCTBO MOXKET BKJIIOYATh TPAAHIMOHHYIO OTKPBITYIO XHPYPIHIO, TAKYIO
KaK OTKpBITasi XUPyprudeckasi ornepauys Ha [Iee WIM OTKPBITasi XUPyprudeckas onepanus Ha
CIHMHE, MUHUMAJIbHO HHBA3UBHYIO XUPYPTIUYECKYIO ONEPALNIO WIIN X KOMOMHALIUIO.

Hlenounas ¢pocdaraza

Acdoraza anbda mpencramisier coOOM CaUThI monunentun yenoBedeckoir TNALP
(hTNALP; SEQ ID NO: 1) cnutsrii nonunentua. B yactHocTh, achorasy ansda (SEQ ID NO: 1)
MOHO 3()(EKTHBHO NMPUMEHSTD ISl JJIEYSHHUS TI0 MEHbLIEH Mepe OAHOTO CUMIITOMA Hapy LICHUsI
MUHEpaIN3aluu KOCTHON TKaHy, Takoro kak HPP.

VuutbiBass ONMCBIBAEMblE B JAHHOM JOKYMEHTE Ppe3YyJbTaThbl, CIIOCOOBI JICUEHUS He
OrpaHUYeHbl BBEJEHHEM KOHKpPETHOW wienoyHoi ¢ocdaraser (ALP) mnm nmocnenoBareabHOCTH
HYKJIEMHOBOW KHCIOTHI, komupyromeii ALP. Illenounsle ¢ocdarasbl OXBATHIBAIOT TPYIITY
(bepMEeHTOB, KOTOPbIE KaTATU3UPYIOT OTIIerIeHne pochaTHoro pparmeHTa (Harpumep, TUAPOIIU3
nupodocdara, PP1). CymecTByeT 4eTbipe H3BECTHBIX 30 epMeHTa 1menouHoi pocdarassl (ALP)
MJIEKOTUTAIOMNX. TKaHeHecnenuduieckas menodHas (ocdaraza (TNALP; momonHUTENBHO
OMKCaHa HUXKe), TulaleHTapHas menodHas ¢ocdaraza (PLALP) (Hampumep, HOMepa IOCTyIa
P0O5187, NP 112603 u NP_001623), smOpuoHanpHas mesnodHas pocdarasa (GALP) (Hanpumep,
HOoMep noctyna P10696) u kummeuHas menovnas pocdarasa (IALP) (Hanpumep, HOMepa 1ocTymna
P09923 u NP _001622). B nononHeHne Kk WutrocTpaTuBHBIM ALP, paccMaTpuBaeMbIM B JaHHOM
JIOKYMEHTE, B PACKPBITOM B JAHHOM JIOKYMEHTE CIIOCO0€ MOKHO PUMEHSITh JIFOOOH MOJUNENTHN,
XapaKTEPU3YIOIIMNACS UACHTUYHON HIIM CXOXKEH CTPYKTYpPOH KaTaJIMTHYECKOTO IIEHTpa W/WIH
(epmeHTaTUBHOM akTHBHOCTHIO ALP (Hampumep, B kauecte SALP mim ciurtoro monunenTtuaa,
comepxamero SALP, kak ompeneneHo B JaHHOM JAOKyMeHTe). KOHBIOTaThl JJisi TOCTAaBKU B
KOCTHYIO TKaHb, BKJrodaromue SALP, nonoaauTenbHO onucansl B myonukanusix coriaacio PCT
NeNe: WO 2005/103263 u WO 2008/138131.

K TNALP, xoTtopple MOXHO MPUMEHSITb B COOTBETCTBHH C OMHCAHHBIMH B JaHHOM
IOKyMeHTe crioco0amu, oTHocsTcs, Harpumep, TNALP genoseka (Homepa noctyna NP_ 000469,
AAI10910, AAH90861, AAH66116, AAH21289 u AAI26166), TNALP makaka-pe3yca (Homep
noctyrna XP 01109717), TNALP kpsicel (Homep noctyna NP_037191), TNALP cobaku (Homep
noctyna AAF64516), TNALP cunbu (Homep nmoctyma AANG6G4273), meimu (HOMEp IOCTyTa
NP_031457), TNALP xopossl (Homep noctyma NP 789828, NP 776412, AAM 8209 u
AAC33858) u TNALP xowmku (Homep noctyna NP_001036028). B wacraoctu, TNALP moxer

NPEACTaBIATh cOO0l pekomMOMHaHTHYIO uenoBedeckyto TNALP (manmpumep, SEQ ID NO: 1,
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acdorazy anbda, Hanpumep, mareHtel CIIIA NeNe 7763712 m 7960529), nmpumeHseMyro B
pPackpeITOM B JaHHOM JHokyMeHTe crmocode. TNALP Takke MOKET MNPEACTaBISATb COOOMU
NOCJIEIOBATEIbHOCTh, KOTOpasi TMPOSIBJIIET 10 MEHbLIeH Mepe npubmusurensHo 95%
UIGHTUYHOCTh C  TOJIMNENTUAHONH  IIOCNIENOBATENbHOCTRIO  HJIM  TOCJIEAOBATENIbHOCTHIO
HYKJIEMHOBOM KHCJIOTBI BbIIIEYOMAHYTbIX TNALP.

Pacmeopumsie wenounvie pocghamaszor

K ALP, xoTOpyt0O MOXXHO MPUMEHATH B ONHCBHIBAEMBIX B TAHHOM JOKYMEHTE CIIOCO0ax,
OTHOCATCSI paCTBOPHMbIe (HANpuMep, BHEKJIETOYHbIE WM HE CBS3aHHbIE C MEMOpPaHOi) popMbl
0001 U3 ONMMCHIBAEMBIX B JAHHOM JJOKYMEHTE LIeN0YHBIX pochaTtas. SALP MokeT mpeacTaBisTh
co0oli, Hampumep, pacTBOPUMYIO (popMy ueroBedecKOl TKaHeHecnenu(puyeckol IenouHON
docparaszer (quenoseyeckoiit TNALP (hTNALP)). CriocoObl He orpanndeHbl KOHKpeTHOH SALP u
MOryT mpeaycmarpuBarh 1o0Oyr0 SALP, koropas (HU3HMOJIOrM4YecKH aKkTHBHA, HAINpUMeEp, B
otHoweHnu ocdostanonamuna (PEA), neopranndeckoro nupodocdara (PP1) u nupunokcab-
5'-pocara (PLP). B uwactHoctr, SALP oOnamaer xkataauTHYeCKOH CIOCOOHOCTBIO YJydYINaTh
MHHEPAJIU3ALHIIO CKEJIETHON CTPYKTYPBI B KOCTSIX. CrOCOOBI IOMOIHUTENBHO MPEAYCMATPUBAIOT
HYKJIEMHOBBbIE KHCJIOTBI, KOIUPYIOILIME OIMHUCBIBAEMble B JAaHHOM A0KyMmeHTe SALP, kortopbie
MOXKHO NIPUMEHATH B OIUCHIBAEMOM B IaHHOM JOKYMEHTe criocode.

TNALP npencrasisier coboit MeMOpaHOCBA3aHHBII O€JIOK, 3asIKOPEHHBIH MINKOIUITHIHON
¢dynkimoHanpHON enquumiel Ha C-koHe (Swiss-Prot, POS186). JlaHHBIH TTHKOJUIHIHBIN SIKOPb
(GPI) nobGaBnsieTcst Ha MOCTTPAHCISIIMOHHOM 3Tare mnocie yaaneHus: ruapodobHoro C-koHIa,
KOTOPBIH CIYKUT KaK B Ka4eCTBE BPEMEHHOI'O MEMOPAHHOTO SIKOPS, TAK U B KaYECTBE CHUTHAJNA
s nodasnennss GPI. B 1o Bpemsi kak GPI-sikopp pacmonioskeH B KJIETOYHOH MeMOpaHe,
ocranbHbie yactu TNALP Haxomstcs BHe kieTku. B uactHoctH, TNALP (Hampumep,
yesnoBeueckyto TNALP (hTNALP)) MOXXHO KOHCTPYHUpPOBaTh METOIAMH WHIKEHEPUH TaK, YTOOBI
3aMEHHUTh TIEPBYI0 aMHUHOKHCIOTY TuaApodoOHOoN C-KOHIEBOM MOC/IeI0BATEILHOCTH (aJIAHUH)
CTOMN-KOJJOHOM, T€M CaMbIM TMOJIy4asi CKOHCTPYHUpPOBaHHy Meronamu uxxenepruu hTNALP,
KOTOpasi COJEPKUT BCE aMUHOKHCIIOTHBIE OCTATKH MPUPOAHOH 3asikopeHHol (popmbr TNALP u
0e3 memOpannoro GPI-skopst. CrienuanucTy B JaHHOW OOJNIACTH TEXHHWKH OyIEeT MOHSITHO, YTO
nonoxenue Memopannoro GPI-skopsi Oyner BappupoBath B pasHbix ALP 1 MOXeT BKIIFOYATS,
Hanpumep, nocnennue 10, 12, 14, 16, 18, 20, 21, 22, 23, 24, 25, 26, 27, 28, 29, 30, 32, 34, 36, 38,
40, 45, 50 unu 60JIbIIe AMUHOKUCIOTHBIX OCTATKOB Ha C-KOHIle nojunentuaa. PekoMOuHaHTHAs
sSTNALP wMoxer BiIOuaTh, Hampumep, amMuHOKUCIOTHI 1-502 (18-502 mpu cekperwmn),
amMuHOKUCIIOTHI 1-501 (18-501 mpu cexpenmu), amuHokucHoTEl 1-504 (18-504 mpu cexpeuun),
aMUHOKUCIIOTHI 1-505 (18-505 mpu cexpernun) minn aMUHOKUCIOTH 1-502. Takum obpasom, C-
KOHel npupoaHoit ALP MoskeT ObITh YKOPOYEH C yIAJICHHEM ONPEAETICHHbIX aMUHOKHCIIOT Oe3
BJIMSIHUSL HA aKTUBHOCTH ALP.

ITomumo C-xonHuesoro GPI-sxopsi, TNALP Takxke COAEpP>KUT MOCJIENOBATENbHOCTh N-
KOHIIEBOTO CHTHAJIBHOTO TMenTHAA. N-KOHIEBOW CHTHAJBHBIM TENTHI MPHCYTCTBYET Ha
CHHTE3MPOBAHHOM O€JIKe B XO/I€ €ro CHHTe3a, Ho otuieruisiercss oT TNALP nmocne Tpancnokaunn

B ER. SALP BKJIIOHUAIOT KaK CeKpeTHpyeMble (T. €. He nMeromire N-KOHILEBOro CUTHAA), TaK U He
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cekperupyemble (T. €. umeromue N-KOHLIEBOW curHain) ux (opmbl. Cnenuanucty B JaHHOH
00JacTé TEXHUKH OyJIeT MOHSATHO, YTO IMOJIOKeHHEe N-KOHIIEBOTO CHTHAJIBHOTO IMenTuaa Oyaer
BapbHUPOBATh B PA3HBIX MIEJOYHBIX (ocdaTazax U MOKET BKIIOUYATh, HApUMeED, niepsbie S, 8, 10,
11,12, 13, 14, 15, 16, 17, 18, 19, 20, 21, 22, 23, 24, 25, 27, 30 wnu 00jbIllle aMUHOKHCIOTHBIX
octaTkoB Ha N-koHIe mnonunentyaa. CnenuaiucT B JAaHHOW OOJNACTH TEXHUKU CMOXKET
CIPOrHO3UPOBAaTh IOJOXKEHHE y4YacTKa OTIIEIUIEHUs] CUTHAJbHOM IOCJIEN0BAaTEIbHOCTH,
HanpuMep, ¢ MOMOIIBIO COOTBETCTBYIOIIEr0 KOMIIBIOTEPHOIO aJIFOPUTMA, TAKOTO KaK ONMCAHHbIN
B Bendtsen et al. (/. Mol. Biol. 340(4):783-795, 2004) u nocTynHbIl Ha BeO-caliTe MO CChUIKE:
www.cbs.dtu.dk/services/SignalP/.

Crocobbl  Takke  MOKHO  BBINOJHATH € TNPUMEHEHHEM  KOHCEHCYCHBIX
nocaenosareiabHocTell SALP, mojy4eHHBIX U3 BHEKJIETOYHOro aoMeHa uzopepmeHtoB ALP
(manpumep, TNALP, PALP, GCALP, TALP u T px). Takum o0pa3oM, MO aHaJOTHH C
paccmaTtpuBaemoii Bbime STNALP B HacTosimem M300peTeHHH TaKKe MPEIyCMOTPEHBI IpyrHe
n30(epMeHTbl pacTBOPUMON 4yenoBeuecko ALP, T. e 0e3 CHUrHaJIbHOrO NENTHIA,
MPEANOYTUTENBHO COneprKalle BHeKJIeTouHblld goMeH ALP. sALP Takke BKIOYAKOT
NOJIMIIENITU/AHBIE  MOCJIEAOBATEIbHOCTYH, YAOBJIETBOPSIONIME TpeOOBAaHUAM KOHCEHCYCHOM
NIOCJIEIOBATEIBHOCTH, ~IOJYYeHHOH W3 BHEKJeTo4Horo pomeHa ALP  wusodepmeHTOB
yenoBeueckoii ALP u opronoros TNALP mnekonuraromux (4enoBeka, MbILIH, KPBICHI, KOPOBHI,
KOIIKM M COOaKM), WM KOHCEHCYCHOH IOCIIeOBATENbHOCTH, MOJYYEHHOH M3 BHEKJIETOYHOIO
nomena ALP tonbko oprosnoroB TNALP miexkonuTaromux (d4eaoBeka, MbIIIH, KPbIChI, KOPOBHI,
KOIIKU U cobaku). SALP Takke BKJIIOYAIOT TaKue, KOTOPbIE YIOBJIETBOPSIOT TPeOOBAHUSM
CXOJKUX KOHCEHCYCHBIX TOCJIEAOBATEIbHOCTEH, IMOJNYUYEHHBIX M3 Pa3IMYHBbIX KOMOWHALIMI
naHHbIXx optonoroB TNALP wmu u3odpepmentoB udenoBedeckoid ALP. Takue kOHCEHCyCHBbIE
NOCJIeIOBATEIbHOCTU NPUBEAEHbI, Hanpumep, B WO 2008/138131.

SALP mo Hacrosimemy croco0y MOIyT BKJIIOYaTh HE TOJBKO IOCHIEIOBATENbHOCTD
OMHMCAaHHBIX Bbile SALP nukoro Tuma, HO U JEOOOH MOJUMENTHI, XapaKTePU3YIOLIUICS IO
meHbineit mepe 50% (Hanpumep, 55%, 60%, 65%, 70%, 75%, 80%, 85%, 86%, 87%, 88%, 89%,
90%, 91%, 92%, 93%, 94%, 95%, 96%, 97%, 98%, 99% wunu OoJbIlIe) UIECHTHYHOCTHIO
NOCJIEIOBATEIbHOCTH C JAHHBIMHU IIEJIOYHBIMU (pocdaTazamu (HarpuMep, CIUTHIN MOJUIETTH],
conepxamuit SALP, ¢ mocnenoBarensrocThiO IO SEQ ID NO: 1 mnm BapuaHT NmoJUMENnTHUA,
XapaxkTepusyroluiicss mo MeHbiied wmepe 95% HOEHTHUYHOCTBIO IMOCIEAO0BATENbHOCTU C
nociaenosareibHocThiO0 o SEQ ID NO: 1, Hanpumep, acdoTtasza anpda). [Ipumeps MmyTarmid,
KOTOpbIE MOJKHO BBECTH B rocyieioBatenbHOCTh ALP, onmcansl B myOnukanuu mateHta CIIA Ne
2013/0323244. sALP Heobsi3aTeIbHO MOKET OBITh TITUKO3WJIUPOBAHA TIO JIFOOOMY MOIXOSIIEMY
OTHOMY WM HECKOJbKMM aMHHOKHUCIOTHBIM ocTtatkaM. Kpome Toro, sALP moxer
XapaKTepU30BaThCs MO MeHbInel mepe 50% (Hanpumep, 55%, 60%, 65%, 70%, 75%, 80%, 81%,
82%, 83%, 84%, 85%, 86%, 87%, 88%, 89%, 90%, 91%, 92%, 93%, 94%, 95%, 96%, 97%, 98%,
99% wnu OoJblle) MAEHTHYHOCTBIO IMOCIENOBATENBHOCTH C JIFOOOH M3 ONMMCAHHBIX B JAHHOM
nokymente SALP (takoif kak TNALP, Hanpumep, ciauthlii nonunentun, coaepkammii SALP, ¢

nocnenosatenabHocThIO oA SEQ ID NO: 1 nnu BapuaHT nonunenTuaa, XapakTepusyoLuiics no
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MeHbInen Mepe 95% MAEHTHYHOCTBIO TTOCJIEOBATENPHOCTH C MOCIeN0BaTeIbHOCTRIO o SEQ ID
NO: 1, nanpumep, acdorasa anbda). SALP moxer conepskats 1, 2,3, 4,5, 6,7, 8,9, 10 unu 6onee
no0aByieHUH, Menenuii Win 3aMeH OTHOCHTENBHO JIF0O0OH M3 ONMUCAHHBIX B JJAHHOM JIOKYMEHTE
SALP (takoii kxak TNALP, Hanpumep, CIOUTBIi moaunentun, copepxkammii SALP, ¢
nocnenosateabHOCTIO oA SEQ ID NO: 1 nnu BapuaHT nonunenTuaa, XapakTepusyoLuics no
MeHbl1el Mepe 95% MAEHTUUHOCTBIO TTOCJIE0BATENbHOCTH C MOCeN0BaTeIbHOCTHIO o SEQ ID
NO: 1, nanpumep, acotasa anbda).

Cnumoie nonunenmuosi, cooepoicauyue SALP

Jlrobast u3 sALP (takass kak TNALP, Hampumep, CIHUTBIN MOJUIMENTHI, COAEP KaIUi
sALP, c¢ mnocnenoBarenbHocThio mox SEQ ID NO: 1 wunam BapuaHT NOJUNENTUIA,
XapakTepu3yrluiicss Mo MeHbled wMepe 95% MAEHTHUYHOCTBIO MOCJIEAOBATENbHOCTU C
nociaenosateabHOCThIO 1o SEQ ID NO: 1, Hanpumep, acorasa anbda), THHKEPHI, crieficepsl
(manpumep, Fc-obnactu) u (QyHKIMOHANBHBIE €IUHHLBL, OOECTIEUMBAIOINNE HALEIMBAHUE HA
KOCTHYIO TKaHb, ONMUCAHHBIE B JAHHOM JIOKYMEHTE, MOIyT ObITh OOBEJUHEHBI B CIUTOM
MOJIMNIENTHUIE, KOTOPBIH BKIIIOUAET CTPYKTYpbl Z-SALP-Y-cnelicep-X-Wn-V, Z-Wn-X-cneiicep-
Y-sALP-V, Z-sALP-Y-Wn-X-cneiicep-V u Z-Wn-X-sALP-Y-cneiicep-V. B uacTHOCTH,
CTPYKTypa CIIUTOTO MOJUMNeNnTuaa, cogepxainero SALP, moxkeT npencrasisatb codoi Z-sALP-Y-
cneticep-X-Wn-V unu Z-Wn-X-cneiicep-Y-sALP-V. sALP B ciurom nonunentuae SALP mosxer
IpenCTaBIsTh cOO0I noaHopasmepHyo ALP miu ¢pyHkponansHable pparmMeHTsl ALP, Takue kak
pacTBOpUMBIN BHEKJIETOYHbIH JOMeH ALP, kak OnMcaHO B JaHHOM JOKYMeHTe (Harpumep,
TNALP, PALP, GCALP u IALP).

Jro6oe m3 X, Y, Z u V w/unu creiicep MOTyT OTCYTCTBOBATh, HJIH MOXET OTCYTCTBOBATh
JIMHKEPHast 00J1aCTh, BKIFOYAKOIIAasi aMUHOKUCIIOTHYO MTOCJIE0BATEIbHOCTh IO MEHBLICH Mepe U3
onHol amMuHOkuciIoTel. Hampumep, X, Y, Z u V MOryT npeacrasisiTb COOOH IUNENTHIHYIO
NOCJIEIOBATEIBHOCTD (HATpUMeEp, JICHLUH-TM3UH HJIM acTlaparuHOBasi KHCIOTA-U30JICHLINH),
TAKyI0 KaK JMHKEP U3 ABYX OCTATKOB B MOJIOKEHUH Y (Hampumep, JCHIUH-TU3UH) WU JIHHKEP U3
IBYX OCTAaTKOB B MOJIOKeHHH X (HampuUMep, acraparvHOBasi KUCJIOTa-u3ojeinuH). Hampumep,
CIUTBIE TOJUMeNnTUAbl, conepxkamue SALP, morytr wumets ctpykrypy hTNALP-Fc-D10
(HampuMep, CHMUTBHIA TMOMUNenTua, coaepxamuii SALP, BKIOUAOIMA aMHUHOKHUCIOTHYIO
nocnenosatenbHocTh oA SEQ ID NO: 1 unu BapuaHT NOIUNENTHAA, XapaKTepU3yIOLIUICs 1o
MeHbInel Mepe 95% UACHTHYHOCTBIO TTOCJIEIOBATEPHOCTH C MOCIeN0BaTeIbHOCTHIO o SEQ ID
NO: 1, Hanpumep, achoTtasa anbda).

JluakepHast oOMacTb MOXKET MUMeETh JIOOYIO MOCJIEeNOBATENbHOCTh U JJIMHY, KOTOpBIE
no3BoJBIIOT SALP ocTaBaThCst OMONOrHYeCKH aKTHBHOM, HAIIPUMEp, HE IMEThb MPOCTPAHCTBEHHBIX
3aTpyaHeHuil. HnmocTpaTuBHBIE 3HAuY€HUs JIMHBI JIMHKEpA COCTaBsAOT oT 1 go 200
AMHHOKHCJIOTHBIX OCTaTKOB, Hampumep, 1-5, 6-10, 11-15, 16-20, 21-25, 26-30, 31-35, 36-40, 41-
45, 46-50, 51-55, 56-60, 61-65, 66-70, 71-75, 76-80, 81-85, 86-90, 91-95, 96-100, 101-110, 111-
120, 121-130, 131-140, 141-150, 151-160, 161-170, 171-180, 181-190 wumum 191-200
AMHHOKHCJIOTHBIX OCTaTKOB. Hanpumep, TMHKEpHI BKIIOYAIOT THOKHE YaCTH, HapuMep, 00IacTu

0e3 3HaYNTEIbHON (PUKCUPOBAHHON BTOPUYHOMN MITH TPETUYHOHU CTPYKTYPBI, WIIK COCTOSIT U3 HUX.
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HNnmocTpaTUBHBIMU THOKMMH JIMHKEPAMH SIBJITFOTCSL OOraThle TJIMLMHOM JIMHKEPBI, HAIPUMED,
conepxairie no Menbinein mepe 50%, 60%, 65%, 70%, 75%, 80%, 85%, 90%, 95% wunu naxe
100% ocraTkoB raunuHa. JIMHKEpbI Takke€ MOTYT COJEpKaTbh, HAIpUMEp, OCTAaTKU cepuHa. B
HEKOTOPBIX ClIy4assXx aMUHOKHCJIOTHAsl MOCJIEeN0BATENbHOCTh JIMHKEPOB COCTOUT TOJBKO W3
OCTaTKOB INIMLIMHA U cepuHa. JInHKep HeoOsA3aTeNbHO MOKET ObITh MIMKO3WIMPOBAH MO JI0OOMY
NOAXOAALIEMYy OAHOMY WJIM HECKOJbKMM AaMHMHOKUCJIOTHBIM oOcTaTkaM. JlomonHuTenbHO,
ONMUCBHIBAEMBbI B JAHHOM JOKYMEHTE JIMHKEp MOXKET BKIKYaTh JIHOOYI0  JIPyryio
MOCJIEIOBATEIPHOCTD WM (DParMeHT, MNPUCOSAUHEHHbIH KOBAJEHTHOW WJIM HEKOBaJCHTHOMN
CBsI3b10. JIMHKEP Tak)Ke MOKET OTCYTCTBOBATh, €ciu crelicep (Harmpumep, Fc-obnacts) u sALP
CJINTBI BMECTE HANPSAMY0, 0€3 MPOMEKY TOYHBIX OCTATKOB.

IIpumeHuMmbIe crieiicepbl BKIKOYAOT O€3 OrpaHWYeHHUs MOJUMENTUABI, copepskamue Fe-
obnacte. Hanmpumep, SALP MoskeT npenctaBisiTe COOOH CIMTHIN MOMUNenTHn, coaepxamuii Fe-
obnacte wuMMyHornoOynmHa Ha N-koHumeBoM wunn C-KOHIIEBOM JnoMeHe. Mornekyna
UMMYHOTJIOOYJINHA UMEET CTPYKTYpPY, XOPOLIO H3BECTHYIO B AaHHOH obmacté TexHuku. OHa
npenycmarpuBaeTt ase jierkue uenu (~23 k/la kaxxnas) u nse Tspkenbie uenu (~50-70 k/a kaxnas),
COEIMHEHHBbIE MEXKLENOYeYHbIMH  AUCYJIb(QUIHBIME  CBS3IMH. MMMyHOrJI00yJIUHBI  JIETKO
pacCIIEIUIAIOTCS MPOTEOJUTUYECKH (Hampumep, IyTeM paclueruieHus namanHoMm) Ha Fab
(comepskamue serkyto uernb U qomensl VH u CH1 tspxenoit uenu) u Fc (comeprkainue 1OMeHbI
CH2 u CH3 Ttspxenoli nenu BMeCTe C NMPUIIETAIOUIMMHU TTOCIEN0BATENbHOCTSIMN). [IpuMeHnmble
Fc-pparmenTsl, KOTOpbIe OMHCAaHBI B JaHHOM JOKYMEHTe, BKIOUaroT Fc-pparmeHTt mroboit
MOJIEKYJIbl MMMy HOTJIOOyJIHA, B ToM uncie IgG, IgM, IgA, IgD unum IgE, a Takke uxX pasiu4HbIX
noakiaccos (Hanpumep, IgG-1, IgG-2, 1gG-3, IgG-4, IgA-1, IgA-2) oT 1000T0 MIEKOMUTAIOIIETO
(manpumep, yenoseka). Hanpumep, Fe-pparment npeacrasisier coboii uenoseveckuii IgG-1. Fe-
(bparMeHTBbI MOTYT coaep:kaTh, Harpumep, nomenbl CH2 u CH3 Tspkenoii uenu u moOyro 4acTh
mapHUpHOH obnactu. Fc-o0nacte Heo0s3aTeNnbHO MOKET ObITh MIMKO3WIMPOBAHHON MO JTFOOOMY
MOIXOAAIIEMYy OJHOMY MJIM HECKOJbKHUM aMHHOKHUCIOTHBIM OCTaTKaM, KOTOpbI€ W3BECTHBI
CIieaIuCTaM B JAHHOW OOJaCTH TeXHUKHW. B cnurhie mojumentumisl, comepskamue SALP,
ONHUCBHIBAEMBIC B JAHHOM JOKyMeHTEe, Hampumep, onucanHbie B WO 2005/007809, moryT ObITh
BKJIFOYEHbl CKOHCTPYHpPOBAHHBIE, HANpUMep, HE BCTpedarouiuecs B npupope Fc-obmactu.
OmnwuceiBaeMblil B JaHHOM HOKyMeHTe Fc-(hparMeHT MOXKeT XapakTepru30BaThCsl HaMuueM 1, 2, 3,
4,5,6,7,8,9,10,11, 12,13, 14, 15, 16, 17, 18, 19, 20, 25, 30, 35, 40, 50 unu Sonee nobGasneHuii,
AeNenrii Wi 3aMEeH OTHOCHTENBbHO JoOoro mu3 Fc-pparMeHTOB, ONHMCAHHBIX B JIaHHOM
JIOKYMEHTE.

Wn Moxer mnpencraBisTh co0OH (YHKIHOHAJIBHYIO EOMHULYY, OOECTICUHBAIOIIYIO
HalleJIMBaHUe Ha KOCTHYIO TKaHb, HAIIPUMEp, XapaKTEPHU3YIOIIYIOCS PSAOM IOCIEN0BaTEIbHbIX
ocratkoB acnaprtara (D) wu rmyramara (E), npu stom n=1-50, Hanpumep, n=3-30, Hanipumep, S5-
15, nanpumep, 1, 2,3,4,5,6,7,8,9, 10, 11, 12, 13, 14, 15, 16, 17, 18, 19, 20, 21, 22 , 23, 24, 25,
26, 27, 28, 29, 30, 31, 32, 33, 34, 35, 36, 36, 38, 39, 40, 41, 42, 43, 44, 45, 46, 47, 48, 49 unu 50.
@DyHKUMOHANBbHAS €OUHNLA, OOECTeYMBArOINasl HALENIMBAHHE HAa KOCTHYIO TKaHb, €CJIU OHA

NPUCYTCTBYET, MOXKET OBITh pa3MeLIeHa B IFOOOM MECTE CIIUTOrO MOJIUIENTHAA, HarIpuMep, Ha N-
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KOHIe niti C-KOHIIE WK PsIIOM C HUM W/WJIH B JIMHKEpHOI oOnacti. Hanpumep, pyHKIIMOHaNbHAS
enuHuIa, oOecrieunBaroIas HaleJNBaHHEe Ha KOCTHYIO TKaHb, MOXET MPUCYTCTBOBaTh Ha C-
KOHLIE CJIUTOrO noaunentuaa, coaepxainero SALP. SALP u ciuTele NonunenTHAbl TaKXKe MOTYT
OBITh MHUIIEHB! (PYHKLINOHAIBHON €TUHNLIBI, O0ECTIEYNBAOIIEH HALIEINBAHNE HA KOCTHYIO TKaHb.

JIOTOSTHUTEIbHBIE AMHHOKHCIOTHBIE OCTATKM MOXKHO BBECTH B IMOJHIENTHI B
COOTBETCTBUU CO CTpaTeruedl KJIOHUPOBAHUS, MPUMEHSEMOM Ui TMOJY4YEHUs CIUTBIX
nojunentuoB. Hampumep, NOMOMHUTENbHBIE AMHUHOKHCIIOTHBIE OCTAaTKH HE O0€CHEeuHBaIOT
Hanuuue pononHutenbHoro GPI-3askopuBaroimiero cursana, NOANEPKUBas MOJNMUIENTUA B
pactBopumoii popme. bonee Toro, moOble Takue AONMOJHHUTEIbHbIE AMUHOKHCIOTHBIE OCTATKU
IpU BKJIOUEHHH B TOJIMIENTHZ IO JAHHBIM CIIOCO0aM He OOEeCTeYMBAIOT HAJIUYME ydacTKa
OTLIEIUICHUs] JJIs1 SHAOINPOTEea3 KIETKU-XO35iMHA. BeposSTHOCTh TOro, YTO CKOHCTPYHpPOBaHHAas
NOCJIEIOBATEIbHOCTh  OyJeT  paclieIuieHa OSHAONPOTea3aMU  KIETKU-XO35IMHA,  MOXKHO
CIPOTHO3MPOBATH TaK, Kak onucaHo, Hanpumep, y Ikezawa (Biol. Pharm. Bull. 25:409-417,2002).

Cnurele nonunenTtunsl, copepxamue SALP (takue xax TNALP, nHanpumep, ciauThii
nonunentun, coaepxkamuii SALP, ¢ mocnenosarensHocThio mox SEQ ID NO: 1 wnu BapuaHT
MOJIUTMIENTHIA,  XapaKTepU3YIOIMiCs 1O  MeHbled  Mepe  95%  MOEHTHYHOCTBHIO
NOCJIeIOBATEILHOCTH ¢ TIocienoBatenbHocThi0 o SEQ ID NO: 1, Hanpumep, achoTtasa anbda)
MOTyT OBbITh aCCOLIMMPOBAHbI B AMMEpbI WM TeTpamepbl. Hampumep, nBa moHOoMepa SALP-Fc
MOTYT OBITh KOBAJEHTHO CBSI3aHbI ABYMsI IOHUCYJb(MHUIHBIMH CBSI3SMH, PACIIOJIOKEHHBIMU B
HIapHUPHBIX 00nacTsax Fc-pparMeHToB. JIOMOMHUTENBHO, CIUTHIA MOJUMENTHA, COAEPIKAIIU
SALP (nmanmpumep, SALP wnu cautelii monunentun, coxepxkamuii SALP), moxer ObITh
IVIMKO3UJIMPOBAH WM MErHJINPOBaH.

Lonyuenue Hyx1euHo8IX KUCIOM U NOIUNENMUOOE

Hyxneunossie kucnotel, kopupytomue SALP (takue kak TNALP, Hanpumep, CIUTHIHI
nonunentun, compepxkamuii SALP, ¢ mocnenosarensHocThio moa SEQ ID NO: 1 wnu BapuaHT
MOJIMMENTHIA,  XaPaKTePU3YIOIMICS MO  MeHblued  Mmepe  95%  HMOEHTUYHOCTHIO
MOCJIEOBATEPHOCTH ¢ nocnenoBarenbHocTh0 oa SEQ ID NO: 1, nanpumep, acdorasa anbha),
MOKHO TIOJIYyYUTh JIFOOBIM HW3BECTHBIM U3 YPOBHS TEXHHKH crnocoboM. Kak mpasmio,
HYKJIEMHOBYIO KHCJIOTY, KOAHPYIOINYIO TpeOyeMblli CIUTBIA TMOJHIENTHL, MOJY4YarT C
NPUMEHEHUEM CIOCOOOB MOJIEKYJSIPHOTO KJIOHHPOBAHUS U OOBIYHO NMOMELIAI0T B BEKTOP, TAKOH
KaK IUTa3MUZA WIH BUPYC. BEKTOp MpUMEHSIOT aiisi TpaHC(HOpMAIMH HYKJIEHHOBOW KHCJIOTON
KJIETKU-X031HA, MOAXOASINEeNH s 3KCIPECCUM CIUTOro MOJUIenTuaa. PernpeseHTaTuBHbBIE
crocoObl packpbIThl, Hanpumep, B Maniatis et al. (Cold Springs Harbor Laboratory, 1989). B
Ka4eCTBE MOIXOMSIINX KIJIETOK-X035€B MOYXKHO NPUMEHSTh KJIETKH MHOTHX THIIOB, XOTS
NPEATIOUYTUTENIbHBIMU ~ SIBJISIFOTCS.  KJIETKH  MJICKOITUTAIOIIUX, TMOCKOJIBKY OHU  CIIOCOOHBI
o0ecrieunBaTh COOTBETCTBYIOIIHE MMOCTTPAHCIIIUOHHBIE Moaudukanuu. Kinerku-xo3sesa MoryT
BKJIFOYATbh, HAPUMEP, KJIETKY simuHUKa kutaiickoro xomsiuka (CHO), knerky L, knerky C127,
knetky 3713, knerky BHK, knerky COS-7 wnu nmroOble qpyrue MOIXOAsIIUe KIETKU-XO035IEBa,
U3BECTHBIE U3 YPOBHs TeXHUKU. Hanpumep, KiieTKa-X035MH MPENCTaBIISET COOOH KIETKY STHIHUKA

kurarickoro xomsiuka (CHO) (manmpumep, xkinerky CHO-DG44).
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SALP (takume xak TNALP, nHanpumep, cnuTblii mojumenTn, copepxkamuii SALP, c
nocnenosatenabHocThIO oA SEQ ID NO: 1 nnu BapuaHT nonunenTuaa, XapakTepusyoLuiics no
MeHblIel Mepe 95% MAEHTHYHOCTHIO TTOCJIE0BATENbHOCTH C MOCIeN0BaTeIbHOCTRIO o SEQ ID
NO: 1, nanpumep, acdorasza ajabdha) MOKHO MOJYUUTb B JIFOOBIX YCIOBUSIX, MOIXOMSIIHNX IS
3¢ pexTuBHON 3KCIpeccHy MOMUNENTHIA, MPEACTaBIsIomero coboir SALP, B KileTke-XO3sIHE.
Takme ycnoBus TpPeAyCMAaTPUBAIOT COOTBETCTBYIOIIUII BBIOOp Cpenabl, MOJYYEHHOH C
HCTIOJIb30BAHUEM TAKMX KOMIIOHEHTOB, Kak Oydep, Oukapoonar w/mnu HEPES, nonsl, Takue xak
xjopun, ¢ocdat, KaJablHid, HATPHUHA, KaJIUi, MATHHUH, JKeJIe30, UCTOYHUKU yTJIepoaa, TaKHe Kak
NPOCThIE Caxapa, AMMHOKHCIIOTHI, TOTEHIUAIBHO JIUMUIBI, HYKJI€OTHIbI, BATAMUHBI U (PaKTOPHI
pOCTa, Takue KaK MHCYJIMH, CTaHAApTHbIE KOMMEPUECKU AOCTYIIHBbIE CPEIbl, TaKue Kak ajbpa-
MEM, DMEM, F12 Xsma u IMDM, ¢ nobasnenuem 2-4 MM L-riytamuna u 5% 3mMOpuoHanbHON
ObIubeli CHIBOPOTKH, CTAHIAPTHBIE KOMMEPUYECKH JOCTYITHBIE Cpebl 0€3 )KMBOTHOTO OeNka, Takue
kak Hyclone™ SFM4CHO, Sigma CHO DHFR-, Cambrex POWER™ CHO CD c¢ no6aBnenuem
2-4 MM L-rnyramuna. [laHHble cpeabl HEOOXOAMMO NOJTy4YaTh 0€3 THMUINHA, THIIOKCAHTHHA U L-
TJIMLMHA U1 TIONAEPKaHHUs CeJIEKTMBHOTO JaBJIEHUs], oOecrednBasi CTaOMIIbHYIO 3KCIIPECCHIO
OeKOBOrO MPOIYKTA.

Jleuenne nanuenta nocpeacrsom sALP

ITarment, xoropomy BBOAST SALP, Moxer ObiTh mo0Ooro Bo3pacta. B HekoTOphIX
KOHKPETHBIX BApPHAHTaX OCYLIECTBJICHUSI CYOBEKT MOXKET OBITh B3POCIBIM BO3PACTOM CTaplIe
npubnusurensHo 18 gner. IlamueHT MOXeT cTpagaTh MO MEHbLIEH Mepe OIHUM CHMIITOMOM
HapylLleHUs MUHEpaIu3aluu KOCTHOM TkaHH, Takoro kak HPP. IlanueHT mMoXxeT HyXaaTbCs B
WHJIy[IUPOBAHHOW pereHepaluy H/WId MUHEepaJIu3alui KOCTHOW TKaHW. Hampumep, manueHt
MOXKET CTpajaTh OAHUM WJIM HECKOJNbKHUMH IepeOMaMU KOCTH WM IICEBIOMNEepPEIOMaMU.
[TanineHT MOXKET XapaKTepHU30BaThCS IJIOXUM MBILIEYHBIM TOHYCOM WJIH T'MIIOTOHUEH U MOXET
UMETh TPYIHOCTH €KETHEBHBIX IEHCTBUSX, TAKOH KaK CHIEHHE, CTOsiHUE Win xoaes0a. ITaruent
MOJKET MpPEACTABISTh COOOW MaLMeHTa, y KOTOporo He Obuia amarHocruposaHa HPP w/wmm
KOTOPBIN HUKOIZIA HE MOJy4al CPEeACTBO Tepanuu Ha OCHOBE SALP.

BBeaeHue u 103MpOBKa

B mobOoM U3 pacKphIThIX CMOCOOOB MAIIMEHTY MOXHO BBOAHTH JIFOOOE KOJUYECTBO
(dbapManeBTHUECKONH KOMIO3UIUH (HAmpuMep, BKIOUaromed SALP win CIuThId MOJUNIENTH],
conepskamuiit SALP, Takoit kak TNALP, Hanpumep, MOMHUIEeNTHA, MpeAcTaBstomuii codoit SALP,
¢ nocnegosarenbHocThi0 oA SEQ ID NO: 1 nnu onuceiBaeMblil B JAHHOM JJOKYMEHTE BapUaHT
MOJIMMENTHUIA, TAKONH Kak BapHaHT, XapakTepusyrouiuiics nmo Menbiieil mepe 80%, 85%, 90%,
95%, 97%, 99% unu 100% UIeHTUIHOCTHIO TTOCIEN0BATEILHOCTH C IMOCIEN0BATENIbHOCTHIO TION
SEQ ID NO: 1, Hanpumep, acotasa anbda). lo3upoBku OyayT 3aBUCETh OT MHOTUX (akTOpOB,
B TOM 4HCIIe criocoba BBEACHUS M BO3pacTa manueHTa. Kak mpaBuiio, KOJHMYECTBO KOMITO3HIIUU
(manpumep, SALP wmm crnutoro monumnenTunaa, comepskamero SALP, takoro kak TNALP,
HanpuMep, MOJUNENTH I, NpeacTasisirouii codoit SALP, ¢ mocienoBatenbrocThi0 mox SEQ 1D
NO: 1 unu BapuaHT NOJUINENTHAA, XaPAKTEPU3YIOLIUICS 110 MeHbIIeH Mepe 95% UAEHTUYHOCTBIO

MOCJIeIOBATEIFHOCTH ¢ nocsenoBarenbHocTh0 oa SEQ ID NO: 1, nanpumep, acdorasa anbha),
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cozepKaleecst B OMHOKPATHOH f103e, OyAeT MpencTaBiIsaTh COOOH KOMMUeCTBO, 3¢ (HeKTUBHOE A
JICUCHUsS] OIKCHIBAEMOTO B JAHHOM JOKYMEHTE IMalueHTa 0e3 WHAYKUHHA 3HAYHTETbHOU
TOKCUYHOCTH.

Hamnpumep, B mobom u3 packpsiTeix criocodos SALP (takyro xak TNALP, nanpumep,
MOJIUTIENITH T, peacTapisitonuii codoit SALP, ¢ mocnenosatensHocThio o SEQ ID NO: 1 wnu
BApUAHT MOJUMIENTHUA, XapaKTepU3YIOIIMHCA MO MeHbleil Mepe 95% HAEHTHUYHOCTHIO
MOCJIeIOBATEILHOCTH ¢ nocsienoBarenbHoCTh0 oa SEQ ID NO: 1, nanpumep, acdorasa anbha),
OMKCHIBAEMYIO B JTAHHOM JIOKYMEHTE, MOXXHO BBOIUTH MAIMEHTy B WHIWBHIAYAJIbHBIX 103X,
BapbUPYIOLINX B quanasoHe, Hanpumep, ot 0,01 mr/kr o 500 mr/kr (Hampumep, ot 0,05 Mr/kr 1o
500 mr/kr, ot 0,1 mr/kr go 20 mr/kr, ot 5 mr/kr o S00 mr/kr, ot 0,1 mr/kr go 100 mr/kr, ot 10
Mmr/kr 1o 100 mr/kr, ot 0,1 mr/kr no 50 mr/kr, ot 0,5 Mr/kr no 25 mr/kr, ot 1,0 mr/kr go 10 mr/kr,
ot 1,5 mr/kr o 5 mr/kr winu ot 2,0 mr/kr o 3,0 mMr/kr, HanpuMep, npuoOau3uTeNbHO 2,1 Mr/kr, 2,2
mr/kr, 2,3 mr/kr, 2,4 mr/kr, 2,5 mr/kr, 2,6 mr/kr, 2,7 mr/kr, 2,8 mr/kr, 2,9 mr/kr, 3,0 mr/kr, 3,1
mr/kr, 3,2 mr/kr, 3,3 mr/kr, 3,4 mr/kr, 3,5 mr/kr, 3,6 mr/kr, 3,7 mr/kr, 3,8 mr/kr, 3,9 mr/kr, 4,0
mr/kr) win ot 1 MKr/kr 1o 1000 Mkr/kr (Hanpumep, npuOIM3UTENbHO OT 5 MKI/KT 10 1000 MKI/KT,
ot 1 Mkr/kr 10 750 Mkr/kr, ot 5 Mkr/kr 10 750 Mkr/kr, ot 10 Mkr/kr go 750 Mkr/kr, ot 1 MKI/Kr
10 500 MKkr/kr, oT 5 MKI/KT 110 500 MKr/kT, OT 10 MKr/kr 10 500 MKr/kr, oT 1 MKI/kr 10 100 MKI/KT,
ot 5 Mkr/kr go 100 Mkr/kr, ot 10 Mxr/kr g0 100 Mxr/kr, ot 1 MKI/KT 10 50 MKI/KT, OT 5 MKI/KT 10
50 mkr/kr win ot 10 Mkr/kr 10 50 Mxr/kr). JIroOyr0 U3 BbIIIEYKa3aHHBIX 103 MOXKHO BBOAHMTH OTMH
pa3 B neHb. JIFoOy0 U3 BbIIIEYKa3aHHBIX 103 MOKHO BBOJIUTh OJIMH Pa3 B HENEJIO.

HUnmocrpatusnbie 10361 SALP BrimtowaroT, Hanpumep, 0,01, 0,05, 0,1, 0,5, 1, 2, 2.5, 5, 10,
20, 25, 50, 100, 125, 150, 200, 250 unu 500 mr/kr; wum 1, 2, 2,5, 5, 10, 20, 25, 50, 100, 125, 150,
200, 250, 500, 750, 900 munm 1000 mkr/kr. JJis BCeX MO3MPOBOK MJIM JUATA30HOB, YKAa3aHHBIX B
JAHHOM JTOKYMEHTE, TEPMUH "MPUOIU3UTETHHO" MOKHO MPUMEHSTD JIJIT MOIU(DUKAIIMH TaHHBIX
n0o3upoBOoK Ha +10% OT yka3aHHBIX 3HAYEHUW WM TMpEeNebHbIX 3HAYEHWM AuanasoHa. B
YaCTHOCTH, Kommosuuuu (Hampumep, Bkirouaromue SALP (takyro kak TNALP, nHampumep,
MOJIUTIENITHT, peacTapistonuii codoit SALP, ¢ mocnenosatenbHocThio moa SEQ ID NO: 1 winu
BApUAHT MOJUMIENTHUIA, XapaKTepU3YyIIUUics MO MeHbliell Mepe 95% HAEHTHYHOCTBHIO
MOCJIEOBATEIPHOCTH ¢ TocsienoBareapbHoCThIO o SEQ ID NO: 1, Hanpumep, acdorasa anbda))
B COOTBETCTBUU C HACTOSIIIUM U300pETEHHEM MOXKHO BBOAUTH MALIUEHTY B 033X, BAPbUPYIOIINX
B auanazoHe oT npubnmsurenbHo 0,001 mr/kr/mens mno mpubmusutensHo 500 Mr/Kr/meHs, oT
npubnusutensHo 0,01 mr/kr/aens no npudnusurenasHo 100 MI/Kr/neHp win oT NpUOIH3UTEIBEHO
0,01 mr/kr/menp no npudnmsurensHo 20 mr/kr/nenb. Hanpumep, komno3unuu Ha ocHoBe SALP
(rakoii kak TNALP, Hampumep, TMONUNENTHA, MpeACTaBIsIOIMNA coboir  SALP, ¢
nocnenosateabHocThIO oA SEQ ID NO: 1 nnu BapuaHT nonunenTuaa, XapakTepu3yoLuiics no
MeHbInel Mepe 95% UAEHTHYHOCTHIO TTOCJIE0BATENbHOCTH C MOCIeN0BaTeIbHOCTHIO o SEQ ID
NO: 1, nanpumep, achorasa angbda) MONKHO BBOAWTH MALMEHTY pa3 B HENETIO B JO3UPOBKE,
BapbUPYIOLIEH B Juama3oHe, Hampumep, OT npudbmusurensHo 0,5 wMr/kr/Hemens nao
npubnusurensHo 140 wmr/kr/Henmens, Hampumep, oT mnpudmmsurensHo 0,8 Mr/kr/menmens no

npubnusnuTensHo SO MI/KI/HEAeNs WK OT MPUONIU3UTENBHO 1 MI/KI/Henems 10 NpUOIH3UTEIbHO
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10 mr/kr/nenens (HanpuMep, NPUOIU3UTENBHO 3, WK MPUOIUZUTENBHO O, HITH TPUOTU3UTENBHO
9 wr/kr/Henens). B wactHocTH, SALP (takyro kak TNALP, nHanpumep, nojumentun,
npencrasisromui codoir SALP, ¢ mocnenosarensHOocThIO TIo SEQ ID NO: 1 mnm Bapuast
NOJNUMENTUA,  XapakTepusyloomuiics 1o  MeHbumed  Mepe  95%  MAEHTHUYHOCTBHIO
MOCJIEIOBATEIPHOCTH ¢ TocienoBaTenbHOCThIO o SEQ ID NO: 1, nHanpumep, acdorasa anbda)
MOKHO BBOJUTH B JO3MPOBKE, COCTABJSIIOIIEH 2 MI/KI TpH pa3a B Henmenro (oOmas mosa
npuOIM3uTEeNIbHO 6 MI/KI/Henensi), 1 Mr/kr mecTsb pa3 B Hexelro (o01mast 1o3a NpUOIH3UTENBHO 6
MI/KI/Henenst), 3 MI/KT TpH pasa B Hexenro (oOmiast no3a 9 mr/kr/Henens), 0,5 Mr/kr Tpu pasa B
Hepemo (oOmast goza 1,5 mr/kr/menmens) unu 9,3 Mr/kr Tpu pasa B Hemeno (oOmast nosa
npubmm3uTenbHo 28 wmr/kr/Henensi). Jlo3upoBka Oyner amanTupoBaHa JieHalluM BpauoM B
COOTBETCTBUHM C OOIIENpPUHATBIMU (PAaKTOpaMH, TAKUMHU KakK, HallpuMep, CTENeHb HApYyIICHUsS
MUHEpaNn3aluil KOCTHOM TKaHM, Takas Kak NOTPeOHOCTh B pereHepaliyl KOCTHOW TKaHU, U
Pa3NIUYHBIMY NapaMeTpaMH MalueHTa.

Jlo3upoBku (hapmMareBTHUECKUX KOMNO3uMuid, Bkirovarommx SALP (takue xak TNALP,
HarpuMep, MOJHUMENTH I, NpeacTaBstomuii coboit SALP, ¢ nocnenosarenbrocThio ox SEQ ID
NO: 1 unu BapuaHT NOJIUNENTHA, XaPAKTEPU3YIOLIUICS 1O MeHbIel Mepe 95% UIeHTUYHOCTBIO
NOCJIeIOBATEIBHOCTH C nocienoBarenbHoCThio o SEQ ID NO: 1, Hanpumep, acdoTasa anbda),
MO>KHO TPEIOCTABIISTh COMIACHO PEXKUMaM C BBEEHHUEM JJO3UPOBKH 32 OJJUH WJIK HECKOJIBKO pas.
J103bI MO’KHO BBOJIUTB, HAIlpUMeEp, pa3 B 4ac, pa3 B JBa 4aca, pa3 B JIeHb, pa3a B J1Ba JI€Hb, /1BA
pas3a B HEZEJNII0, TPU pa3a B HEEJNI0, YEThIPEe pa3a B HEAEJNIO, MATh Pa3 B HEAEJIO, IIeCTh pa3 B
HENeso, pa3 B HENENI0, pa3 B JIBE HENENH, pa3 B MECSI, pa3 B JIBa MeCsla WIH pa3 B TOI.
AJBTEpPHATUBHO, O3Bl MOKHO BBOAMTB, HATIPUMED, N1BA pa3a, TPU pasa, YeTbIpe pasa, IsaTh pas,
LIECTh Pas3, CeMb pas, BOCEMb pas3, AeBiTh pa3, 10 pas, 11 pa3 unu 12 pa3 B newb. B yactHOCTH,
PEKUM BBEIEHUs 103 MPeayCMaTpHBaET BBEICHUE TPHU pa3a B HeAeNro. JIUTenbHOCTh pexuMa
BBEJICHUS 103 MOXKET COCTaBJIsATh, Hanpumep, 1,2, 3,4,5,6,7,8,9, 10, 11, 12, 13, 14, 15, 16, 17,
18, 19, 20, 21, 22, 23, 24, 25, 26, 27, 28, 29 unu 30 gHe, HeAeNb WK MeCs1eB. PekuM BBeIeHUS
703 MOXXHO HayaTh 10, BO BpeMsi WJHM MOcie (PU3NUECKOrO BMELIATEIbCTBA, TAKOTO Kak
XUPYPrudeCcKoe BMemaTenbCcTBO. KoamuecTBo, 4acTOTy M MPOAOJDKUTENIbHOCTD IpHUeMa 103 Oy et
aNanTUPOBATh JIEYAIU Bpady B COOTBETCTBHU C OOIIENIPUHATHIMU (PAaKTOPAMH, TAKHUMHU Kak
CTENEHb HAPYLICHHUsI MUHEPAJIN3AL[UH KOCTHOH TKaHU U Pa3JINYHbIE TAPAMETPHI MALHECHTA.

Hanpumep, sSALP wmm cnurbiii nonunentun, conepkamuii SALP (Takyro kak TNALP,
HampuMep, MOJUNENTH I, MpeacTaBisirouii codoit SALP, ¢ nocienoBatenbrocThiO mox SEQ ID
NO: 1 unu BapuaHT NOJUINENTHAA, XaPAKTEPU3YIOLIUICS 110 MeHbIIeH Mepe 95% UAeHTUYHOCTHIO
MOCJIEIOBATEIPHOCTH ¢ TochenoBaTenbHOCTRIO o SEQ ID NO: 1, Hanpumep, acdorasa anbda)
MO>KHO COCTAaBHTb B BHJI€ PACTBOPA JJIsl HHBbEKIIMH, KOTOPBIN MpPEACTaBIsieT cOO0H Mpo3payuHbIi
BOJIHBIN PacTBOP OT OECIIBETHOTO 110 cyierka skenroro usera, pH 7,4. sALP (takyro xak TNALP,
HanpuMep, MOJUNENTH I, peacTaBisirouii codoit SALP, ¢ mocienoBatenbrocThiO mox SEQ 1D
NO: 1 unu BapuaHT NOJUINENTHAA, XaPAKTEPU3YIOLIUICS 110 MeHbIIeH Mepe 95% UAeHTUYHOCTHIO
MOCJIEIOBATEIPHOCTH ¢ TochenoBaTebHOCTRIO o SEQ ID NO: 1, Hanpumep, acdoraza anbda)

MOKHO COCTaBHUTh B KOHIeHTpanuu, Hanpumep, 12 mr/0,3 mu, 18 mr/0,45 mn, 28 mr/0,7 mu, 40
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mr/1 mn uau 80 mr/0,8 ma. B 4acTHOCTH, KOMITO3MIIMKO MOKHO COCTaBUTH B Buae 40 mr/mi
pacTBOpa IJIsl MHBEKIHMH, B KOTOPOM KaXKAbIii M pacTtBopa copepxut 40 mr sALP (mampumep,
Kaxnplid ¢rakoH coxepxkut 0,3 mu pactBopa u 12 mr sALP (40 mr/mu), kaxnabiid ¢iaakoH
conepxut 0,45 mn pacteopa u 18 mr sALP (40 mr/mm), kaxnbii ¢uakon comepxur 0,7 min
pactBopa u 28 mr sALP (40 mr/mi), ninu kaxabiiil ¢piaakon comepxxut 1,0 mu pactBopa u 40 mr
achorazel ampda (40 wmr/mm)). SALP (takyro kak TNALP, nHampumep, NOJUNENTH],
npencrasisromuii codoir SALP, ¢ mocnenosarensrocThio mog SEQ ID NO: 1 wnu Bapuast
NOJNMMNENTUA,  XapakTepusyloomuiics 1o  MeHbued  Mepe  95%  MOEHTHYHOCTBIO
MOCJIEIOBATEIPHOCTH ¢ TocienoBaTebHOCTRIO o SEQ ID NO: 1, nHanpumep, acdorasa anbda)
MO>KHO COCTAaBHTb B BHJI€ PAcTBOpa AJIsI MHBEKLMH ¢ KoHLeHTpauued 100 mr/mi, B KOTOpOM
Kaxnbii 1 mu pacteopa copepxut 100 mr sALP wnu nmonunenTtuzia, NpeAcTaBIsIIOIEro coooi
SALP (manpumep, xaxapiii puakon conepxxut 0,8 mu pactBopa u 80 mr acdortase! ansga (100
MI/MIT)).

Hanpumep, pexomennoBanHast posupoBka SALP (rakoit kak TNALP, nHampumep,
NOJMIIENTU A, IpeacTaBstomuii codboit SALP, ¢ nocnenosarensHocThio o SEQ ID NO: 1 wn
BApUAHT TIOJMIIENTHA, XapaKTepUsyoLuiics mo MeHblled Mepe 95% UAEHTHYHOCTBIO
NOCJIeIOBATEILHOCTH ¢ TIocienoBatenbHocThi0 o SEQ ID NO: 1, Hanpumep, achoTtasa anbda)
COCTaBJISIET 2 MI/KT Beca TeJa, BBOAMMBIE ITOJKOKHO TPU pa3a B HEHEI0, WIIN PEXXUM BBEACHUSI
IO3UPOBKY MO | MI/KT Beca Tena, BBOAMMOI MOAKOXKHO IIECTh pa3 B Hexento. JlomonHuTenbHast
uH(pOpMaLUs O TO3UPOBKE MpeAcTaBieHa Hike (Tabmunbl 2-1, 2-2 u 2-3).

B HEKOTOpBIX BapHaHTaX OCYIIECTBJICHHUS, OMUCHIBAEMBIX B JAHHOM JOKYMEHTE, H03Y
MOJKHO OTpPENeNUTh Ha OCHOBE (pakTHdyeckoro Beca Tena cyObekTa. B HEKOTOpBIX BapuUaHTax
OCYIIECTBJIEHUs] 103y MOXKHO OINPENeUTh Ha OCHOBE HACATBHOTO Beca Tena CyObeKTa.
®dakTUYECKHil BeC TeJla OTHOCUTCS K UCTUHHOMY Becy cyObekTa. MneanbHblii BEC TeJla OTHOCUTCS
K PacyeTHOMY Becy Tesla CyObeKTa, KOTOPBIH MpeAcTaBisieT cOOOW CKOPPEKTUPOBAHHBIN BeC,
YVUUTBHIBAOIINHN (U3NYECKHEe TepEMEHHbIe CYyOBEKTa, TaKhe KakK BO3PACT, MOJ, POCT, pasMep
KOpIyca, pasMep 3amsictbs U T. 1. [Togxomsmue GopMyibl Ui pacyeTra WAEaJbHOIO Beca Tena
U3BECTHBI U3 YPOBHS TEXHUKH, Hanpumep, popmyna G.J. Hamwi, popmyna B.J. Devine, popmyna
J. D. Robinson u ¢popmyna D R. Miller.

Tabauua 2-1. Beeaenue 103 acgorassl ajbda no 2 Mr/Kr TpHu pa3a B HeIeJ0
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Bec Tena (kr)* i‘::;:i:::{ 2:1::::;]: Kondurypanus duakona
3 6 Mr 0,15 mn 18 mr/0,45 mn
4 8 Mr 0,2 Mn 18 mr/0,45 mn
5 10 mMr 0,25 mn 18 Mr/0,45 mn
6 12 mr 0,3 mn 18 mr/0,45 mn
7 14 mMr 0,35 mMn 18 mr/0,45 mn
3 16 mr 0,4 mn 18 mr/0,45 mn
9 18 Mr 0,45 mMn 18 mr/0,45 Mn
10 20 Mr 0,5 M 28 mr/0,7 M
15 30 Mr 0,75 mn 40 mr/mn
20 40 mr 1 mn 40 mr/mn
25 50 mr 1,25 mn Hea ¢nakona no 28 mr/0,7 mu
30 60 Mr 1,5 mMn Jpa dnakona mo 40 mMr/ mi
35 70 mr 1,75 mn JBa ¢pnakona no 40 mr/ mn
40 80 Mr 0,8 Mn 80 Mr/0,8 mn
50 100 mr 1 mn Hpa dmakona mo 80 mr/0,8 mn
60 120 mr 1,2 mur¥* Hea dnakona no 80 mr/0,8 mu
70 140 mr 1,4 Mo JBa daakona no 80 mr/0,8 mn
80 160 mr 1,6 ma** Hea dnaxona no 80 mr/0,8 mn

Ta6nuna 2-2. Beegenne 103 acgorasnl aabga nmo 1 Mr/kr mecrtb pa3 B HeeJII10

Ho3a aas O0bem ain
Bec Tena (kr)* HHD KL HHB KN Kondurypauus guiakona

3 3 mr 0,08 mn 18 mr/0,45 mn

4 4 mr 0,1 mn 18 mr/0,45 M

5 5wMr 0,13 mn 18 mr/0,45 mn

6 6 Mr 0,15 M 18 mr/0,45 mn

7 7 Mr 0,18 mn 18 Mr/0,45 mn

8 & mr 0,2 M 18 mr/0,45 mn

9 O mr 0,23 mn 18 mr/0,45 mn

10 10 mr 0,25 mn 18 Mr/0,45 mn

15 15 mr 0,38 mn 18 Mr/0,45 mn

20 20 mr 0,5 mn 28 mr/0,7 mn

25 25 Mr 0,63 mn 28 mr/0,7 M

30 30 mr 0,75 mn 40 mr/mn

35 35 mr 0,88 mn 40 mr/mn

40 40 mr 1 mn 40 mr/mn

50 50 mMr 0,5 mn 80 mr/0,8 mn

60 60 mr 0,6 mn 80 mr/0,8 mn

70 70 Mr 0,7 Mn 80 mMr/0,8 mMn

80 80 mr 0,8 Mn 80 mMr/0,8 mn

90 90 Mr 0,9 mn Hpa dnaxona mo 80 mr/0,8 M
100 100 mr 1 Myt Jsa dbnaxona o 80 mr/0,8 M

Tabnuna 2-3. Beenenue 103 acgorasnl anbga no 3 Mr/Kr Tpu pa3a B HeleJ10 (TOJIBKO

B ciyyae Hauana HPP B nepuHaTanbHOM/MJIaICHYECKOM BO3pacTe)
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Ho3a ana Qobem nqna
Bec Teaa (kr)** HHD KL N———— Kondurypauus grakona
3 O mr 0.23 mn 18 mr/0,45 mu
4 12 Mr 0,3 Mn 18 mr/0,45 mn
5 15 mr 0,38 mn 18 mr/0,45 mn
6 18 Mr 0,45 Mn 18 mr/0,45 ma
7 21 Mr 0.53 mn 28 mr/0,7 mn
8 24 mMr 0,6 mn 28 mr/0,7 M
9 27 mMr 0,68 Mn 28 mr/0,7 mn
10 30 Mr 0,75 Mn 40 mr/Mn
15 45 mr 1,13 mpks* JIBa qumakona no 28 mr/0,7 mn
20 60 Mr 1,5 mr*** JBa ¢uraxona no 40 mr/mn
25 75 mMr 1,88 mn*** Jisa ¢naxona no 40 mr/mn

B nexotopeix ciyuasx eeneHne SALP (takoit kaxk TNALP, nanpumep, monunenTun,
npeacrasisromuil codoit SALP, ¢ nmocnenosarensHocThio nog SEQ ID NO: 1 wnu Bapuast
NOJNUMMNENTUA,  XapakTepusyloluiicas 1o  MeHbumed  Mepe  95%  MOEHTHYHOCTBIO
MoCJIeIOBaTEIbHOCTH ¢ TochenoBaTenbHOCThIO o SEQ ID NO: 1, nanpumep, acdorasa anbda)
COTJIACHO HACTOSLIEMY N300PETEHHIO MOXKET MPUBECTH B PE3YJIbTATE K OTHOMY HJIM HECKOJIBKUM
u3 ciaenyromux >QQeKToB: yBENUUEHHUIO pereHepanuyd KOCTHOM TKAHM Y TNALMEeHTa W/ WiIH
MU3MEHEHHUIO0 MUHEPaIbHOH MJIOTHOCTU KOCTHU, KOTOPOE HE MOAAAETCS BbIABJICHUIO UITH Y BEJINYEHO.

B nr0o00oM u3 acnekToB, pacKphITBIX B AAHHOM JIOKYMEHTE, MAalUeHT XapaKTephU3yeTcs
nepeHocuMocTbio Kk BBemeHuto SALP (takoit kak TNALP, nHanpumep, noaumnenTun,
npeacrapisiromuil codoit SALP, ¢ mocnenosarensHocThto o SEQ ID NO: 1 wnu Bapuast
MOJIUMENTHIA,  XapakTepusyloIuuiics 1o  MeHbled  Mepe  95%  HOEHTHUYHOCTBIO
MOCJIEAOBATEILHOCTH ¢ nocnenoBarenbHocThio mox SEQ ID NO: 1, nanpumep, achorasa anbda),
HATpuMep, OTCYTCTBUE WJIM CHIDKEHHE YacCTOThl HEXKENaTeNbHBIX SIBJICHUH, BBIOPAHHBIX W3
TPYMITbI, COCTOSIIEH W3 HPUTEMBI B MECTE MHBEKLHH, YMEHBIICHUS] TeMOIJIO0NHA, JTMXOPAIKH,
THEBMOHUH, MH(EKIUN BEPXHUX JbIXaTEJIbHBIX MyTeH, OTHTA CPEIHEro yxa, PBOTHI, 3amopa,
auapeu, notepu 3y0oB, Ha30(haPUHTUTA, CHIMH, 3yOHOTO Kapueca W pa3apasKUTeIbHOCTH.

B nrobom u3 packpeiTeix acnekToB SALP (Takyro kak TNALP, nanpumep, nonunenTus,
npeacrapisiroui codoit SALP, ¢ mocnenosarensHocThio o SEQ ID NO: 1 wnm Bapuast
MONIUMENTUa,  XapakTepusylooluiics 1o  MeHbued  Mepe  95%  MOEHTHUYHOCTBIO
MOCJIEIOBATEIPHOCTH ¢ TochenoBaTenbHOCThIO o SEQ ID NO: 1, nHanpumep, acdoraza anbda)
COCTABJSIIOT B (PapManieBTU4YECKOH KOMIIO3ULIMH C 110 MEHBIIEH Mepe OOHUM (apMaleBTHIECKU
NPUEMIIEMBbIM HOCHTEJIEM, TAKUM KaK COJIEBOH pacTBOp (Hampumep, Xyopuaa Hatpus u ¢ocdara
Hatpusi). Hanpumep, no MeHbIneii Mmepe oquH (papManeBTHIeCKH MPHEeMIIEMbIil HOCUTEIb MOXKET
npeaycmarpusarh 150 MM xnopuna Hatpus u 25 MM ¢docdara HaTpusL.

B mobom wu3 BeimeynoMsHyThIX acrektoB SALP (takas kak TNALP, wHampumep,
MOJIUTIENITH T, peacTapistonuii codoit SALP, ¢ mocnenosatenbHocThio moa SEQ ID NO: 1 wnu
BApUAHT MOJUMENTHUIA, XapaKTepUsyloIluiics Mo MeHbliedl Mepe 95% HIEHTHUYHOCTBHIO
MOCJIEIOBATEIPHOCTH ¢ TochenoBaTenbHOCTRIO o SEQ ID NO: 1, Hanpumep, acdorasa anbda)
¢usnosornueckn aktuBHa B oTHomeHun PEA, PPi u PLP, sBisercs KaTaauTUYECKU

KOMIIETEHTHOHN AJisi oOecneueHus! yayqIeHns] MUHEPAIN3aii CKEIETHONH CTPYKTYPBl B KOCTH
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W/WIIN SIBJISIETCS] PACTBOPUMBIM BHEKJIETOUHBIM JOMEHOM IIEIOUHOH (ocdarasbl.

Cocrtasbl

dapmarnesTuyeckre komno3uuuy, Brmodaromue SALP (takne kak TNALP, marpumep,
MOJIUTIENITH ], TpeacTapisitonuii codoit SALP, ¢ mocnenosatensHocThi0 o SEQ ID NO: 1 wiu
BApUAHT MOJUMIENTHUIA, XapaKTepU3YIOIIMHcsd MO MeHbliell Mepe 95% HAEHTHYHOCTHIO
MOCJIEIOBATEIPHOCTH ¢ TochenoBaTebHOCTRIO o SEQ ID NO: 1, manpumep, acdorasa anbda)
MOTyT OBITh COCTaBJI€HBI B COOTBETCTBHM CO CTaHAApTHBIMU criocobamu. Ilomydenue
(bapMaLIeBTHUECKUX COCTABOB SIBIISIETCS XOPOWIO pa3pabOTaHHOW OONACThIO TEXHUKH U
JOTIONTHUTENBbHO onucaHo Hanpumep, B Gennaro (2000) Remington: The Science and Practice of
Pharmacy, 20th Edition, Lippincott, Williams & Wilkins (ISBN: 0683306472); Ansel et al. (1999)
Pharmaceutical Dosage Forms and Drug Delivery Systems, 7th Edition, Lippincott Williams &
Wilkins Publishers (ISBN: 0683305727); u Kibbe (2000) Handbook of Pharmaceutical
EXxcipients, American Pharmaceutical Association, 3rd Edition (ISBN: 091733096X). Hannpumep,
kommno3uius Ha ocHoBe SALP (Takoit kak TNALP, Hanpumep, nonunentua, mpeacTaBisOInui
coboii SALP, ¢ mocnenosatenbHocThio mog SEQ ID NO: 1 wnu BapuaHT MOJUNENTHAA,
XapaKTepU3YIOIIMNHCA 1O MeHblIed Mepe 95% HAEHTHUYHOCTBIO IOCIENOBATENbHOCTH C
nocnenosarenbHOCThIO o SEQ ID NO: 1, Hanpumep, acdoTasa anbha) MOKeT ObITh COCTABIICHA,
HarpuMmep, B Buae Oy(depHOro pacTBopa ¢ MOAXOAALIeH KOHLEHTpaLueH, u ObITh MOAXOAsIIeH
nnis xpanenus npu 2-8°C (Harpumep, 4°C). KoMno3uuuro Takke MOXKHO COCTABUTD JUIsI XPAHEHUSI
npu Ttemneparype Hwke O0°C (wampumep, -20°C wumm -80°C). Kommosumuroo MOXKHO
JOTIOTHUTENIPHO COCTABHTD JJIsl XPAHEHHsI B TEUEHHE CPOKa 10 2 JieT (Hanmpumep, OAHOTO MecsIa,
IBYX MECSILIEB, TPEX MECSIIEB, YEThIPEX MECSIIEB, MSATH MECSLEB, [ECTH MECSILIEB, CEMH MECSIIEB,
BOCHMH MeCsIeB, aeBsaTH MecsieB, 10 mecsines, 11 mecsiues, 1 rona, 1% roga wnu 2 jet) mpu 2-
8°C (nampumep, 4°C). Takum oOpa3om, pacKpbIBaeMbie B JTAHHOM JOKYMEHTE KOMITO3UI[UH MOTYT
OBITh CTAOWJIBHBIMH TP XPAaHEHUH B T€YeHHe 1o MeHbinel Mepe 1 roma nmpu 2-8°C (Hampumep,
4°C).

dapmariepTryeckre komnosuuuy, Brmouaromue SALP (takne kak TNALP, wanpumep,
MOJIUTIENITHT, peacTapistonuii codoit SALP, ¢ mocnenosatenbHocThio moa SEQ ID NO: 1 winu
BApUAHT MOJHUMIENTHUIA, XapaKTepU3YyIIMics MO MeHbliell Mepe 95% HAEHTHUYHOCTBHIO
MOCJIEOBATEIPHOCTH ¢ TochenoBaTenbHOCTHIO o SEQ ID NO: 1, nHanpumep, acdorasa anbda)
MOTYT OBITh TPECTABICHBI B pa3Ho00pa3HbIX (opmax. JlaHHbIE (POPMBI BKIFOUAKOT, HATIPUMED,
JKUJIKUE, TIONyTBEPAbIE M TBEPAblE JIEKApPCTBEHHBbIE (POPMBI, TaKuMe KaK >KUAKHE PacTBOPBI
(HarpuMep, pacTBOPBI Ul MHBEKUUH W WH(Y3WH), DUCHIEPCHUH WM CYCIIEH3UH, TaOJETKH,
MIWTIOJIH, TIOPOLIKH, JINTIOCOMBI U cynmno3utopud. [IpeanoururensHast opMa OTHACTH 3aBUCHUT OT
NPEATIONaraeMoro crocoda BBEACHUs 1 00J1aCTH TEPANeBTUIECKOTO PUMEHEHHSI.

Hanpumep, xOMnosuuuy, NpeaHa3HAYECHHbIE IJIs1 CUCTEMHOM WM MECTHOW JTOCTaBKH,
MOTyT OBITh IPEACTaBIICHBI B (POpPME PACTBOPOB U HHBEKIMI Mt UH(Y3uid. COOTBETCTBEHHO,
komrozuiuy, Bkiowaromue SALP  (takme kak  TNALP, Hampumep, NOJHIENTHI,
npeacrasisromui codoir SALP, ¢ mocnenosarensHOocThIO TIo SEQ ID NO: 1 mnm Bapuast

MOJNUMENTUA,  XapakTepusyrooluiics 1o  MeHbued  Mepe  95%  MOEHTHUHOCTBIO
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MOCJIeIOBATEIFHOCTH ¢ niocsenoBarenbHocThio moa SEQ ID NO: 1, nanpumep, acorasa anbha),
MOTyT OBITH COCTaBJIEHBI ISl BBEICHHUS MAPEHTEPAIbHBIM CIIOCOOOM (HampuMep, MyTeM
MOJKOKHOW, BHYTPUBEHHOMN, BHY TPUOPIOLITMHHON WJIM BHY TPUMBIIIEYHOH HHBEKIIUN).

dapmanesruyeckne komnosuuuy, BKmouaromue SALP (takne kak TNALP, mampumep,
cauThli nonunentun, coxepxkaumii SALP, ¢ mocnenoBatenpHOCThIO Ton SEQ ID NO: 1 wnnu
BApUAHT MOJUMIENTHUA, XapaKTepU3YIOIIMHCA MO MeHbleil Mepe 95% HAEHTHUYHOCTHIO
MOCJIeIOBATEILHOCTH ¢ nocsienoBarenbHoCTh0 oa SEQ ID NO: 1, nanpumep, acdorasa anbha),
MOTryT OBbITh COCTaBJEHbI B (popMe pacTBOpa, MUKPOIMYJIbCHUH, TUCIEPCHH, JIUIIOCOMBI WU
APYTOH yHOpPSIIOYEHHON CTPYKTYpbI, MPUIOAHON A1 CTaOMJIBHOIO XPAaHEHUS NPU BBICOKOU
koHUeHTpauuu. CTepusibHblE PacTBOPBI AJIs1 MHBEKLUH MOXKHO MOJYYUTh MYTEM BKIIIOUEHUS
OMHUCBIBAEMONW B JAHHOM JOKYMEHTE€ KOMIIO3UIMH B HEOOXOOMMOM KOJHYECTBE B
COOTBETCTBYIOIIUII pAcTBOPUTENb C OAHUM WJIM KOMOMHAIMEH IepeunCIeHHBIX BbIIIE
UHTPEUEHTOB, NPU HEOOXOAMMOCTH, ¢ Mocienyuei crepunmusanueil ¢punbrpauneii. OOpMHO
AUCIIEPCUN TIONYYaIOT MyTEeM BKJIFOUEHHUs] ONHUCBHIBAEMON B JAHHOM JOKYMEHTE KOMIO3HULUH B
CTEpUJIbHYIO CPEAY-HOCUTENb, KOTOPask COAEPKUT OCHOBHYIO JUCIEPCUOHHYIO Cpelly U Apyrue
HeOOXOAMMbIE MHIPEANEHThI U3 MEePEUNCIeHHBIX BbIle. B ciydae cTepuIbHBIX MOPOIIKOB IS
NOJIyYeHHsT CTePHJIBHBIX PACTBOPOB JUI MHBEKLHUH CIOCOOBI MOJy4YEHHs MPEAyCMaTPUBAIOT
BaKyyMHYIO CYIIKY M JIHO(PUIN3ALHIO, KOTOPbIE MO3BOJISIOT HOJIYYUTh IIOPOLIOK U3 OITMCHIBAEMOI
B JJAHHOM JOKYMEHTE KOMIO3ULIH IUTFOC JIFOOOr0 JOMOIHUTENBHOTO TpeOyeMOro HHIrpeareHTa
(cM. B JaHHOM JOKYMEHTE) M3 HX MPEIBAPUTEIBHO OT(HIBTPOBAHHOTO IO CTEPHJIBHOIO
COCTOsTHUSL pacTBopa. Hamnekaimyro TekyuecTb pacTBOpa MOKHO MMONJEP>KHUBATh, HaIpUMeD,
MyTeM IPUMEHEHHUs] TAKOrO CPEACTBA Ui AMYJbIMPOBAHMS, KaK JICLIUTUH, [TyTeM MOAAep KaHUsS
TpeOyeMoro pasmepa 4YacTHI B Cilydae IHUCIEPCUU U TyTEM TNPHUMEHEHUs] MOBEPXHOCTHO-
AKTUBHBIX BelIeCTB. [IpONOHTUPOBAHHYIO a0COPOLMIO KOMIO3WLMHA i UHBEKIUH MOXKHO
o0ecreunTh MyTeM BKJIOYEHHS B KOMIIO3UIHIO peareHTa, KOTOpPbIH 3amemisier adbcopOumio,
HanpuMep, MOHOCTEapaTHBIX COJIeH U JKeJlaTHHA.

OnuceiBaeMble B JAHHOM JIOKYMEHTE (apMaleBTHYECKUE KOMITO3UIMH TAKKE MOKHO
COCTaBUTh B UMMYHOJHUIIOCOMHBIE KOMITO3UIIMH. Takne COCTaBbl MOYKHO TOJYYHTh CIIOCOOaMH,
U3BECTHBIMU U3 YPOBHsI TEXHUKH, TAKUMH KaK, HAIIPUMep, CrocoObl, onmiucanHbie B padote Epstein
et al. (1985) Proc Natl Acad Sci USA 82:3688; Hwang et al. (1980) Proc Natl Acad Sci USA
77:4030; a taxcke B mateHtax CIIA Ne 4485045 u Ne 4544545. JIunocoMsl ¢ yBEITUYEHHBIM
BpeMEHEM LIUPKYJISILIUU PacKpbIThl, HanpuMep, B nateHte CIITA Ne 5013556.

dapmarnepTuiyeckre kKomnosuuuy, Brmodaromue SALP (takne kak TNALP, manpumep,
MOJIUTIENITH T, peacTapistonuii codoit SALP, ¢ mocnenosatensHocThio moa SEQ ID NO: 1 wimu
BAPUAHT MOJUMIENTHUA, XapaKTepU3yIIUMics Mo MeHbleil Mepe 95% HIEHTHYHOCTBHIO
MOCJIEIOBATEILHOCTH ¢ nocyenoBarenbHocThio moa SEQ ID NO: 1, nanpumep, acdorasa anbda),
Tak’)ke MOTYT OBITb COCTaBJIEHbI C HOCHUTENeM, KOTOpbId Oymer oOecrnedwBaTh 3aIUTy
KOMIO3UIINHK  (HampuMep, TMOJUIENTHA, TpeacTaBisiommii codoit sALP, wnmm  ciautheii
nojunenTtun, coxepxaumuii SALP) oT ObICTporo BBICBOOOXKIEHUS, HANPUMEP, B COCTaB C

KOHTPOJIUPYEMbIM BI:;ICBO60}KI[€HI/IGM, B TOM HYHCJIC HUMIUIAHTATbl U MHUKPOKAIICYJTUPOBAHHBIC
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CHCTEMBI TOCTaBKU. MOYHO MPHUMEHSTh OnopasziaraeMble OMOCOBMECTUMBIE MOJIUMEPDI, TAaKHe
KaK STWICHBUHWJIALETAT, MOJIHAHTUAPUABI, TOJHUIJIMKOJIEBAs KUCIIOTA, KOJUIATEH, CIIOJKHBIE
NOJHOPTO3(UPBI U TOJIMMOJIOUHAsT KUCHIOTA. M3 ypOBHS TEXHMKH HM3BECTHO MHOTO CIIOCOOOB
nojiydeHus1 Takux cocrasoB. Cwm., Hampumep, J.R. Robinson (1978) Sustained and Controlled
Release Drug Delivery Systems, Marcel Dekker, Inc., New York.

IIpn HEOOXOMUMOCTH NMPUMEHEHUs] KOMITO3UIMHA B KOMOWHAIIMHM CO BTOPHIM aKTHBHBIM
CPeACTBOM KOMITO3UIIMH MOXKHO COCTABUTh COBMECTHO CO BTOPBIM CPEICTBOM WJIM KOMIIO3HIIUU
MO>KHO COCTaBHUTb OTAEJIPHO OT COCTaBa CO BTOPBIM cpencTBOM. Hampumep, coOTBETCTBYOIINE
(dapMaLieBTHUECKHE KOMIIO3UIMM MOJXKHO CMEIINBATh, HAIpPUMEP, HEMOCPEACTBEHHO Iepen
BBEJICHUEM, U BBOIIUTh BMECTE HJIM MOKHO BBOJUTD I10 OTJEIbHOCTH, HAIIPUMED, B OJJHO U TO K€
BpeMsl WJIU B Pa3HbIE MOMEHTBI BPEMEHH.

Hocurtenu/cpeabl-Hocureu

IIpenapatsr, copepxkamue SALP (takyro kak TNALP, nHampumep, mnonunenTun,
npexncrasisiromuit codoit SALP, ¢ mocienosarensrocThio o SEQ ID NO: 1 wim BapuaHt
NOJIUMENTHA,  XapaKkTepH3yIoLuiics 1o  MeHblneil  Mepe  95%  UMAEGHTHYHOCTBIO
MOCJIeIOBATEIBHOCTH C nocienoBarenbHOCThio o SEQ ID NO: 1, Hanpumep, acdoTasa anbda),
MO>KHO IPEOCTABIIATH MALIMEHTY, TAKOMY KaK MalHeHT C 10 MeHbIIEeH Mepe OAHUM CUMIITOMOM
HAapyLIeHUsl MHHEpaJIM3aluu KOCTHOM Tkanu (Hampumep, HPP), B komOunamum c
(apmaneBTHUECKH MPHEMJIEMBIMU CTEPUIIbHBIMU BOJHBIMU WMJIM HEBOJHBIMHU PACTBOPHUTENSIMHU,
CYCNEeH3UsIMM WJIH 3MyJbcusMU. IIpuMepaMu  HEBOJAHBIX  pPAcCTBOpPHUTENEH  SIBJIAIOTCS
NPOMNIJICHIIMKOJb, TOJUITHIICHIJIMKOJb, PACTUTEIbHOE MACJO, PHIOWI JKUP M OpPraHUYeCKue
CNOKHBbIe 3(QUPBl Ui HHBEKUUH. BOJHBIE HOCHUTENN BKIIIOYAIOT BOAY, BOAHO-CIIUPTOBBIE
pacTBOPBI, SMYJIbCHU WM CYCIIEH3WH, B TOM 4YHCIE COJIEBbIe PacTBOpPbI M 3a0y(epeHHbIe
MENUIUHCKHE TapeHTepaIbHbIe CPEObl-HOCUTENIH, B TOM YHCJIE PAaCTBOP XJIOpHIA HATPHS,
pacTBOp NEKCTPO3bl PuHrepa, pacTBop NEKCTPO3bI IUIOC PACTBOP XJIOPHIA HATPHUS, PacTBOP
Punrepa, conmepkammii JIaKTO3y, WM HejleTyyue Macia. Hampumep, dapmareBTHYECKH
NPUEMJIEMBIH HOCUTENIb MOXET COAepKaTh XJOPHX Hartpusi w/uin (ocdar HATpusi, mpu 3TOM
KOMIO3UIMsi OyZeT BKJIIOYATh, HAMpuMep, mpuOmmsutenbHo 150 MM xyopupa HaTpust w/wiu
npubnusutensHo 25 MM ¢ocdara vatpus, pH 7,4.

Cpenpl-HOCHUTENW UIsI BHYTPUBEHHOTO BBEIEHHS MOTYT BKJIOYaTh CPENCTBA LIS
BOCTIOJIHEHHSI JKUAKOCTH U THUTATENIbHBIX BEINECTB, CPEICTBA AJISI BOCTIOJIHEHHS 3JIEKTPOJIUTOB,
TAaKMe KaK CpPeICTBa HAa OCHOBE pacTBOpa NeKCTpo3bl Purrepa, u T. m. Croa MOXHO OTHECTH
(bapMaLIeBTHUECKH MPHEMJIEMbIE COJIM, HANpPUMeEp COJIM HEOPTaHMYECKHX KHUCIIOT, TAaKHe Kak
THAPOXJIOPHIBI, THApoOpoMunbl, Gochatel, cynbhaTel U T. M., a TaKXKe COIH OPTraHMYECKHX
KHCJIOT, TAKHE KaK alleTaThl, IPOITMOHATHI, MAJIOHATHI, O€H30aThI U T. I. JIOTIOJHUTEIHPHO B TAKHX
Cpenax-HOCHTENSIX ~MOTYT TPHUCYTCTBOBAaTh BCIIOMOTaTEeNbHbIE BEINECTBA, TaKHWe Kak
CMauyMBAIOIINE WIH SMYJIbTUPYIOIINE CPEACTBa, Oy epHble BemecTsa i noanepxanus pH u T.
n. IlompoOHoe paccMoTpeHue (apMaleBTHYECKH MPHEMIIEMbIX HOCHUTENeH IOCTyIHO B
Remington's Pharmaceutical Sciences (Mack Pub. Co., N.J. 1991).

Cpoxu nposenenusi pas3bl JiedeHHs
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OmnwuceiBaeMble B JTAHHOM JJOKYMEHTE CIIOCOOBI BKIIFOYAIOT BBEACHHE CPENCTBA TEPATIHH HA
ocHoBe SALP BO BpeMms pexxumMa JieueHHst, KOTOPbII MOXKET BKIIFOYATh a3y JieueHus (HanmpuMmep,
OIIHY WJIN HECKOJIbKO (pa3 JieueHwst), KoTopasi npenycMmaTpuaeT Beeerne SALP Hy kparomemycst
B OTOM CyOBeKTy, U (azy Oe3 jiedeHus (HampuMep, OOHY FIN HECKOJbKO (a3 Oe3 jeueHus), B
KOoTOpOil npekpammatot Beenerne sALP. Hanpuwmep, cyOobpexty mMokHO BBOAUTH SALP BO Bpems
niepBoi (a3l JICUSHHs], KOTOpask MPOJOJHKAETCS 1O MeHblel mepe 1 neHsb, 2 aus, 3 nHs, 4 o, 5
nHeH, 6 gHel, 7 mHel, 2 Hemenu, 3 Hemenu, 4 Helenu, 2 Mecsia, 3 Mecsia, 4 Mecs1ia, S MecsIIeB,
6 mecsues, 12 mecsies, 2 roma, 3 roga, 4 roma, S net, 6 ner, 7 ner, 8 jet, 9 ner, 10 jger unu
nogbiue. Bo Bpemst nepBoii ¢asbl JeueHus cyObekTy MOXKHO BBOAUTh SALP, Hanpumep, onuH ninu
HECKOJIBKO Pa3 B IEHb, HEZIEI0, MecsLl Win rof. Ilepuonndecku, Bo BpeMs mepBoi (pas3pl ieueHus
CyOBEKTa MOXKHO HaONIOJaTh TOCPEACTBOM IO MEHbIIEH Mepe OAHOro OHOXUMHYECKOTO,
(U3NYECKOro METPUUYECKOro IOKa3aTelNs, METPUYECKOro MOoKa3aTessl KadecTBa JKU3HU WU
KOCTHON TKaHM, HaIpuMep, Kak OMUCAaHO B JAHHOM JOKyMeHTe. Korpa usmepsiemoe 3HaueHue
METPUYECKOr0 IOKa3aTelsl JOCTUTaeT IPeIBAPUTENIbHO OIPENENIEHHOro Iopora (Hampumep,
yJIydllIeHHe Ha TI0 MeHblIel Mepe npudnusurenbHo 1%, 2%, 3%, 4%, 5%, 10%, 20%, 30%, 40%,
50% wu Gonblie uiaK yaydiierue 10, Hanpumep, 10%, 20%, 30%, 40%, 50%, 60%, 70%, 80%,
90%, 95%, 97%, 99% wnnu 100% OT COOTBETCTBYIOLIETO 3HAYEHHUS Y HOPMAJIBHOTO CyOBbeKTa), TO
MOXeT OBbITh ONPENENICHO, YTO CYyOBEKT MOXKET NMPEKPATUTh TEPAITHIO U MOKET BOMTH B a3y Oe3
JedeHus peskuMa JieueHns. Pasza 6e3 JedeHnss MOKeT NPOAOJIKAThCS 10 MeHblLIeH Mepe 1 neHsb, 2
nHs, 3 nHs, 4 0, 5 nHew, 6 nHel, 7 nqHew, 2 Henenu, 3 HeAenu, 4 Henenw, 2 Mecsua, 3 Mecsna, 4
Mecsia, 5 mecsies, 6 Mecsnes, 12 Mecsiues, 2 roxa, 3 rona, 4 rona, 5 ner, 6 jer, 7 ner, 8 ner, 9
ner, 10 met wim monbIe.

IMepronmyecku, Bo BpeMs (pasbl Oe3 eueHus: CyObeKTa MOKHO HAOMI0OaTh MOCPEACTBOM
O MeEHbIIEH Mepe OAHOro OMOXMMHYECKOro, (U3MYECKOrOo METPUYECKOTrO IOKa3aTels,
METPUYECKOr0 MOoKa3aTessl KadecTBa JKM3HU WJIM KOCTHON TKaHU, HampuMep, Kak OIMHCAaHO B
naHHOM aokyMeHTe. Koraa usmepsieMoe 3HaueHHE METPUYIECKOTO MOKa3aTeNsl CHIKAETCs 10 WIH
HUKE MPEABAPUTETIHHO OMPEeNIEHHOro opora (Hanpumep, cHmwkenne Ha 1%, 2%, 3%, 4%, 5%,
10%, 20%, 30%, 40%, 50% wunu Oonblie win CHIKeHUE 110, Hanmpumep, 90%, 80%, 70%, 60%,
50% wunm MeHbLIe OT COOTBETCTBYIOLIETO 3HAUYEHUS] Y HOPMAJIBHOTO CyOBEKTa), TO MOKET OBITh
OTIPENENICHO, YTO CYOBEKT NOJIKEH IOBTOPHO BOUTH B (pa3y JIeUeHHUs pekuMa JICUEHHsI, B KOTOPOH
cHoBa BBOIAT SALP. Ecnm y cyOpekTa He HaOmOmaercss CHIDKEHHE HIDKE MPEIBAPUTEIIBHO
OTPEAENIEHHOTO TIOPOra, TO CYOBEKT MOXKET OCTaBaThCs B (haze Oe3 JieueHUs peskuMa JICUEHUs.
Byzner nmoHATHO, 4TO MPOAOIDKUTENBHOCTD KAXKIOH (ha3bl JieueHus ik Ga3pl O€3 JIEYCHUS MOXKET
BapbHUPOBATh IS JIFOOOrO B3SITOrO MAIMEHTa B 3aBHCUMOCTH OT psifa (PakTOpOB, TaKHUX Kak
NPUMEHSIEMBbIIl METPUUECKUH MTOKAa3aTeNlb W/HIIH MPEIBAPUTEIBHO ONpeneeH bl nopor. Takum
00pa3oM, MPONOIIKHTENBHOCTh (Da3 MOXeT OBITh ONpeneseHa ONBITHBIM IyTeM H MOXKET
OTJMYAThCA APYT OT Jpyra WX COBManaTh APYr ¢ apyrom. Hampumep, mepsas daza nedeHus
MOJKET OBITh IJIMHHEE WM KOpode, ueM BTopast dasa JeUeHHUs.

INPUMEPBI

CJ'IGI[YI-OH_II/IG NMPUMEPDBI NMPEAHA3SHAYCHDBI JIMIIb AJId WJJIFOCTPALIHNU U HUKOUM o6pa30M HE
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MOJPA3yMEBAIOTCS KaK OrPaHUYHMBAIOIINE KAKIM-THOO 00pa3oM HacTosee n300peTeHue.
Hpumep 1. Knuanyeckoe uccie0BaHue ANANA30HA 103 € YIACTHEM B3POCJIbIX
Acdotasy anb(ha BBOOWIH B 103€, COCTABJISIOLIEH 3,5 MI/KT, B UCCIIEIOBAHUH TUANA30HA

7103, B KOTOpPOE OBLIM BKIIFOUEHBI O MallMEHTOB-TIOAPOCTKOB U 13 B3pocibix nmauueHToB ¢ HPP B

BO3pacTe OT >13 10 <65 neT Ha MOMEHT 0 BKJIFOUEHHUsI B HCCleqoBaHue. TpuHaaquaTh NalUeHTOB

PaHIOMU3HUPOBAJIH JUIA MONTyUeHus acoTassl anbda (7 manueHToB A noiaydenus 2,1 mr/kr/qw

u 0 ManuMeHToB ANl mojdydeHus 3,5 MI/Kr/qw) um 6 MalIUMeHTOB pPAaHAOMHU3UPOBAIN B HE

MOJBEPraBINYIOCS JICUEHUIO KOHTPOJBHYK TIpymmy. Y BCEX TIALKUEHTOB B TIpyIe

KOMOUHUpOBaHHOTO JeueHus (2,1 mr/kr/qw u 3,5 mr/kr/qw) HaOmoganu nmpuMepHO B 2 pasa

Oonbliee yMeHblIeHHE ypoBHeH PPi B masme KpoBH IO CpPaBHEHHIO C KOHTPOJIBHOM rpymnmnoi

nocie 24 Hepenb neueHus (cpenHee msMeHeHue -2,100 MxM mo cpaBHeHuto ¢ -1,052 MxM y

KOHTPOJIbHBIX MAIlME€HTOB), OIHAKO JAaHHOE pa3juuue He ObUIO CTATUCTHUYECKH 3HAYHUMBIM

(p=0,0715), mockonbky yMmeHblIeHHe YpoBHs PPi B mazme kpoBu HaOJMOAAMN Y KOHTPOJIBHOTO

NalMeHTa, KOTOPBIH MoNTyyas BBICOKYIO 103y BUTaMuHa D u nMen noseinenHoe 3HaueHue PP1 Ha

ucxonHom yposHe (12,1 mxM). [Ipu uckIr0ueHIH TAaHHOTO MALMEHTa U3 TIOJTHOTO Habopa JaHHBIX

nnis ananusa (FAS) Obiia nponeMoHCTpUpOBaHa cTaTUCTHYECKas 3HAYMMOCTh (p=0,0044). TTocne

NepBbIX 24 HEeNeNb JIEYeHNsI BCe MALMEeHThI MOJTyYaind OOIIYI0 HEAENbHYIO 03y, COCTABIISIOIIYIO

3,5 mr/kr, B TeueHue aomnonHUTENbHBIX 24 Hemenb. Cpennee (SD) msmenenue yposHs PPi B

I1a3Me KpOBHU OT HCXOHOTO YPOBHS JI0 MOCJIEIHEr0 O0IIEero BO3AEHCTBHA Y BCEX NALIMEHTOB IPH

103€e, CoCTaBJsItoIel 3,5 Mr/kr/Henens, coctapisuio -1,859 MxM (2,8071).

U3 13 maumeHToB, KOTOpBIE Mojy4anu acorasy anbda, 10 nanueHToB ObUTH B3POCTBIMU
(GonmpMHCTBO [76,9%] B Bo3pacTe > 50 neT). Y B3pOCIBIX MALIMEHTOB (N=5), KOTOpPbIE MOJyYaslud
o0LIyI0 HemeabHYI 03y, COCTABJISIFOIIYIO 3,5 MI/Kr, depe3 24 Hemenu JieUeHHs HAOJIOaalu
ymenblIeHne ypoBHs PPi B miasme kposu (cpennee msmenenue -2,258 MmxM). Acdorasa anbda B
XOJIe TAaHHOTO MCCIIEOBAHMUS B IEJIOM XOPOIIO MEPEHOCUIIACh BCeMH 19 manueHTamu.

Hpumep 2. KiauHnuyeckoe HcclIeJ0BAaHHE €  Y4YACTHEM  B3POCJBIX €
(PYHKIMOHAILHBIMH NATOJIOTHAMH

I'mmodocdarazuss uMeeT MUPOKUN CHEKTP KIMHUYECKUX TPOSBICHHH Y B3POCIBIX.
B3pocasim nanmentam ¢ HPP 3a4acTyro B TeueHHE MHOTHX JIET CTABST HENPABUIbHBIN JUArHO3,
IIPU 5TOM JUJISl HAAJIEKALIEeTO JISYSHUsI pelnaroliee 3HaueHne nmeet Tounblil auarao3 HPP (Hogler
et al. BMC Musculoskelet Disord. 20:80, 2019). B pe3ynpTare HECOOTBETCTBYIOLIHE BUIBI
Tepanuu (HaIpUMep, BBICOKHE J03bl BHTaMUHA D, ype3mepHas no0aBKa KajbLUs, aHAJIOTH
napaTupeougHoro ropmoHa u (Oucdochonarsr)) MoryT ObITh HeI()PEKTHBHBIMH MM Ja’ke
yXyALIaTh KIMHUYECKHUE COCTOsIHMS, a Takxke npusHaku u cumnromel (Conti et al. Clin Cases
Miner Bone Metab.14:230-234, 2017). Kpome Toro, Tspkenble (yHKIMOHAIbHBIE MATOJOTHU
3a4acTyl0 MPUCYTCTBYIOT y manueHToB ¢ HPP, B TOM umcne mpoGneMel ¢ MOABHUKHOCTBIO
(HapyieHus: XoabObI M TIOXOJKH), MBIIIEUHAs! CJIa0OCTh U HECITOCOOHOCTh OCyIecTBIsiTh ADL,
KOTOpble B COBOKYITHOCTH CHJIBHO BJIHMSIOT HAa KauyeCTBO JKU3HM MaLUMEHTOB. JlonrocpouHsbie
KJIMHUYECKHE TIOCJIEACTBHS BKJIIOYAIOT MOBTOPHBIE M HE3KUBAIOINUE TMEPEIOMBL, Opems

OPTOMEANYECKIX/CTOMATONIOTHYECKUX ~ XUPYPTrHUECKUX BMEINATENbCTB, CadOCTh, apTPHT,
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HEBO3MOXKHOCTb YAAJHTh YCTPOICTBA BHYTpeHHel (ukcanuu (BCIEACTBHE PUCKA MOBTOPHOIO
nepenoma), 0osb U MOTPEOHOCTh B aMOYJIATOPHBIX BCIIOMOTATENbHBIX YCTPONUCTBAX (HAIIPUMED,
Kpeciax-KoJIsICKaxX, XOAyHKax Ha kojecukax u Tpoctsx) (Kishnani et al. Annual Meeting of the
Endocrine Society, 2019; New Orleans). He3aBucumo oT BO3pacTta, B KOTOPOM BIIEPBbIE
nposiisiercst HPP, Bbicokoe Opemsi 3a0oneBaHMs MOKET NMPUBECTH K YMEHBLICHHIO KadeCcTBa
JKU3HH, CBS3aHHOTO CO 3I0POBBEM, KOTOPOE MOXKET AOMOJHHUTEIBHO YMEHBIIATHCS C TEUEHUEM
*ku3Hu nauuenTa (Szabo et al. Orphanet J Rare Dis. 14:85, 2019; Weber et al. Metab.: clin. and
exper. 65(10):1522-1530, 2016). Ilpusznaku w/unu cumnromsl HPP mMoryT Takxke 3aTparusaTthb
NICUXUYECKOe U SMOLIMOHAIBHOE 370POBbE JETEH M B3POCHBIX C JAaHHBIM 3a00JE€BaHUEM, YTO
aCCOLMMPOBAHO CO 3HAYUTEIBHBIM HUCIIOIBb30BaHUEM pecypcoB 3apaBooxpanenus (Colazo JM, Hu
JR, Dahir KM, Simmons JH. Neurological symptoms in Hypophosphatasia. Osteoporos Int.
2019;30(2):469-480; Jenkins-Jones et al. Annual Meeting of the Amer. Soc. Bone and Mineral
Res.; 2018; Montréal, QC, Canada).

VY B3pOCIBIX MALMEHTOB C BBICOKUM OpemeHeMm 3aboieBanus (1. e. HPP ¢ Hawanom B
JETCKOM BO3pacTe € OTCPOYEHHON AMArHOCTMKOMN) 3a4acTyl0 OTMEYAIOTCS MHO>KECTBEHHBIE
HepesioMbl HI)KHUX KOHEYHOCTEH (Kak MpaBUIIO, MEPENOMbI MIIH IICEBIONEPEIOMbl OEAPEHHBIX
WJIH TUTFOCHEBBIX KOCTEH, OIHO-/IIByCTOPOHHHE, B JIATEPAIBHOM HIIM MEIUAIBbHOM HaIllpaBICHUH
NOABEPTENbHOM obnacTu nuadusa) ¢ IIOX0i pereHeparyel, YTo MOXKeT BbI3BaTh CHIIBHYIO OOJIb,
OO0JIe3HEHHOCTh, OrPAHUYEHHYIO MOIBIDKHOCTb M HHU3KOe KaudecTBO >ku3HM (Genest et al.
Osteoporos Int. 29:1815-1825, 2018; Marini et al. Clin Cases Miner Bone Metab. 14:324-328,
2017. TTaumeHThI Takke COOOIIATN O XPOHUYECKOW MBILIEUHOW OOJH, CHIDKEHHH MBIIIEYHOU
CHJIBI U PabOTOCTIOCOOHOCTH, CBSI3AHHOM C MBIIIEYHOM C1a0OCThIO, U 0O B KOCTsX Oe3
nepenomoB (Conti et al. Clin Cases Miner Bone Metab.14:230-234, 2017).

J1o cUX Op OCHOBHOE BHUMAHHE YIS JTUATHOCTUKE U JICYEHUIO TTALIUEHTOB AETCKOTO
Bo3pacta. PakTUYECKH, CYLIECTBYEeT 3HAYUTENbHBIA MPOOEN B HaHHBIX O (DYHKIMOHAJIBHBIX
pe3yJabTaTtax y B3pOCIHBIX MALMEHTOB, B TOM 4YHcie nanueHtoB ¢ HPP ¢ Hawanmom B meTckom
BO3pPACTe, KOTOPBIM, CKOpPEE BCEro, He OBbLI MOCTABIIEH KaKOW-THO0 JUAarHO3 IO TeX MOp, MOKa He
BO3HUKJIM CE€PbE3HbIE OCJOKHEHHs, WIIH KOTOpble He ObLin couTeHbl momxomsiumu s ERT,
Takol kak acoraza anbda. [aHHOE HCCIenOBaHUE TPEAOCTABUT AOMOJHHUTEIbHbBIE TaHHBIE 00
s dexre acdoraser anbda y B3pocibix maiueHtroB ¢ HPP ¢ Hawajiom B meTckoMm BO3pacTe,
KOTOpbIE UMEIOT 3HAYHTENbHbIE Pr3ndecKkue (yHKIHOHATbHbIE OTPAHIMYEHHUS BCIIEACTBUE CBOETO
3aboneBanus. B aToM uccnenoBaHnu Takke OynyT u3ydeHsl 3G (eKThl pexxuma ¢ 0ojiee HU3KOM
NO3UPOBKOH acoTa3bl anb(da MOciIe peXuMa C HArpy30YHOU JTO3MPOBKOM, COCTABJISIFOIIEH O
MTI/KT/HEemes..

Tao6auua 3. [lenn 1 KOHeYHbIE TOYKH
Henu KoneuHble TOUKH
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HepBuunsbie (ouenuts TOJIBKO y nammentos

B rpynmne 1 [ManueHTOB, KOTOPBIM BBOJIWIH

acdorasy anbda 6 MI/Kr/qw B TeueHHe B OOIIeH CI0KHOCTH 36 Henemb])

Onenutes >¢dexr acdoraspl anpdPa Ha
3Ha4YeHus1 KoHueHTpauuu PP1 B rmasme kposu

Ha Henene 36.

W3menenne 3HaueHni koHUeHTparuu PPi B
IasMe KPOBH OT HCXOOHOTO YPOBHSA 10

Henenu 36

KaoueBble BTOpH4HbBIe (OLIGHUTH Y MAIMEHTOB B rpynmne 1 [ManueHToB, KOTOPbIM BBOAUIIH

acdorazy ambpa 6 MI/Kr/qw B TedeHHe B OOmIeH CIOKHOCTU 36 Hexenb)| wid rpynme 2

[manmeHToB, KOTOpBIM BBOAWIM acorasy anbda 6 Mmr/kr/qw B TeueHwe 12 Hemenb C

NOCJIEAYIOIUMH BBEEHUAMH 3,6 MI/KI/qW B TedeHue 24 Helelb| COrJIaCHO YKa3aHHOMY )

Ouenutey >¢dexr acdoraspl anpdPa Ha
3Ha4yeHus1 KoHueHTpauuu PPi B miasme xposu B

rpynmne 2 Ha Heaene 36.

W3menenne 3HaueHni koHueHTparuu PPi B
IasMe KpOBU B rpymnme 2 OT HCXOAHOrO

yPOBHs 10 Heaenu 36

Ouenutsh 3 dexT achorassl anbdha Ha Gamt mo

PCS SF-36 B rpynnax 1 u 2 Ha Henene 36

Usmenenne Oamra mo PCS SF-36 or
MCXOAHOIO yPOBHs A0 Heaenu 36 B rpynmnax 1

U2

Ouenntpy >¢pdexr acdorasel ambha Ha
pe3yJIbTaThl TeCTa MOBTOPHOTO BCTABAHHS CO
cryna (komnoneHT SPPB) B rpynmax 1 u 2 Ha

Henene 36

H3menenue pe3ynbTaToB TeCTa MOBTOPHOTO
BCTaBaHusl co cTyja (kommoHeHT SPPB) ot
HCXOJHOI'O YPOBHS 10 Henesu 36 B rpymnmnax 1

u2
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OcrtanbHble BTOpUYHBbIE (OLICHUTD Y MALKMEHTOB B rpynmne 1 [ManueHToB, KOTOPBIM BBOIWIN

acdorazy ambpa 6 MI/Kr/qw B TedeHHe B OOIIeH CIOKHOCTU 36 Hemenb)| wid rpynme 2

[manmeHToB, KOTOpBIM BBOAWIM acorasy anbda 6 Mr/kr/qw B TeueHwe 12 Hemenb C

NOCJIEAYOIUMH BBEEHUAMH 3,6 MI/KI/qW B Te4eHUe 24 Helelb| COrJIaCHO YKa3aHHOMY )

OueHuThb Ha

spdexr

¢usnueckyro GyHKIUIO 1 Oob B rpynmnax 1 u 2

acdoraspl  anbha

Ha Henene 36

H3MeHeHne OT UCXOMHOTO YPOBHS 10 HEAENH
36 B rpymmax 1 w 2 B OTHOLIEHUU
CIEeAYOLINX:

- PesynbraTel Tecta TUG

- bann no BPI - Bonpoc 3 (maubonee

CHUJIbHAas1 OOJIb)

- baymn mo LEFS

OueHutpb Ha

s¢pdexr

pe3ybTaThl TECTAa IOBTOPHOI'O0 BCTaBaHHSA CO

acdoraspl  anbha

cryna (komnonent SPPB) B rpynmax 1 u 2 Ha

Henene 24

H3meHeHne pe3yibTaTOB TeCTa MOBTOPHOTO
BCTaBaHUs co cTyja (kommoHeHT SPPB) or
MCXOAHOIO yPOBHs A0 Heaenu 24 B rpynmnax 1
u2

Ouenntb 3¢ dext acoTassl anbdha Ha Gam no

PCS SF-36 B rpynnax 1 u 2 Ha Henene 24

Wsmenenne Oamra mo PCS SF-36 or
MCXOJHOT'O YPOBHS 10 Henesu 24 B rpymnmnax 1

u2

Be3onacHocTh (OLEHUTD Y BCEX MALMEHTOB)

Ouennth O€30MaCHOCTb, MEPEHOCHMOCTh U
MOTEHIMA UMMy HOTEHHOCTH acdoTasbl anbda

B T€YEHHUE nepuozaa 10 36 Henenb

Yacrora Bo3HukHOBeHHs1 TEAE, TESAE wu

AESI (IAR, BKJIFOYAsi peakuuu
TUIEPYy BCTBUTEIbHOCTU 51 ISR);
JUTOAUCTPODUS, SKTOMHUYECKAs!
KaJbLA( UKL, MMMYHOT€HHOCTb

(manpumep, pesysnbtaTel ADA); pe3yabrarsl
¢dusukampHOrO 00CIENOBaHMSA; IOKA3aTENN
KMU3HEHHO Ba)KHBIX (PYHKUMH W KIHMHHKO-

J1a00paTOpHBIE PE3YIbTATHI

HccnenoBarenbekne (OLEHUTh y MALMEHTOB B rpynme 1 [MamMeHTOB, KOTOPBIM BBOAMIIH

acdorazy ambpa 6 MI/KI/qw B TedeHHe B OOIIeH CIOKHOCTU 36 Hexenb)| wid rpynme 2

[manmeHToB, KOTOpBIM BBOAWIHM achortasy anbda 6 Mr/kr/qw B TeueHwe 12 Hemenb C

NOCJIEAYOIUMH BBEAEHHUAMH 3,6 MI/KI/qW B Te4eHHe 24 Helelb| COrJIaCHO YKa3aHHOMY )

Ouennute axkTUBHOCTH acdora3pl anbdha B

CBIBOPOTKE KPOBHU B rpynmnax 1 u 2 Ha Hexensax

N3meHeHne akTUBHOCTU acdoTasbl aibda B

ChIBOPOTKE KPOBU OT UCXOOHOI'O YPOBHSA OO
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12, 24 1 36

Henenb 12,24 u 36 B rpynmax 1 u 2

Ouenuth 3¢ dext achorase! anbdha HA YPOBHU
PL u PLP B nna3sme kpoBu B rpynmnax 1 u 2 Ha

Henensix 12, 24 u 36

HUsmenenue coornowenus PLP x PL or
HCXOAHOrO YpOBHS 10 Henenb 12, 24 u 36 B

rpynnax 1 u 2

Onenutes >¢dexr acdoraspl anpdPa Ha
kKoHIeHTpauuio PP1 B riasme KpoBu B rpymmax

1 12 Ha Henene 12

Wsmenenne yposHeil PPi B muia3me KpoBH B
rpynnax | u 2 OT HUCXOOHOrO ypOBHS 10

Henenu 12

Ounenutes >¢dexr acdoraspl anpdPa Ha
pe3yJabTaThl TECTa MOBTOPHOTO BCTABAHUS CO
cryna (komnoneHT SPPB) B rpynmax 1 u 2 Ha

Henemne 12

H3meHeHne pe3yJsbTaTOB TECTa MOBTOPHOIO
BCTaBaHUs co cTyja (kommoHeHT SPPB) ot
UCXOJHOrO ypOBHs 10 Henenu 12 B rpynmnax 1

u?2

Ouenuts 3¢ dexT achorassl anbdha Ha Gamt mo

PCS SF-36 B rpynnax 1 u 2 Ha Henene 12

Usmenenne Oamia mo PCS SF-36 or
MCXOAHOrO yPOBHs A0 Heaenu 12 B rpynmnax 1
u2

Ouenuts >¢pdexr acdoraspl anbdha Ha
busnyeckyro GyHkiuo u 6osb B rpymnmnax 1 u 2

Ha Henensax 12 u 24

H3MeHeHNe OT UCXOAHOTO YPOBHS 10 HEAeNn
12 u nenenu 24 B rpynnax 1 u 2 B OTHOIIEHUU
CJIEAYIOLINX:

- PesyabraTel Tecta TUG

- bann no BPI - Bonpoc 3 (Haubonee

cuJIbHast 00JIb)

- bamn o LEFS

Ounenuts >¢dexr acdoraspr anpda Ha
Ka4eCTBO/MUKPOAPXUTEKTYPY KOCTHON TKAHU B

rpynnax 1 u 2 Ha Henene 36.

H3MeHeHre OT UCXOIHOTO YPOBHS 10 HEAEH
36 B HR-pQCT (obwas, obvemuas BMD
TpabeKyJISPHOTO U KOPTHUKAJIBHOTO BEILECTBA,
TOJILIMHA KOPTUKAJIBHOTO BEILECTBA,
KECTKOCTb, UUCJIO TpabeKkyls, pasjeneHue

TpabeKyJ ¥ ToNrHA TPpabeKy )

Ouenntb 3¢ dexT acoTasel anbdha Ha MaApKEPbI
OOHOBJIEHHSI KOCTHOH TKaHU B rpymnmax 1 u 2 Ha

Henensx 12 u 36

H3menenue ypoBHsi octeokanbiHa, PINP u
sCTX oT UCcXOIHOro ypOBHS 10 Helenb 12 u

36 Brpymmax 1 u2

Onenutes >¢dexr acdoraspl anpdPa Ha
CBSI3aHHOE CO 3I0POBbEM KadecTBO KU3HU B

rpynnax 1 u 2 Ha Hepensx 12, 24 u 36

N3menenne obmero Oamma mo SF-36 ot
HCXOAHOrO YpOBHsS 10 Henenb 12, 24 u 36 B

rpynnax 1 u?2

Ouenutp AOJIIO pereHepupoBaBLINX

Jlons pereHepupoOBaBIIMX MEPENIOMOB IO
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NEepeIOMOB WM TICEBJONEPEOMOB Y | JaHHBIM PEHTI€HOJOTHMYECKONH OLEHKH Y
MAaLMEHTOB C 3aMEJIEHHOW pereHepauuen® | MaluMeHTOB C 3aMENJIEHHOW pereHepanuen
NepeIOMOB WIH NICEBAONEPENIOMOB | aKTUBHBIX [1€PEJIOMOB UJIH NICEBONEPENIOMOB
HIDKHEH(HUKHUX) KOHEYHOCTH(KOHEYHOCTeH) | Ha Henene 36 B rpynmax 1 u 2

B rpynmnax 1 u 2 Ha Henene 36

OueHuTs BpeMs 10 pereHepanuu mepesioma y
Bpems 10 cpalneHus/perenepatiy nepeinoma
MALMEHTOB C 3aMEIJIEHHOM pereHepauuen?
0  pe3ysJbTaTaM  PEHTTEHOJOTHYE€CKOU
NEPEIOMOB WIIH TIICEBONEPEIOMOB
OLICHKU Ha Henensx 12, 24 u 36 B rpynmnax 1

HIDKHEH(HMKHUX) KOHEYHOCTU(KOHEYHOCTEMH)
u?2

B rpynmnax 1 u 2 na Henensx 12, 24 u 36

B rpynnax 1 u 2:

- bann no PGI-I na venene 36
Ouenuts 3¢ ¢ext achorassl anvdpa Ha PGI-1 B - Jloms  mamMeHToOB,  KOTOpPbBIE
rpynmnax 1 u 2 Ha Hepene 36. coobmanu o craryce "BecbMa
HAMHOTO Jiy4iue" U "HaMHOro Jy4iie"

Ha Hezene 36 B onpocHuke PGI-1

2 3aMeJUIEHHYIO pereHepaLio ONpPeAessAloT KaK aKTUBHBIN MepeioM WIIN IICEBIONEPENIOM
6e3 MpU3HAKOB pPereHepaly B TeUEHHEe 10 MEeHbIIel 3 Mecs1eB 10 CKPUHUHTA

Cokpamenusa: ADA=anTtureno k nekapcTrBeHHOMY cpencTtBy;, AESI=HexenarenbHoe
sIBJICHUE, TIpencTaBjsiroinee ocoObiii  uHTepec; BMD=muHepanbHas IUIOTHOCTb KOCTH,
BPI=kpaTkuii ONpOCHMK JJisi OLEHKH BBIpAKEHHOCTH OomeBoro cunzapoma;, HR-
pQCT=nepudepuueckasi KOJINIECTBEHHAS] KOMIBIOTEPHAsE TOMOTpad¥si BLICOKOTO pa3peLIeHHS;
ITAR=cBsi3aHHas ¢ unbekLuen peakius;, [ISR=peakuus B Mmecte uabekiun;, LEFS=mkana pyHkumii
HIWKHUX KoHewHocTel; P1NP=N-konuesoi nponentua npokosuiaresa I tuna; PCS=o00600menne
¢usnueckoro kommnoneHTa, PGI-I=o0mee BrneuyarneHne mNANMEHTOB 00  YJIYUIICHUH,
PL=nmpunokcans;, PLP=nupunokcanb-5'-pochar; PPi=Heopranudeckuii mupodocdar, qw=pas B
Henento; SCTX=cpiBopoTouHslii kosareH 1 Tuna ¢ C-renonentunHoi cumskoit;, SF-36=kparkas
dopma onpocHuka wu3 36 mnyHktoB, SPPB=kparkas Oarapesi TecTOB (hU3HUECKOrO
¢ynkmmonnposanusi, TEAE=HexenarenbHOe sIBIIEHHE, BO3HHUKAIOIIEE BO BPEMs JICUCHUS,
TESAE=cepbe3Hoe  HexenaTelnbHOE  SIBIIEHHE, BO3HHUKAIOLee BO  BpeMsl  JIeUEHUs,
TUG=BpemeHnHol TecT "BCTaHb U Uau".

OO0wmui Au3aiH.

ITanmeHThl, COOTBETCTBYIOIIME KPUTEPUSIM BKIKOYEHHUS B HCCIENOBaHUE, OyayT
ciydaiiHbIM 00pa3oM pacnpenenensl B cooTHomennH 1:1 mmbo B rpynmy 1 (n=25), mubo B rpymnmy
2 (n=25). Bcem mampieHTaM Ha4HYT BBOAUTH 103bI acoTtassl anbda 6 mr/kr/qw Ha Henene 1. Ha
Henene 13 mammeHTtsl B rpymme 1 OyayT mponmospkate monydath acdorasy anbda B 03e,

COCTABJISIFOLLEH 6 MI/KI/qw, B TeueHHe 24 Heleb, U MALUeHTaM B IpyIe 2 HA4HyT BBOAUTD O3Bl
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acdorasbl anbda B 103e, cocTaBysouied 3,6 Mr/kr/qw, B TeueHue 24 Henenb. KoHKpeTHbIE
MOMEHTBI BPEMEHH BBEIEHUs 103 OyIyT yka3aHbl B PYKOBOICTBE MO MPOBEASHHIO MPOLENYp B
xoze ucciaenosanus. OXKUIAETCS, YTO UCCIEAOBAHUE 3aBepIaT NpuMepHo 36 (75%) mauueHToB.

Ywuc10 nanueHToB.

IMpubmsurensro 50 manueHToB OyAyT PaHAOMU3UPOBaHbI (25 ManueHToB B rpymmy 1 u
25 manyeHToB B TpyImy 2) B HECKOJIBKHUX reorpadMIecKnx peruoHax.

I'pynnbl 1 NpoAO/IKHTEIBHOCTD JIeYeHHSI.

Acdorazy anbha OynyT MOCTaBISITH B BUIAE CTEPUIBHOIO BOJHOrO pactBopa B 80-mr
¢dnakonax (¢ mozuposkoit 100 mr/mi) u OyayT BBOIMUTH IMOAKOKHO B OOLIEH HEAENbHOH 103e,
cocrapisitoreit 6 Mr/kr (2 Mr/kr 3 pasa B HEeJIr0), WK OOLIel HeelbHOH 103€e, COCTABIISIOIIEH
3,6 mr/kr (1,2 mr/kr 3 pasa B Henenmto). Ecin nokazaHo 6osee yacToe BBeEHHE 103 (HAIIpUMep,
Ha OCHOBAHHMU Beca WJIM TNPOOJIEM C INMEPEHOCUMOCTBIO BCIENCTBUE PEAKLUH, CBSI3aHHOH C
UHBEKLNEH, UM PeakLi B MECTe UHBEKIINN), TALUEHT MOKET IePEHTH Ha CXeMy BBEAEHUS 103
6 pa3 B HeZleHO.

Osxupmaercs, 4To 0oOWIasi MPONOJDKUTEIBHOCTh HCCIIENOBAHUSI COCTABUT HpUMEpHO S50
Henenb: 10 10 Hexenb CKPUHUHIOBOrO mnepuona, 36 Hexenb nepuopa jedeHus u 30 nHed
HOCJIEAYFOIEro HAOMIOIEHNS TIOCPEICTBOM TeJIe(OHHBIX 3BOHKOB.

Cxema

brnok-cxema nusaiiHa wuccnemoBaHus mokasaHa Ha ¢ur. 1. Tabmmma 4. I'padux

MEPONPUATUN

ITepuon nevyenus

CKpUHUHTOBBIN IEPUONT
Ilepuon uccnenosanus Ha
HCXOJTHOM YPOBHE

MecTto
BH3HUTA
B knuHuKE
B knuHuKe
B kimmuHuKe
VY naneHHo
B knmHuKe
VY naneHHo
B xinunuke
VY naneHHo
B xnunuke
VY najaeHHo
B xnunuke
VY najneHHo
B knuHuKe
B knmuHuKE

Vnaneuno [[locnenyromee HabmoneHue?

23 27-| 38 39
Busnr! 1 | 2| 3|49/ 10 14 ) )

H
(V8]

_
= e
[\
i
(98]
~J
[\S]

OS

Henmensi( 9- 13- 21- 25-
HeJeJIb) 11 19 23 35

> Z

Bpemen | NA | £7 | £7 | NA| 7 [ NA| 7 [ NA| 7| NA|[ 7| NA| 7| N | N
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s (eGFR)

Pangomuzauus

Pannomu

3anus

X

HcnoaHeHne HeCae10BAHUS

Pesynbra
ThI
busukan
BHOTO
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aHus®

ITokazare
I
JKU3HEHH
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9
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HOCTB!!
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Beenenune
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Acdoras
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X

X

X

X

X

X
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Pentreno
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MapKepo
B
00HOBJIE
HHUSL
KOCTHOI1
TKaHU
(ocTeoka
JIBLIMH,
PINP,
sCTX)

AHAIM3BI

PK/PD/ADAY

PD (PP,
PL ua
PLP)

PK

X

ADA

X

OueHku pe3yibTaToB

BPI

X

SF-36

X

SPPB

X

Pesynbra
TbI TECTa

TUG

LEFS

PGI-I

Jlpyrue

Ocymect
BJIEHHE
tenedoH
HBIX
3BOHKOB
B
TECUCHUC

30-
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JHEBHOT
0

nepuoaa

O630p
COIyTCTB
YEOIIUX
JIEKapCTB
C€HHBbIX
npemnapar
os/
Hedapma
KOJIOTHYe
CKHX
CPEencTB
Tepanuu
u
npoLeay

p

<<Ha0.,110eHHe HenpepbIBHO>>

O0630p
pUMEeHe
HUA
BCIIOMOT
ATCJIbHBI
X
YCTPOMNCT

B

<<Ha0.,1101eHHe HenpepbIBHO>>

JIHeBHUK
u
MAaLUEHT

OB

<<Ha0J0eHHe HenpepbIBHO™>>

Cokpamenusa: ADA=anTuTeNO0 K JEKapcTBEHHOMY cpeacTBy; ALP=menounas

¢docaraza, BPI=kparkmii OnpocHMK IJIsI OLEHKH BBIPAKEHHOCTH OOJIEBOrO CHHIPOMA,

eGFR=pacueTHnas

ET=nocpounoe

ckopocTh  kiyOoukoBoi  umbTpanmm;  EOS=koHen uccrenoBaHUSL,

IpeKpalleHue; HPP=runodocdarazus;, HR-pQCT=nepudepuueckas

KOJINYE€CTBEHHAsi KOMITBIOTEpHAsi TOMOrpadusi BBICOKOTo paspemeHus, IAR=peaxiusi, cBs3aHHas
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¢ nnbeknuen; LEFS=mxkana ¢ynkunii HrxHUX KoHeuHocTed, NA=He npumennmo; PINP=N-
KOHIIEeBOI npornentua npokosuiareHa I tuna, PD=¢apmakonnnamuka; PGI-I=o0mmee Bnevyarienne
nanueHToB 00 ynyumenun;, PK=dapmakoknnernka, PL=mupunokcans, PLP=mmpunokcanp-5'-
docpar; PPi=neopraanueckuii nupodocdar; PTH=napaTtupeonnnbiii TOPMOH;
sCTX=cpiBopoTounbIii koyared | Tuma ¢ C-tenonentunHoi ciuBkoii; SF-36=kpartkas ¢popma
onpocHuka u3 36 nyHkroB, SPPB=kpatkas Oartapes TecToB pu3nyueckoro ¢pyHKIHMOHUPOBAHUS,
TUG=BpemenHoii Tect "BcTanb U uau'"; ULN=BepXHUil Ipeesa HOPMBI.

1. Busutsl OyayT NPOBOAUTECS B MCCIENOBATENBCKOM LIEHTPE, TIPU 3TOM ONpeAeNIeHHbIE
BU3UTHI Oy 1y T MPOBOAUTECS JJIsl BBEICHHS 103 MALIEHTY Ha IOMY.

2. Ecnu manueHT npekpaaeT y4acTie B MCCIEA0BaHUU A0 Henenu 36, BO BpeMsl JaHHOTO
BU3UTA JIOJKHBI OBITh IPOBENIEHBI BCE OLIEHKU, €CJIM 3TO BO3MOJKHO, 32 UCKIFOUEHHUEM BBEICHUS
HCCIIElyeMOro JIEKapCTBEHHOTO cpencTBa. J{ist yrpoleHus rianupoBanue rpaguka TpedyeMbIx
OLIEHOK MCCJIEJOBAHUS MPHU KAKIOM BU3UTE UCCIIEAOBATENbCKUN BU3UT MOXKET OBbITh COKpAlleH
WIN TPOAJIEH, NMpPU HEOOXOAMMOCTH, MPU YCJIOBHH, YTO COOJIIOAAETCS YKAa3aHHBIA MOPSIOK
OLIEHOK, KacaroIuxcs orbopa JjaboparopHbix oOpasuoB (Hampumep, PK/PD/ADA,
CBHIBOPOTOYHBIN aHAJIN3 Ha OEPEMEHHOCTD) U OLIEHKH [TOKa3aTeNel JKU3HEHHO BaXKHBIX (DyHKIIMH.
INopsinox oneHOk Oy et ykasaH B PyKOBOACTBE 1O MPOBEAESHHUIO MPOLEAYP B XO€ UCCIIECIOBAHMS.

3. TenedoHHBIH 3BOHOK B paMKax MOCJIEAYIOLIEro HaOMIOAeHUsT COCTOUTCS Yepe3 30 mHei
1OCJIe BBEIEHUS MOCTEeIHEH J03bl UCCIeIyeMOro JIEKapCTBEHHOro cpencta (Hemens 36). s
MAIlMEHTOB, KOTOPbIe MPEKPaTUIN y4acTHe B HCCIENOBAHUM 0 Hexenu 36, cienyeT MpOBeCTU
TeneOHHBI 3BOHOK B paMKax MOCIenyroInero Haomonenus 4epe3 30 mHel (eCiu TOJNBKO
MAIMEHT He OTKA)KETCsI OT CBOETO COTJIaCHsl HA YYacTHUE B UCCIENOBaHUM). JKEHIMHBI-TAIIMEHThI
JIETOPOIHOrO Bo3pacTta OyayT HAXOAWTHCS MON HAONIOASHHEM ISl MOJyueHHs] HHOOPMALUH O
KOHTPOJIE PO’KAAeMOCTH U OepeMeHHOCTH. JIFoOble 3aperucTpupoBaHHbIe Cilydyan OepeMEeHHOCTH
y JKEHLIUH-TAIIHEHTOB WIN JKEHIMUH-TIAPTHEPOB MY KYHH-MAIIMEHTOB OyAyT HAXOOUTHCS TOX
HaOJIFOIEHUEM 10 TeX TOp, MOKA He CTAHET U3BECTEH MCXOA OEPEMEHHOCTH.

4. AHamMHe3 MalMeHTa BKIF0YaeT 001Ul aHaMHe3 MalMeHTa U CIIeUATN3UPOBAHHBIN JJIsI
HPP anamHe3 maiieHTa, B TOM 4YHClie IOApOoOHY0 nHpOpMamui o 3a00jIeBaHUK ¢ HAYaIoM B
nerckoM Bospacte. [logpobuas maopmarms o morepu "B3pocibix” 3yO00B OyIeT OLlEHEHBI KaK
4yacThb aHaMHe3a nauueHTa. [lonHbIi aHaMHe3 manueHTa Oyaer coOpaH Ha MCXOIHOM YPOBHE, U
NAalMeHThl OyAyT ONMpPOIUEHBI JJIsI ONMpPENENIEHHUs, €CTh JIM KaKoe-TMOO M3MEHEHHE B aHAMHE3e
nanueHTa CO BPEMEHHM MPeAbIAyLero BU3UTa BO BpeMs MOCIEAYIOIIUX HCCIIEeNOBATENbCKUX
BU3UTOB B KIIMHUKY.

5. Jlemorpaduyeckue naHHble OynyT cOOpaHbl B 3aBUCHUMOCTH OT PETHOHA U MOTYT
BKJIFOUATH 1aTy POKAEHUs], BO3PACT, M0JI, STHUUECKYIO IPUHAJIEKHOCTD U pacy.

6. Knunnueckuit nuarHo3 HPP ¢ Hayanom B O€TCKOM BO3pacTe OCHOBBIBAETCS Ha
MpU3HAKAX U CUMIITOMAx, XxapakTepHbIx Ans HPP, noaTBep:kaeHHbIX CleAyOuM:

a. 3a10KyMEeHTUPOBaHHAsI(3aJ0KyMEHTHPOBaHHbIE) MyTanmsi(myTanun) B reHe ALPL ot
cepTuUIUPOBAHHON JTabopaTopuH,

b. Yposenbp ALP B CBIBOPOTKE KPOBHU HIDKE CKOPPEKTHPOBAHHOTO IO BO3PACTY H IOy
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HOPMAaJIbHOTO IHAIa30Ha,

PLP npespimaer 2 < ULN npu ckpuHUHTE.

7. Ecnu pesynpTarhl aHanu3a MyTtauuil reHa HPP eme He AOCTYmHBI B MEIMLMHCKUX
KapTax MalueHTa, ero CIeAyeT MPOBECTH B TEUEHHUE MEPBBIX 2 HEAENb CKPUHUHTOBOT'O TIEPHOA.

8. dusukanpHOE 00CIenOBaHNe OyIeT BKIIOYATh OL[EHKY OOIIEro BHEIIHErO BU/A; KOXU,
TOJIOBBI, yXa, IJa3a, HOCAa W Topiia; Iuew;, JUM(QOY3JOB; IPYIHON KIJIETKH, CepAla; OproLIHON
MOJIOCTH; KOHEYHOCTEHN,; LIEHTPAJIbHON HEPBHON CUCTEMBIL, ONIOPHO-ABUraTEIbHOrO anmnapara. Bo
BpeMsl CKPHMHHUHTOBBIX BHM3HTOB M BHU3UTOB HAa HMCXOOHOM ypOBHE OyZeT MpPOBENEHO MOJHOE
¢usnkanpHOE OOcnenoBaHne. B MOMEHTBI BpeMeHH, yKa3aHHble B TpauKe MepOINpHITHI
(trabmuna 4), OyAyT mpOBEAEHbI COKpAIlEHHble (U3UKaIbHbIE OOCIenOBaHUS (HA OCHOBE
NPU3HAKOB M CHMITOMOB TmauueHta). Bce QusukanbHble oOcnenoBaHus (MONHbIE U
COKpalleHHble) OynyT BKJIIOYATh B3BEIIMBAaHUE (C NMPUMEHEHHEM KaJIWOpPOBAHHBIX BECOB) U
OCMOTpP MeCT HUHBEKIMH acdorasbl anbpa Ha HAJIHMUHE NOTEHLUATbHOH(ITOTEHIMAIbHBIX )
peakuuu(peakiyii) B MecTe HHbeKIMU. PH3NKaIbHbIE 00CIEIOBAHNS HA CKPUHUHIOBBIX BU3UTAX
Y BU3MTAX Ha HCXOJAHOM YPOBHE Takke OyIyT BKJIIOYATh OLEHKY POCTA.

9. Ilokaszarenu >KM3HEHHO BA)KHBIX (DYHKLHMI BKIIOYAIOT KPOBSHOE NAaBIICHHE, YaCTOTY
CEepACYHBIX COKPAIEHHH, YACTOTY JbIXaHUs U TeMIepaTypy (Jo0yI0 U3 H3MEPEHHOH B BUHCOYHOM
o0nacTy, B POTOBOH MOJIOCTH WJIM B MOAMBIIIEYHOH oOnacT). B nHU BBeneHus 103 B KIMHUKE
NOKA3aTeNN JKM3HEHHO BAKHBIX (YHKLHMH ciepayeT u3Mepsth 3a 10 MHHYT [0 HMHBEKLUH
UCCIIEyeMOro JIEKAPCTBEHHOTO CpeAcTBa. YOenuTech, MOKAJIYHCTa, YTO CIOCOO HM3MEpeHUs
TEMIEepaTypbl MALUEHTA OJUHAKOB Ha MPOTSHKEHUN BCETO UCCIIETOBAHMSL.

10. B nHu BBeAeHHs 103 B KJIMHUKE IJIs1 NMOATBEPKACHUS IPABUIIBHON N0O3bl NEpen
BBEJICHUEM JT03bI HEOOXOIUMO OyAeT U3MepSTh BEC Tela.

11. AHamu3el MOYM U CBIBOPOTKH KPOBH Ha OEPEMEHHOCTb HEOOXOIUMBI TOJBKO IS
JKEHIMH-TAIIMIEHTOB JIETOPOJAHOIO BO3pacTa. AHalu3 CBHIBOPOTKH KPOBH Ha OEpEMEHHOCTb
HEoOXOIMM B MOMEHTHI BPEMEHH, yKa3aHHble B rpaduke meponpustuii (Tabnuua 4), u Oyzaer
NPOBENEH BO BPEMsl UCCJIEAOBATEbCKUX BU3UTOB B KIMHHUKY. AHAJIM3 MOYU Ha OEpEMEHHOCTb,
NPOBOJUMBIN B MOMEHTBI BPEMEHH, YKa3aHHbIE B rpaduke MEpONpUATHHA, OyaeT MPOBOAUTHCS
KEHITMHAMHU-TIALIMEHTAMH Ha JIOMY.

12. Uccnenyemoe NekapCTBEHHOE CPEACTBO OyayT BBOAWTH B KIMHUKE B MOMEHTBI
BPEMEHH, YKa3aHHbIE B rpaduke MepornpusaTuii (tadnuua 4). Bee octanpHble BBEIEHHUS 103 MOTYT
NPOBOIUTHCS B KJIIMHUKE WX HAa IOMY 10 YCMOTPEHHUEO HCCIIEIOBATEIISL.

13. Bce oOpasisl KpoBU TSl JTAOOPATOPHBIX OLEHOK KIMHHYECKOH OMOXUMHH JOJIKHBI
OBITH COOpaHbI 1O BBEACHUS UCCIIENYEMOTrO JIEKAPCTBEHHOTO CPE/ICTBA.

14. Bcem narmeHTaM OyeT MPOBEIEHO PEHTTEHOJIOTHYECKOe UCCIIEOBAHNE JIUIsI OLICHKH
nepenomMa(repeaoMoB) WIH TICEBIONEpesoMa(TICEBIONEPETIOMOB) HIKHUX KOHEUYHOCTEH B XOJe
CKPUHUHTOBOTO nepuonia. B xone uccnenoBaHus peHTTeHOIOTHYECKHE UCCIIEIOBaHMS TpeOyeTcst
TOJIbKO st MaIMEHTOB c 310Ky MEHTHPOBAHHBIM(3310Ky MEHTHPOBAHHBIMH )
niepesoMoM(TiepeIOMaMu) HITH TICEBIOMEPEIOMOM(TICEBIOMEPEIOMaMH) MPU PAHIOMU3AINH HITH

NAalMEeHTaM C TOJO3PEHHEM Ha HOBBIH(HOBBIE) MepeoM(TIEPeIOMbl) BO BpeMsl NMPOBEACHUS
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UCCIIETOBAHUSL.

15. IlepeueHp napaMeTpOB, BKIFOYEHHBIX B KIIMHUYECKYIO0 OMOXHUMUIO, OTIMCAH HITKE.

16. IToHOE OoTampMoIornYeckoe o0cIenoBaHNe Oy IET MPOBEIEHO B MOMEHTHI BpEMEHH,
yKkazaHHble B rpaduke meporpusatuii. [lpu oOcnenoBanum OyayT OLEHHBATH OTEK MAMCKA
3pUTENIPHOTO HEPBA M MPU3HAKU SKTOMMYECKOW KalbLU(PHUKAIMU, a Takke OyAyT BKIFOUEHBI
OLIEHKH OCTPOTBI 3PEHHSI, MPUJIEKAIIUX OPraHOB U OMOMMKPOCKOIHS C INENEeBOH JaMIioi ¢
oOcnenoBaHNEM TepenHell KaMepbl, XPyCTallKa, KOHBIOHKTUBBI, POTOBHUIBI U TJIA3HOTO JHA.
OdTranpmonorunueckoe obcaenoBaHNE AODKEH MPOBOAMTH HE PACIONararolnuii nHpopmanmen
kBanuuuupoBanHbiil odramemonor. LlenTpam OyayT mpenocTtaBiieHbl O(TaTbMOJIOTHIECKUE
paboure JUCThI, HeOOXOIUMBIE JJIs 3aBEPIIEHUs TOJTHOro obcnenoBanus. O TanbMOIOrHIecKue
oOcnenoBaHusl MOTYT NPOBOAUTHCA KBAJIM(UIMPOBAHHBIM ONTOMETPUCTOM (HAmpUMeED,
JOKTOPOM ONTOMETPHM) TMPH YCIOBHM, YTO ONTOMETPUCT paloTaeT Mox HaOI0IeHUEM
o(ranpmonora.

17. Bcem nanpienTam OyAeT 1OCTynHA nepudepuydeckast KOJINYeCTBEHHAs! KOMITBIOTEpHAsT
ToMOrpadusi BBICOKOTO paspeureHust. EcCiM mauuMeHThl SKeNaroT W MOTYT MPOHTH 3Ty
BU3YIM3UPYIOINYIO OLEHKY, Oy/IeT OpraHH30BaHa MX MOE3JKa B MCCIIEAOBATENbCKUE LICHTPDI, B
KOTOPBIX €CTh BO3MOXKHOCTHU [JIsl JAHHON JUArHOCTHYECKOW Bu3yanusauuu. Taxske, ecnu HR-
pQCT 6bL1 poBeieH NALMEHTY B peesax 3 MECsIeB I0CIe CKPUHUHIOBOTO BU3UTA, €I0 MOXKHO
paccMaTpUBaTh KaK OLIEHKY Ha UCXOJHOM yPOBHE.

18. O6paszew CHIBOPOTKU KPOBU HA TPUMTA3y OyIET B3SIT Mepes] BBEEHHEM JI03bI B I€Hb 1.
OO6pa3siipl OyayT B3STHI TOJIBKO B TOM CJIydae, €CJIH y MAlHeHTa B TaHHBIH MOMEHT HET aKTUBHBIX
ANJIEPrHYECKUX peakuuil, U OyayT MpOaHATM3HPOBAHBI TOJBKO B TOM Clly4ae, €Cli y MalueHTa
Bo3HUKHeT nocienyromas IAR. Ilpu octpeix unn Tspkensix AR (Hanpumep, ¢ nmpusHakamMu U
CUMIITOMAaMHU THIIEPYYBCTBUTEIBHOCTH, HE3aBHCUMO OT BPEMEHH OT BBEACHHUSI HCCIIENyeMOro
JIEKApCTBEHHOTO CPENCTBA O Hayaja MpPOSBICHUs) HEOOXOOUMO B3ATb JOINOJHHUTEIbHBIC
o0pa3mpbl KPOBM M MOYH JJIsl OLIEHKHM PEAaKIUH, KaK OMHCAHO B IaHHOM JOKyMeHte. [lpum
CHUCTEMHBIX PEAKLHUSIX THIEePUyBCTBUTEIBHOCTH HEOOXOIUMO B3SITh JTOTIOJIHUTENbHBIE 00pa3Iibl
KPOBU M MOYH JJIsl OLEHKHU TAKOH PEaKIIHH.

19. 3a 15-30 muHyT 10 BBenmeHus 103 acorasbl aibda HEOOXOOUMO MONYUUTh 00Opaserl
CBIBOPOTKH KpoBH st aHanm3a PK/PD/ADA.

Osxupaercsi, 4To BBeneHHE acdoTasbl aibda B COOTBETCTBUU C PEKUMOM JICUEHHUS,
ONHCAHHBIM B IAHHOM JIOKYMEHTE, MIPUHECET 3HAYUTEIbHYIO MOJIb3y B3pOCHbIM nanueHram HPP
C HAQ4aJIOM B JIETCKOM BO3pacTe ¢ (PyHKIHOHAJIBHBIMH MAaTOJOTUSMHU BCIEICTBHE XPOHUIECKOTO
3a00seBaHMSL.

Hayunoe o0ocHOBaHUWE THU3aitHA UCCIIEIOBAHMS

Huxe paccMoTpeHo HayuHOE 0OOCHOBAHHE IS KAXKIOTO aCTeKTa qU3aiiHa HCCIIeOBAHUS.

e J[aHHOE HCcnenoBaHue MPOBOIST C yUacTHEM B3pocibix nmanuenTos ¢ HPP ¢ mayamom B
IETCKOM BO3pacTe C BBICOKUM OpeMeHeM 3a0oneBaHusl (NMOATBEPKIEHHBIM C TMOMOIIBIO
KOHKPETHBIX KPUTEPHEB BKJIIOUSHHS B UCCIIEIOBAHNE) B TIOMYJISLIUH, 1JI1 KOTOPOH HEOCTATOYHO

JaHHBIX O (I)YHKL[I/IOHaJ'IbeIX pe3yJibTaTax.
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e Jlo3a acdotassl anbda, COCTaBISAOLIAs 6 MI/KT, SIBJISIETCS OUIIHAIBHO PEKOMEHIY EMOH
N030M, UMEIOIIeH yCTaHOBJIEHHBIN PO b 3QHeKTUBHOCTH U 0€30MAaCHOCTH.

e Jlo3a acorassl anbda, cocTaBisitomnias 3,6 MI/Kr, CXoxa ¢ 1030 (3,5 MI/Kr), OLleHeHHOH
B HMCCJIEIOBAHUM JTMANa30Ha 703, B KOTOPOE ObUTM BKJIIOYEHBI 6 MAIMEHTOB-MOAPOCTKOB U 13
B3pociabix nauueHToB ¢ HPP B Bo3pacte or >13 no <65 5ner Ha MOMEHT BKJIOUYCHHUS B
uccienoBaHne. B 1aHHOM McCinenoBaHUU 103y, COCTABISIIOMYIO 3,6 MI/Kr, OyIyT OLIEHWBAThH B
OonplIeil koropre B3pochblx mauueHToB ¢ HPP ¢ Hauanom B A€TCKOM BO3pacTe C BBICOKUM
OpemeneM 3a0oneBaHMs (ONpenesieMbIM C MOMOIIBI) KOHKPETHBIX KPUTEPHEB BKJIIOUEHHS B
UCCJICIOBAHUE).

o QyHKIMOHANBHBIE OLIEHKU (HarpuMep, kpaTkasi popma onpocHuka u3 36 myHkToB [SF-
36], obobmenue ¢usnyeckoro kommonenta [PCS| u TecT MOBTOPHOrO BCTaBaHUS CO CTyJia
[KoMIOHEHT KpaTkoi Oarapen TecToB (¢usndeckoro ¢ynkiuonuposanus (SPPB)]), kotopsie
OyayT NMPUMEHSTh B JAHHOM HCCIIENOBAHUM, SIBIISIOTCS BAJIMAUPOBAHHBIMU CyOBEKTUBHBIMU U
O0BEKTUBHBIMU Pe3yJIbTATAMH H3MEPEHUI, KOTOPBIE OLICHUBAJH MTPU COCTOSIHUSX/3a00I€BAHHSX,
IpU  KOTOPBIX, COIJIACHO MyOJUKAIMsAM, yXyAmaercss (yHKIMOHANbHAS MOABIKHOCTh U
3arparuBatoTcst ADL (Hampumep, peBMaTOUIHBINA apTPUT, OCTEOAPTPHT, XPOHUIECKAs! CKEJIETHO-
MbIIIeYHasi OOJIb U CBA3aHHAs ¢ X-XpOMOCOMOM runodochareMust).

e [ToporoBble Oayuibl Ui KIIFOUEBBIX BTOPUYHBIX (DYHKIIMOHAIBHBIX KOHEYHBIX TOYEK,
KOTOpBIE SIBIISIFOTCS BAJIMAMPOBAHHBIMU CYOBEKTHBHBIMH M OOBEKTUBHBIMH PE3yJIbTaTaMH
usmepenuii (6amn mo PCS SF-36<40 u Bpemsi 1o pe3ysibTaTaM TeCTa MOBTOPHOTO BCTaBAHUS CO
cryna [kommnonenta SPPB] > 13 cekyHm), omnpenensii Ha OCHOBE BCECTOPOHHEro 0030pa
KYMYJISITUBHBIX JAHHBIX, 3apPETHCTPUPOBAHHBIX KaK MPU COCTOSIHHUSX/3a00JI€BAHUSX, KOTOPHIE
HApYIIAT (PyHKIHUOHAIBHYIO MOABIKHOCTE Wi ADL, Tak ¥ B 310pPOBOM MOMYJISILIHH.

Bseaenue 103 acorasnbl ajabda

Acdorasy anbdpa B m03e, cocTaBisoueit 3,6 Mr/kr/qw, OyayT BBOAWUTH MAIMEHTaM B
rpymre 2 B Teuerne 24 Henens (¢ menenu 13 o Hepenro 36) mocne nmpuema 6,0 Mr/Kr/qw B Te€YeHHE
nepBbIx 12 Hemenb. OkMOaeTcs, YTO CHIDKEHHE JO3bI 10 3,6 MI/KI/qw Oyner moaaepskKuBaTh
cHIKeHHst ypoBHei PPi B mutasme kpoBu ¢ Hexnenu 13 no Heneoro 36.

Acdorasy anbdha BBOAWIN €KEIHEBHO B 03€, COCTABIISIONIEH 3,5 MI/KT, B HCCIIEIOBAHUU
ENB-009-10 (mampumep, 0,5 Mr/kr 7 pa3 B Henento). B maHHOM uccienoBaHuu 103y achoTasbl
anbda, COCTaBISIOINYIO 3,6 MI/KT, BBIOUpANU AJisi yAOOHOTO BBEIEHHS TO3bI 3 pa3a B HEAENO (T.
e. 1,2 mr/kr 3 pa3a B Henem0). CliefyeT OTMETHUTB, UTO MOTYT OBbITh CJTIy4aH, KOrJa okasaHo ooee
4yacToe BBeJeHHe 103 (T. €. 6 pa3 B HEJEI0).

Tun naupeHTa M XapaKTepPUCTHKH 3a00/1eBAHUS

Knunnueckuii nuarno3 HPP ¢ HauanoMm B J€TCKOM BO3pacTe OCHOBBIBAETCS HA MPU3HAKAX
U CUMITTOMAX, XapakTepHbIX 11 HPP, monTBep K A€HHBIX CIIEIYOIUM:

¢ a. 3aTOKyMEHTHPOBAHHAsI(3a10KY MEHTHPOBaHHbIE) MyTanusi(MyTaum) B rene ALPL ot
cepTuUIUPOBAHHON JTabopaTopuH,

¢ YpoBeHb menouHoi gocdarasel (ALP) CBIBOPOTKH KPOBU HIDKE CKOPPEKTHPOBAHHOTO

10 BO3PACTy | MOJY HOpMaJbHOTO auanazoHa M mupunokcans-5'-pocdar (PLP), Gonee uem 2x
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NPEBBIIAIOININUN BEPXHHUI NPees HOPMbI IPU CKPUHUHTE

e Unnekc maccel Tena < 35 Kr/mM? Ha HCXOIHOM yYPOBHE

¢ QyHKIIMOHANBHAS TATOJIOTHS], O YeM CBUAETENbCTBYET BPEMs IO PE3yJIbTaTaM TECTa
MIOBTOPHOT'O BCTaBaHUs O cTyna (komrnoHeHTa SPPB), coctaBmsromee > 13 cexyHn, u 6amn mo
PCS SF-36<40 npu ckpununre. [[ns uccnemoBaHusi OyOyT COOTBETCTBYIOLIUMH KPUTEPHUSIM
BKJIIOUEHHS B HCCIEAOBAHME MAaKCUMyM 4 TMalMeHTa, KOTOpble HE CMOIYT TMPOWTH TECT
MOBTOPHOTO BCTaBaHMs cO CTyJa (komrnoHeHT SPPB)

e [[anueHTH! AOJKHBI MMETh AHAMHE3 NMALIMEHTA, KOTOPBIM BKJIFOYAET O MEHbLIEH Mepe 1
MepesioM, OTJIMYHBIA OT MepejioMa MO3BOHOYHUKA (MJIU TICEBIOIEPENIOM), MepPeHEeCeHHbIH 0e3
NPU3HAKOB CEPbE3HON TPaBMBbI

e JJanneHTs! c TEKy IIUM(TEKY MU ) HE3a KUBIINM(HE3KUBLINMH)
nepesoMoM(TIepesIoMaMiy) MK TICEBIONIEPETOMOM(IICEBAONIEpEIOMaMHU) (HarpuMep, OepeHHOHH,
O0b11e0EpLIOBOI, Masio0epLIOBOH, TUTFOCHEBBIX KOCTeH) HIDKHEH( HIDKHUX )
KOHEYHOCTH(KOHEYHOCTEH ) NOKHBI UMETh JOKYMEHTBI O JAHHBIX MEPEIoMax 1o MeHbLIeH Mepe
3a 3 Mecsla 10 CKpUHUHTA (C WK 0e3 XUPypruuecKoro BMEIIaTeIbCTBA).

BBogumoe(BBoaMMBIe) uccenyemMoe(uccieayemMble) JieKapcTBEHHOE(JIEKaPCTBEHHBIE)
cpencTBo(cpencTna)

Acdorasy anbdpa OyayT MOCTABISATH B BUAE CTEPUIIBHOTO BOAHOTO pacTBopa B 80-Mr
¢nakonax (c mozuposkod 100 Mr/mi) ¢ sKCTparupyembiM 00beMOM, cocTaBisromuM 0,8 Ml
JlononHuTebHAS IOAPOoOHAs HHGOPMALHS PeICTaBeHa B TabuIe 5.

Tabnuna 5. Beonumoe uccienyeMoe JeKapcTBEHHOE CPEACTBO
Hccnenyemblil npoaykT

Ha3Banue npoaykra: Acdorasza anbda

JlekapcTBennasi ¢popma: Kuakoctb

I'pynna 1: 6 Mr/xr/qw B Te4eHue 36 Henenb
OnHokpaTHas no3a: I'pynma 2: 6 mr/kr/qw B Teuenue 12 Henenb, 3arem 3,0

MI/KT/qW B TeueHue 24 Henenb

Iyt BBeaeHus: SC

CrepunbHbII BOAHBIN PacTBOpP OT MPO3PAUHOro AO Clierka

OMAJIECIIUPYIOMIETr0, OT OECIBETHOrO 10 OJIeIHO-XKENTOrO
Onucanue gpuznyeckux
nBeta ¢ koHueHrpauueii 100 mr/min acdorassl anbda, 25 MM

CBOMCTB:
dochara marpus, 150 MM xnopuma Hatpus, pH 7,4, B
CTEKJISTHHOM (pJIaKOHE [Tl OMHOKPATHOIO MPUMEHEHUSI
IpousBoanresn: Alexion Pharmaceuticals, Inc.

Cokpawmenns: SC=NOIKOXKHBII, qW=pa3 B HEAEJIO.
[IpurorosneHue U BBEACHNE HCCIIENYEMOTO JIEKAPCTBEHHOTO CPENICTBA
ITanmeHTsl, paHAOMHU3HUpPOBAHHbIE B rpynmy 1 wiu rpymnmy 2, OyAyT HAYUHATE C BBEIEHHS

703 TPWXKABI B Hexemo. Uncio ¢uakoHOB, MPUMEHSEMbIX Uit npurotoBieHust SC MHBEKIUH



100

acgorassl anbda, OyayT onpeneNsaTh B 3aBUCHMOCTH OT Beca MarueHTa (tabnuua 6 u tabmuna 8).

Ecnu nmanmeHT, koTopelil npuHUMaeT 6 Mr/kr/qw, BecuT >90 Kr, 3TOT MALHEHT JOJDKEH
nepeiiTi Ha cxeMmy BBeIeHMs 103 6 pa3 B Hexemo (tabmuuma 7). Ecim mokasaHo Oonee dactoe
BBEJICHUE 1103 (HampuMep, Ha OCHOBAHWUHU BECa WJIN MPOOJIEM C MEPEHOCHMOCTBIO BCIIEACTBHE
TAR/ISR 1o oneHke nccnenosarens), MALKUEHT JOJDKEH NEPEeiTH Ha CXeMy BBEIEHUs 103 6 pa3 B
Henemo (tabmuua 7 um tabmupa 9). Taxke MOryT ObITh PacCMOTPEHBI JTOTOJHUTENbHBIE
KOPPEKTHPOBKH O3Bl B CBA3M C HENOCTATOYHOH 3((EKTUBHOCTBIO WU IO CBS3aHHBIM C
0€30MacHOCTBI0 TPUYMHAM. YKa3aHHBIE O0BEM MA03bI MOXET ObIThb B3AT M3 (akoHa C
JIEKapCTBEHHBIM IPETapaToM C MOMOIIBI0 CTEPUIIBHOTO OJHOPA30BOro MmpHna oobemMoMm 1 mi
s uHbekuu. Mccnenyemoe eKapCTBEHHOE CPEACTBO cienyeT BBOAUTH SC ¢ MpUMEHEHUeEM
aCeNTUYECKON METOAMKH.

Tabnuua 6. Benenue 103 Ha OCHOBE Beca 11l BBeZieHUs acoTasel anbda 6 Mr/Kr/Henens

(2 Mr/kr Tpu pasza B HEEJO)

Bec tena (kr) Jo3a nist O6bem mis Konguryparnus ¢praakona
UHBEKLUHU (MT) UHBEKLUH (M)
40 80 0,80 80 mr/0,8 mu
50 100 1,00 JBa (2) ¢pnaxona mo 80 mr/0,8 M
60 120 1,202 JBa (2) ¢pnaxona mo 80 mr/0,8 M
70 140 1,402 JBa (2) ¢pnaxona mo 80 mr/0,8 M
80 160 1,602 JBa (2) ¢pnaxona mo 80 mr/0,8 M

A[Ipu nmonyueHnn oObeMa Il MHBEKIMHU, COCTaBIIsIOIIEro Oosee 1 M, pa3aenure o0beM
MOPOBHY MEXKAY 2 LIMPHLIAMH W BBEAWTE 2 WHBEKLUUH B 2 OTHEJIbHBIX MECTa MHBEKIIUU Ha
PaCCTOSIHUU IPYT OT APYyTa, COCTABJISIOLIEM NMPUOIU3UTeabHO 1 mroiim (2,54 cm).

Tabnuua 7. BBeneHue 103 Ha OCHOBE Beca JUIst BBeAeHUs1 ac(oTasbl anbda 6 Mr/Kr/Henemto

(1 Mr/KT mecTh pa3 B HEAEIIO)

Jlo3a nuis O6bem s
Bec Tena (kr) Kondurypanus paakona
UHBEKLIHH (MT) UHBEKLIUH (MJT)

40 40 0,40 80 mr/0,8 mu

50 50 0,50 80 mr/0,8 mu

60 60 0,60 80 mr/0,8 mu

70 70 0,70 80 mr/0,8 mi

80 80 0,80 80 mr/0,8 mu

90 90 0,90 JBa (2) ¢pnaxona mo 80 mr/0,8 mi
100 100 1,00 JBa (2) ¢pnaxona mo 80 mr/0,8 mi
110 110 1,102 JBa (2) ¢pnaxona mo 80 mr/0,8 mi
120 120 1,202 JBa (2) ¢pnaxona mo 80 mr/0,8 mi
130 130 1,302 JBa (2) ¢pnaxona mo 80 mr/0,8 mi
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2 [Ipu mony4eHNH 00beMa ISl HHBEKIUH, COCTaBIIONEro oonee 1 M, pazgenure o0beM
MOPOBHY MEXAY 2 LIMPHLAMH M BBEAWTE 2 WHBEKLUUH B 2 OTAEJbHBIX MECTa MHBEKLHUH Ha
PaCCTOSIHUU IPYT OT APYyTa, COCTABISIFOLIEM NPUOIU3nTeabHO 1 mioiim (2,54 cm).

Tabmuua 8. Benmenme 103 Ha OCHOBE Beca sl BBeneHHs acdorasbl anbpa 3,6

Mmr/kr/Henento (1,2 MI/KT Tpu pasa B HEAEIO)

Bec Tena (kr) Jo3za st Obbem miist Kondurypanus paakona
UHBEKLINHU (MT) UHBEKLIUH (M)
40 48 0,48 80 mr/0,8 mi
50 60 0,60 80 mr/0,8 mu
60 72 0,72 80 mr/0,8 mut
70 84 0,84 JBa (2) ¢maxona o 80 mr/0,8 mn
80 96 0,96 JBa (2) ¢maxona o 80 mr/0,8 mn
90 108 1,082 JBa (2) ¢pnaxona mo 80 mr/0,8 mi
100 120 1,202 JBa (2) ¢pnaxona mo 80 mr/0,8 mi
110 132 1,322 JBa (2) ¢pnaxona mo 80 mr/0,8 M
120 144 1,442 JBa (2) ¢pnaxona mo 80 mr/0,8 M
130 156 1,562 JBa (2) ¢pnaxona mo 80 mr/0,8 M

3 [Tpu mony4yeHnn o0beMa JIsl HHBEKIUH, COCTaBJIsIomero donee 1 mi, pazaenure o0bem
MOPOBHY MEXKAY 2 ILIMPHLAMH W BBEAWTE 2 WHBEKUUH B 2 OTHEJIbHBIX MECTa MHBEKIIUU Ha
PaCCTOSIHUY IPYT OT APYyTa, COCTABJISIOLIEM NMPUOIU3uTebHO 1 mioiim (2,54 cm).

Tabnuua 9. BBenmenwe 103 Ha OCHOBE Beca sl BBeneHHs acdorasbl anbpa 3,0

mr/kr/Heneno (0,6 MI/KT [IECTh pa3 B HEAEIO)

Jlo3a nuis O6bem s
Bec Tena (kr) Kondurypanus paakona
UHBEKLHH (MT) UHBEKLUU (MJT)
40 24 0,24 80 mr/0,8 mu
50 30 0,30 80 mr/0,8 mu
60 36 0,36 80 mr/0,8 mu
70 42 0,42 80 mr/0,8 mu
80 48 0,48 80 mr/0,8 mu
90 54 0,54 80 mr/0,8 mu
100 60 0,60 80 mr/0,8 mu
110 66 0,66 80 mr/0,8 mi
120 72 0,72 80 mr/0,8 mi
130 78 0,78 80 mr/0,8 mu

Monudukarms 10361

Ilocne nepsbix 12 Hepenb je4eHUs NMALUUEHTHl U3 TPYNNbl 2 MEPEHAYT HAa PEXUM C
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JO3UPOBKOH, cocTaBisaroeit 3,6 Mr/kr/qw. Monudukaun 1036l MOTYT OBITh Pa3peIleHsbl, eCiIu
y manpeHTa HabJro1aeTest yxXyaieHne cBsizanHbix ¢ HPP nmpr3HAaKkoB ¥ CHMITTOMOB IO CPAaBHEHHIO
C HUCXOOHBIM YPOBHEM M0 JICUEHHs IIOCJIE CHIDKEHHs! 03kl 10 3,6 MI/KI/qw, HOIyCKaeTcs
yBEJIUYEHHE 103bI 10 6 MI/KT/qwW.

Ouenku 3¢ ekTHBHOCTH

Heopzanuueckuii nupogpocham ¢ niazme kpogu

I'mmodocdarazuss B  3aBUCHMOCTH OT BO3pacTa MALUEHTOB  XapaKTEPHU3YeTCs
B3aUMO3aBUCHMBIMH  KJIMHMYECKMMH  TPOSBJICHUSIMH,  BO3HUKAIOIIUMH MO  MPUYMHE
HECIOCOOHOCTH MMHEPAJIN30BaTh KOCTHBIN MATPUKC BCJIEACTBHE MOBBIIIEHHBIX KOHLEHTPALUN
cyocrpara TNALP, npencrasmsiromero codoit PPi. IToseimenust Bueksierounoro PPi nmopasnsier
MUHEpANN3alMI0  KOCTHOW  TKaHM IyTeM  OJOKUPOBKM  OOpa3OBaHUsI  KPUCTAJUIOB
T'MAPOKCHAIATUTA, YTO BBI3BIBAET BBIPAXKEHHOE HAKOIUICHHE HEMHHEPAJINU30BAHHOIO KOCTHOTO
MAaTpHUKCa, MPUBOJS B PE3yJIbTaTe K OCTEOMANSALINY (Pa3MArYeHHI0 KOCTHON TKaHH) y MalUeHTOB
BCEX BO3PACTOB, CKEJETHBIM JedopMalusiM IMpU paxure (IMaTOJOTHYeCKH MUHEpPaTM30BAaHHON
KOCTHOH TKaHH, IUCMOPPUUECKUMHU TPyOdaThIMH KOCTSAMHU M peOpaMu) M MOCIEAYIOIIUM
NaToJIOTusIM pocTa y MiazeHueB u aereil. Oxkumaercsi, 4to BBeneHue acorassl anbda Oymer
ruaponuuposath PPi, BbicBoOOKIast Pi it cCoemuHEeHMs ¢ KaJbI[HeM, TEM CaAMbIM CIIOCOOCTBY ST
POCTY KPUCTAJUIOB I'MPOKCHANIATUTA U MUHEPATU3AL[MH KOCTHON TKAHH, a TAK)Ke BOCCTAHABJIMBAs
HOPMAaJIbHBIN (peHOTHII CKeneTa.

OO6pa3upl KpoBU ANl u3MepeHusi ypoBHs PPi B 1uia3mMe KpOBH MOXKHO OTOHpAaTh B
pa3IUYHbIE MOMEHTBI BPEMEHH, TaKHe KaK YKa3aHHbIE B TAONMUIE 4, Ui OLIEHKU MOTEHIIHATbHBIX
cyOCTpaToB AJisi akTUBHOCTH ac(oTa3bl alibda.

Kpamxasa 6amapes mecmoe pusuueckozo pynkyuonuposanus

SPPB Obuta paspaboraHa myisi u3MepeHHs (YHKIHOHAJIBHOTO CTaTyca M (PU3MYECKHX
nokasareseir. OHa npencrasisier coO0H KOMIUIEKCHOE U3MEPEHHUE, KOTOPOE OLIEHHBAET CKOPOCTh
X0Ab0BI, pABHOBECHE B TOJIOXKEHUU CTOSI M BbIMOJNIHEHHE Tecta "csaap u BctaHp"' (STS). SPPB
PaCCUYUTHIBAIOT HA OCHOBE 3 KOMIIOHEHTOB: CIIOCOOHOCTH CTOSITh B Te€UeHHE nepuona 10 10 cekyHa
¢ 3-Ms MOJIOKEHHUSMU HOT (CTOMBI MAapaJIeNIbHO APYT C APYTOM, CTOMBI MEPIEHANKYJSIPHO U
CTOIBI MOCJIEIOBATEIBHO); BPEMEHH /ISl BBITOJHEHUS 3-X MJIH 4-X METPOBOM XOABOBI U BPEMEHU
NoJbEeMa CO CTyJia 5 pa3 (HarmpuMep, TECT IIOBTOPHOT'O BCTABAHMS CO CTYJIa). TeCThl Ha paBHOBECHE
B TIOJIOKEHUH CTOSI OLEHHBAIOT B OaJlIax HA OCHOBAHHH CIOCOOHOCTH COXPAHSITh PABHOBECHE B
Kaxo# u3 3Tux nosuuuii. Ckopocts xonp0s! 1 TecThl STS onennBaroT B 0ajiax, BO-MEPBBIX, 1O
CHOCOOHOCTH BBIMOJIHATH 3aJaHUS, & BO-BTOPBIX, MO0 BPEMEHH, 3aTPAUY€HHOMY Ha BBITIOJHEHUE
Kaxnoro 3amanus. Kaxnoe 3amanue oueHuBaroT mo 4 Oammam, mpu 3ToM Oamiel 3a 3 Tecra
CYMMHPYIOT, 4TO JaeT B O0IIeH CIOXHOCTH MakcuMyM 12 u muanmyMm 0. boree Beicokmii Oamn
yKa3bIBaeT Ha OoJiee BHICOKUI yPOBEeHb (DYHKIUH, TOTAA Kak Oojiee HU3KHI Oalll yKa3bIBAET HA
Oonee HU3KUH ypoBeHb QyHKIMH. BbUTO IOKa3aHo, 4To Oosee Hu3kue Oamibl o SPPB sBisiroTcst
IPOTHO30M YBEJIMYEHHOIO pHUCKA MaaeHWi, yTparsel He3aBucMMOcTH OT ADL, ymeHblueHus
NOABM)KHOCTH,  HETPYAOCHIOCOOHOCTH,  YXYIUIEHUS  COCTOSIHUS  370POBbS, IOBTOPHOH

rocuvrajan3ali U yBECJIUYCHUA NPOAOJIKUTEIIbHOCTH l'[pe6bIBaHI/I$I B 6OJ'II:;HI/ILIG, rocrnyrajlu3aluu
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B JoMa mpectapenbix u cmeptu. M3menenne mo SPPB wHa 0,5 myHkTa cumraercss HeOONbIIUM
3HAUYUMbIM H3MEHEHHEM, B TO BpeMs Kak usMeHeHue no SPPB Ha 1 mnyHKT cuurtaercs
CyLIeCTBEHHBIM 3HaUNMbIM U3MeHeHueM (Treacy et al., J Physiother. 64(1):61, 2018).

Tect MOBTOPHOrO BCTAaBaHMsI CO CTYJIa MPENYCMATPUBAET AKTUBALIMIO MHOXKECTBA MBIIIIL]
HIDKHE! KOHEYHOCTH, INIAaBHBIM 00pa30M MBIIII-pa3rudarenei KojJeHa (4eThIPexTIaBON MbIIIIIbI
6enpa) (Bohannon et al. Isokinet FExerc Sci. 18(4):235-240, 2010). TecT mOBTOPHOTO BCTaBAHUS
CO CTyJa NMPHUMEHSJIM B Ka4eCTBE CAMOCTOSITEIBHON OLEHKM (Hampumep, ynpaxseHue STS),
KOTOpas IUPOKO MPUMEHSIETCS B KaU€CTBE U3MEPEHHUS CHIIbI HIDKHUX KOHeuHocTel. CyInecTByer
HECKOJIbKO BapuaHTOB TecTa STS; TeM He MeHee, B JTaHHOM HCCIIEAOBAHUH OyAET MPUMEHATHCS
komrnoreHT SPPB, npexncrapnstomuii co00i TECT MOBTOPHOTO BCTABAHUS CO CTYJIA.

SPPB mosxeT ObITh IPOBENEH B PAa3JIMUYHbIE MOMEHTHI BPEMEHH, TAKUE KaK YKa3aHHbIE B
tabnuiie 4, He pacrnonararoIuM HHGOpMaIel OLIEHUBAIOIIUM CIIELIUAJIUCTOM.

Kpamkas popma onpocnuka uz 36 nynkmoe

CBsi3aHHOE CO 3I0pOBbEM KAaueCTBO JKU3HM OTHOCUTCA K (DYHKLUHOHUPOBAHHIO H
Onaronony4uio B (PU3NUECKOH, ICUXUUECKON U counanbHOi chepax xusnu. SF-36 cocrout u3 8
MHOT'OIYHKTOBBIX IIKaJ (35 MyHKTOB), oneHuBaromux (rsudeckyro ¢yHkimo (10 myHKTOB),
poJIeBble OTpaHMYEHHUsT BCIEACTBUE (pr3HuecKux mpodjieM CO 3M0pOBbeM (4 MyHKTA), TEIECHYIO
6oub (2 nmyHkTa), oO11ee COCTOsIHUE 3M0POBbs (5 MyHKTOB), JKU3HEHHYIO aKTHBHOCTD (4 MyHKTA),
couanbHoe (pyHKIHMOHUPOBaHKE (2 MyHKTA), POJIEBbIe OIPAHUYEHHS B CBSI3H C MOLIMOHAIbHBIMU
npobaemMamu (3 TyHKTa) ¥ SMOLMOHAIBHOE Oarononyuue (5 myHkToB). [laHHbIE 8 1mKam MOTyT
ObITh 00BenUHEHBI B 2 0000meHHbIX nokaszaresst: 6aut PCS u 6amn 0000ImeHus: CuXu4eckoro
komronenta (MCS). 36-ii MyHKT, KaCalOIIUNUCS U3MEHEHHsI COCTOSIHUS 3[TOPOBBSI, HE BKJIFOYEH B
mkany wim obodmennsre 6auel (Farivar et al. Health Qual Life Outcomes 5:54, 2007).

SF-36 mpencrasisieT coOOH OMPOCHUK JJIsi CAMOCTOSITEIBHOTO 3amojiHeHus. [larueHTh
3amoJHSIOT | OTBET W3 psiga BaApUAHTOB U KaKIOro U3 36 BOMPOCOB. 3aTeM KOMOWMHALIUIO
OTBETOB Ha MyHKThI 0000IIArOT AJis pacyeTa Oajuia mo Kakaou U3 8 mepeuncieHHbIX mKajl. bamie
MO KaXKJIOMY TapaMmeTpy BapbUPYIOT B quamna3oHe oT 0 mo 100, mpuyem Gosiee BbICOKHE Oajuibl
YKa3bIBAIOT HA JIy4IlIee COCTOSTHUE 3J0POBbs. BOJIb B Telle TakKe OLEHUBAIOT B OaJIIaX TAKHM XKe
obOpa3om, mpudeMm Oojiee BBICOKHE Oajulhl YKa3bIBAIOT HA MEHBINYK) 00Jib. 2 0000IEHHBIX
nokazarenst (PCS u MCS) ouenuBaroT B 6ayiax nHade, yeM 1o 8 mapamerpam B Oajuiax. JlaHHbIE
IIKaJbl OLICHWBAIOT B Oa/ylax C NPUMEHEHHEM OCHOBAaHHBIX Ha HOpMax crocodoB. bam,
cocrapisromuil 50, oTpaxkaer cpeqHHUi O6alT MO OTHOLIEHUIO K 3THM MOMYJISIUSIM. balibl Hinke
50 oTpakarOT COCTOSHHE 370POBbSl HIDKE CpenHero, a Oayuibl Bbime SO OTpakarOT COCTOSIHUE
3nopoBbe Bbime cpenHero (Stewart et al. Aust J Physiother. 53:208, 2007). Onpocauk SF-36
MOJKET OBITh 3aII0JTHEH B pa3IMYHble MOMEHTHI BpEMEHH, TAKHe KaK yKa3aHHbIe B TaOmuIe 4.

Bpemennoii mecm "eécmanv u uou"

Bpemennoii Tect "Bctanp u ugn" (TUG) u3mepsieT B CeKyHIax BpeMsi, 3aTPaYHUBACMOE
UHIMBUAYYMOM Ha TO, 4YTOOBI BCTaTh CO CTAHOAPTHOTO Kpeclia, IMPOWUTH pacCTOSHHE,
coctasysroee 3 Metpa (mpumepHo 10 GpyToB), MOBEPHYTHCS, BEPHYTHCS K Kpeciy U cecTb. [l

JaHHOT'O KIIMHUYECKOTO TECTA, pa3pa60TaHHoro AJIA TIPOBEACHHA B MEAULIMHCKOM YYPCKIACHUH,
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HEoOXOMMO, YTOOBI MALMEHTHI HOCHUJIM CBOK OOBIYHYIO OOYBb M MPUMEHSTH CBOH IPUBBIYHBIE
BCIIOMOTaTENIbHbIE CPENICTBA IJIsI XOAbOBI (0€3 cpencTs, TpocTh, XoayHkH). Hukakoit ¢puznyueckoit
NOMOIIM He OKa3biBaeTcs. [lallMeHThl HAYMHAIOT TECT, MPHUCIOHMBIINCH CIIMHOW K Kpecy,
MIOJIOXKHB PYKH HA IMOAJIOKOTHHUKH U B35IB B PYKH UX BCIIOMOTAaTEIIbHOE CPENCTBO s XOAbObL. Mx
UHCTPYKTUPYIOT, UTO NPH CJIOBE "MauTe" OHU JOJDKHBI BCTATh U IPONTH B yJOOHOM U O€30MacHOM
TEMIIE JI0 JIMHUH Ha TOJIy Ha PACCTOSHUM 3 M, MIOBEPHYTHCS, BEPHYTHCS K KPECITy M CHOBA CECTb.
Ilepen TeM, Kak 3aMepUTh BPeMsl, MALMEHT OAHMH Pa3 MPOXOAUT TECT C LENbI0 O3HAKOMIICHHUS C
TecToM. JJIl U3MepeHHsl BpEMEHH T€CTa MOXKHO MPUMEHSTh JINOO CEKyHIOMEp, JTMOO Hapy4HbIe
Yyachl C CEKYHAHOW cTpenkoi. HopmanbHble 3710pOBBIE MOXKWIIBIE JHIA OOBIMHO BBIIOJIHSIOT
3ananue 3a 10 cexyHn uiu MeHbIne. O4eHb CIadbIM HITH OCIabJIEHHBIM MOKIJIBIM JINLAM C IIOXOU
MOJBM)KHOCTBIO MOXET MOTpeboBaThCsl 2 MUHYTHI Wiu Oojblie. bpuio mokasano, uro Oai,
cocrapisiroIuil > 14 cexyHn, ykasbiBaet Ha Bbicokuil puck nanennii (Lysack C. et al. Household
and Neighborhood Safety, Mobility. 2nd ed. St. Elsevier; 2010). Tect TUG Oyzner nposeaeH He
pacnonarar M HHGOpMaruei OLeHNBAIO UM CIELUAINCTOM B Pa3JINYHbIE MOMEHTHI BPEMEHH,
TaKue KaK yKa3aHHble B TaOnue 4.

Bann no kpamkomy onpocHuxy O/ OUeHKU GblpalrceHHocmu 60/1€6020 CUHOPOMA -
eonpoc 3 (nauboiee cunvnasn 60/b)

Kparkuii onpocHHK Uil OLEHKH BbIpakeHHOCTH OojeBoro cuHapoma (BPI), panee
M3BECTHBIN KaK KPaTKHH OMPOCHUK IO OOJIEBOMY CHHAPOMY, MPEICTABIISIET COOOM ONMPOCHUK IS
CaMOCTOSITEJIbHOTO 3aMOJIHEHHsI, KOTOPBIH M3HAYaJIbHO ObLT pa3paboTaH AJisi OLEHKH OONu mpu
pake. B HacTosiee Bpemsi ero Takyke NIPUMEHSIFOT B KaueCTBe OOIIEero OnpocHUKa 1o 00ieBomy
CHHIPOMY TPHU APYTHUX XPOHUYECKUX OONeBbIX cOCTOsHHSIX. OH HOCTyNeH B KOPOTKOH - (9
NYHKTOB) U JJIMHHOH - (17 myHkTOB) hopme. KopoTkyro ¢popmy BPI npumeHsroT yaine, 1 UMEHHO
Ha Hee ccputaroTes, korna BPI ynomubaercst B uccienoBaHuu.

ITepBbiii HEOOA3aTENbHBIM MYyHKT MPEICTABISET COOOW KOHTPOJIbHBIA BOMPOC O OOJH
OMpAaIINBAeMOro JIMa B Te4eHue IHs. [lanee ONMpOCHUK COCTOMT M3 TpaUuecKux IuarpaMm
Oonu: 4 myHkTa 00 HHTEHCUBHOCTH 00Ju (Haubosiee cuiibHast 00JIb, HAMMEHbIAsT 0OJIb, CPEIHSIS
00J1b, 0OJTb B HACTOSIIIMI MOMEHT), 2 yHKTa 00 00€300JIMBAOIIEM JIEYSHUH UJTH JIEKAPCTBEHHOM
npenapate u | NMyHKT O BAMssHUM Oonu ¢ 7 momamyHKTamu (00Imas aKTMBHOCTb, HACTPOEHHE,
CHOCOOHOCTh XOANTh, HOPMaJIbHAs XO/1b0a, OTHOIICHHUS C APYTUMH JIFOJIbMH, COH, HACTKACHNE
JKU3HBIO).

BPI naet 2 ocHoBHBIX Oajuia: Oamn TsokecTH Oonmm 1 6amn BiusiHus 6omm. bann TsokecTH
00JHM pPacCUUTHIBAIOT MO 4 MyHKTaM, KacarOIUMCS WHTEHCUBHOCTH Oonu. Kaxnblii myHKT
oneHuBaroT ot 0, T. €. orcyTcTBUEe OOH, 10 10, T. €. OOJNIb HACTONBKO CHUJIbHA, HACKOJIBKO BBI
MokeTe cebe MPEeNCTaBUTh;, U MyHKT BHOCHUT TOT K€ BKJIQJ B MTOTOBBINA Oajul, HAXOIIIIUICS B
muanazoHe ot 0 mo 40. bamn BiausHMS OOMM COOTBETCTBYET MYHKTY O BIMSHMUA Oomu. 7
MOAIYHKTOB OLIEHUBAIOT OT 0, T. €. He OKa3bIBaeT BIUSHUSL, 10 10, T. €. OKa3bIBAET MAKCUMAJIbHOE
BJIMSIHYE, W MyHKT BHOCHT TOT K€ BKJIAJ] B UTOTOBBIN Oal, HAXOQAIIMICS B nuana3one ot 0 1o
70. IlepBblif yHKT, rpadudeckue nuarpaMmbl Oomu (OoJe3HeHHble W HanOojiee OOJe3HEHHbIE

o0yacTu), a TakXe MyHKTbl 00 00e300nMBaroIeM JIEUeHHH WM JIEKAPCTBEHHOM IIpernapare



105

(mepeueHb CPEACTB JIEYEHUS U CTENEeHb OOJIErdeHHs) HE YUYUTHIBAIOT IMpPH TMojcYeTe Oaios.
3anonnenne BPI 3aaumaer npumepHo 5 munyt (Poquet et al. J Physiother. 62:52, 2016). BPI
MOJKET OBITh 3aII0JHEH B pa3IMYHble MOMEHTHI BpEMEHH, TAKHE KaK YKa3aHHbIe B TadmuIe 4.

Bann no wikane ynkuuil HudCHUX KoneuHocmeil

IMIxana ¢ynkumii HwxHUX KoHeuHocTel (LEFS) mpencrasnser coboit peructpupyemsiii
NAlMEeHTaMH TIOKa3aTeNb s M3y4deHHs (yHKIHOHAJIBHOTO CTaTyca NPH HAJHMYUH MPoOseM
HIDKHMX KOHEYHOCTEH, CBSI3aHHBIX C ONOpPHO-ABUrarenbHbeIM ammapatoM. LEFS cocrout u3 20
NYHKTOB ¢ OaliaMy, HaxXONALIMMHCS B auana3zoHe oT O (Ype3BbIYaliHO TPYIHO/HEBO3MOXKHO
OCYIIECTBUTb AKTUBHOCTH) 110 4 (HeT 3aTpyaHeHuit). OOuuii 611 MOKHO MOy YUTh, CYMMHPOBAB
Oamibl O OTAENBHBIM MNyHKTaM. MakcumanbHblil Oami, cocraBisromuii 80, yka3bBaeT Ha
OTCYyTCTBHE (PYHKIIMOHAJIBHBIX OTrPAaHUYEHUN, a MHHUMAaJbHBIA Oaymi, cocrapisromuil O,
yKasbIBaeT Ha kpaiinue orpannuenust (Mehta et al. J orthopaed. and sports phys. ther. 46:200-216,
2016). LEFS mosxeT ObITh 3amOJHEH B pa3jM4YHble MOMEHTHI BPEMEHH, TAaKHE KaK YKa3aHHbIE B
Tabmuue 4.

Penmezenonozuueckas oyenka peenepayuu nepeiomos

B nanHOM mccnenoBannu OyAyT OLIEHUBATH AOJIO PETEHEPUPOBABIIUX IMEPEIOMOB WIH
NCEBAONEPENIOMOB Yy  MALUUEHTOB C 3aMENJICHHOW  pereHepauuell  NepeJoMOB WU
MICEBJIONEPEIOMOB HIDKHEH( HU)KHUX ) KOHEUHOCTH(KOHEYHOCTEH) NOCPENCTBOM
peHTreHorpa@u4eckoii  OIEeHKH. PEHTreHONOTMYeCKYyI  pEereHepaliio KOCTHOH  TKaHH
OMPENENSIIOT KaK Pe3yJIbTaT HAOMIOIEHHSI TPU3HAKOB KOPTHUKAJIBHOW BEPETEHOOOPa3HOI KOCTHOM
MO30JIM W/WJIM TIOYTH MOJIHOW OOJMTEpalvy JIMHUK MepejioMa. B 1mkange peHTreHOI0rn4eckoro
cpamenusi  nepenomoB  OonbmebepuoBoit  koctu  (RUST)  mpumenstor — naHHbIE
pentrenorpadyeckue npusHaku st oueHku perenepanun. RUST u monudunuposannas RUST
(mRUST) ocHoBanbl Ha Oajiax, MPUCBOSHHBIX (POPMHPOBAHUIO KOCTHOW MO30JIU U BUAUMOCTH
JIMHUM TIepeJioMa B KAKAOW 13 4 BUAMMBIX KOPTHKAJIBHBIX 00JIacTel Ha 2 peHTreHorpamMmMax. basmn
no mRUST, cocrasssirornmii " 1", mprcBanBarOT MPHU OLEHKE "HET MO30JU"; OaJIJ1, COCTABIISIOIIUIH
"2", mpUCBAMBAIOT MpH "HAIWMIUM MO30iH"; Oajui, cocTaBysrOmmiA "3", MPHCBAMBAIOT TNPH
HAJTMYUU "BepeTeHOOOpa3HON KOCTHOW MO30JH", U Oayy, COCTaBisromuil "4", MpUCBAaWBAIOT,
KOTZla KOCTHasi TKaHb "pemonenupoBaHa” u "mepenom He BuneH" (Leow et al. Bone Joint Res.
5:116-121, 2016; Litrenta et al. J Orthop Trauma 29:516-520, 2015, Whelan et al. J Trauma.
68:629-632, 2010). bamn mo mRUST, cocraBmsirommii 3, OyayT paccMaTpuBaTh Kak
CBUJETENBLCTBO pereHepalii B JAHHOM UCCIIeIOBAHUU.

PentrenorpamMmMel OyyT OLIGHHMBATBhCS HE pacrojiararoiiei mHpopManueil KoMuccuei
SKCIEPTOB  (HANMpUMEp, PEHTTEHOJIOrOB, XUPYpProB-opTonenoB). PeHTreHorpaduyeckyro
BU3YaJM3aLMI0 MOXKHO OCYILECTBJISITh B PA3/IMYHblE MOMEHTHI BPEMEHHU, TaKue€ KaK MOMEHTbI
BPEMEHH, yKa3aHHbIE B Ta0NULE 4.

Ilpumenenue ecnomozametbHviX yCHPOUCHE

I'mmodocdarasust  cBsi3aHa € BBICOKMM  OpeMeHeM  OT  IIepeJiOMOB M|
OPTOINEANYECKIX/CTOMATONIOTMYECKIX XHUPYPTUYECKUX BMEIIATENbCTB, OOJBI0, HAapyLICHHEM

IMOJABUXKHOCTU, l'IOTpe6HOCTbI-O B BCIIOMOI'aTCJIbHBIX YCTpOﬁCTBaX JJIA XOI[I:;6I:;I, YMEHBIICHUEM
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¢dysKIMOHaNMBHOTO cTatyca u natojorusmMu B ADL y nereit u B3pociusix (Berkseth et al. Bone.
54:21-27, 2013; Coe et al. J. Bone Joint Surg. Surg. American volume.68:981-990, 1986, Weber
et al. Metabolism: clinical and experimental. 65:1522-1530, 2016). B nanHOM HCClieTOBaHUU
OyayT OLIEHHWBATh NMPHYUHBI NMPUMEHEHHs] BCIIOMOTATENIbHBIX YCTPOHCTB, B TOM 4YHCJE OOIb,
caboCTh, YTOMIIIEMOCTDb, PaBHOBECHE, OOsI3Hb MaeHHs UM OOsI3Hb repesioMa. Takke MOXKHO
coOpaTte HHPOPMALIHMIO O TUIIAX MPUMEHSIEMbIX YCTPOHCTB (HapuMep, KOCTbUIN, 3aBUCUMOCTD OT
KpecNa-KOJSICKH [BCe BpeMsi], 3aBUCUMOCTb OT KPECTa-KOJICKH [J4acThb BPEMEHH|, XOIYHKH,
TPOCTh, (PUKCHUPYIOIIUX YCTPOWCTB MU HOT, NaHAyChl, Moaudukanus BaHHBI/IyLIa,
NOPYYHM/TIEpUIIa UK IPyTHUe BCIIOMOTraTeNbHble yCTpoiicTBa). [IpiMeHeHe BCIoMOraTeIbHbIX
YCTPONCTB MOXHO MOCTOSTHHO KOHTPOJIMPOBAThH HA MPOTSDKEHUH BCETO UCCIIEIOBAHMUS.

Ilepugpepuueckan Kouvecmeennas KOMRLIOMEPHAA  MOMOZPAPUA  BbICOKOZO
paspeuienus

ITepudepuueckas KONUYECTBEHHAsE KOMITBIOTEPHAsT TOMOTpadusi BHICOKOTO Pa3perueHHsI
(HR-pQCT) nmpencraBisser coOOM  HEWHBA3WBHBIA  MAJOy4eBOM  CMOCOO  OLIEHKH
MHKPOAPXUTEKTYPbl KOCTHOH TKaHH M OOBEMHOW MHHepalbHOH IuoTHOCTH KoctH (BMD) B
KOPTHKAJIBHBIX U TPAOEKyJISIPHBIX OTAENaX AMCTAIBHOTO OTAENA JIy4eBOH KOCTH U JHCTAJIBbHOIO
ornena OGonprnebepuoBoii koctu. Ero mpumeHeHHe B KIMHUYECKOM HCCIIEAOBAHUU ITOMOTJIO
HOHSTh PA3JIMYMs B CTPYKTYpe KOCTHOM TKaHU B IIMPOKOM JHAIa30HE HAapyIIeHUH MeTadonn3ma
KOCTHOH TKaHH, PHUCKA NEPEJIOMOB U OTBETA KOCTHOHM TKaHU HA Pa3jIMYHBbIE CIOCOOBI Tepanuu
ocreoropo3a (Cheung et al. Current oseteopor. reports. 11:136-146, 2013). Awnanus
MUKPOAPXUTEKTYPbl ¢ MPUMEHEHHEM AAHHOW METOAOJOTHH OOeCreunBaeT Jydinee MOHUMaHUe
BO3MOKHOTO TOBPEXKIEHUS] TPaOEKyJSIPHOW M KOPTHUKAJIBHOW YaCTH KOCTH B CBSI3H CO
CBSI3aHHBIMH ¢ 3a00ieBaHMEM KOMIIOHEHTaMu. Bcem maumeHtam OyneT  JIOCTyIHA
nepudepudeckas KOJIUYECTBEHHAs] KOMIBbIOTepHasi TOMOrpadusi BbICOKOro paspemrenus. HR-
pQCT M™oOXHO mPOBOAUTH Ml OLEHKH oOmeidt, ob0wvemHoit BMD TpalekynspHOro u
KOPTUKAJBHOTO BEIIECTBA, TOJIIMHBI KOPTHUKAJIBHOTO BEIIECTBA, KECTKOCTH, YMCIa TpabeKy,
pazneneHusi TpaOEKyJ U TOJIIUHBI TpaOEKyJ, HampuMep, B MOMEHTbI BPEMEHH, YKa3aHHbIC B
Tabmnmue 4.

Obugue enevamienus nayuenma o6 yjayumieHuu

Obmee BrieuaTienue nanuenta oo ynyumennu (PGI-1) mpencrasnser co6oii onmpocHUK n3
1 myHKTa, KOTOPBIH NPUMEHSIOT AJIsI OLEHKH OOIIEro BOCTIPHSITHS MALMEHTOM CBOETO COCTOSIHUS
OTHOCHUTEJIbHO HCXOAHOrO ypoBHs. IlalmeHTa mpoCST OLEHUTH MPENrojiaraeMoe H3MEHEHUe
ero/ee COCTOSIHUSI B OTBET Ha Tepanuio win BMemarenbcTso (Yalcin et al. Am J Obstet Gynecol.
189:98-101, 2003). Ouenka no PGI-I moxer ObITh MpOBENCHA B PA3JIMUHBIE MOMEHTHI BPEMEHH,
TaKHe KaK MOMEHTBI BpEMEHH, YKa3aHHbIe B Tabmme 4.

Ouenku Oe3onacHOCTH

Anamnes nayuenma u demozpaguueckas ungopmayus

Hemorpaduueckass wHpopMaruss OyneT BKIIOYATh JATy POXKIEHHUS, BO3pAcT, IOJ,
STHUYECKYIO MPUHAIJIEKHOCTh M pacy. AHaMHe3 narpeHTa Oy1eT BKIIF0YaTh BO3PACT HA MOMEHT

MOSIBJIEHUST HAUOOIEe PaHHUX MPU3HAKOB UJIKM CUMIITOMOB I‘IPP, ad TAKKEC KOHKPETHBIC MPU3HAKU
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WIA CHMIITOMBI MIPHU TIOCTAHOBKE JIMArHO3a W MPHU BKIIOYEHWH B HMCCIIEJOBAHUE, B TOM YHUCIIE
CKEJIETHBIE, HEBPOJIOTUYECKHUE, KOHCTUTY LIHOHAJIbHbIE/ METa00JINIECKHIE, MBILIEYHbIE,
CTOMATOJIOTUYECKHE, PECHHPATOPHbIE, TOYEYHbIE U pPEeBMaTHUECKHE 3a0oneBaHHMsA. AHaMHeE3
NanveHTa W JeMorpapuueckyr0 MHPOPMALMIO MOXKHO TOJYYHTh B PA3JIMYHbIE MOMEHTHI
BPEMEHH, TAaKUe KaK MOMEHTBI BpEMEHH, YKa3aHHbIe B TaOmuue 4.

Qu3ukaivHoe obciredosanue

dmsukanpHOe obcnenoBaHne OyIeT BKIIOUATh OLIEHKY OOIIEro BHEUIHErO BHIA, KOXH,
TOJIOBBI, yXa, IJa3a, HOCA W TopJia; Iuew, JUM(QOY3JOB; IPYIHON KJIETKH, CepAla; OproLIHON
MOJIOCTH, KOHEYHOCTEH, LIEHTPAJIbHOW HEPBHOM CHUCTEMBI, ONOPHO-ABUTrATENBHOIO ammnapara.
Coxkpamennoe pusukampHOoe 00cienoBaHue OyaeT BKIIOYATh OLEHKY NMPU3HAKOB U CUMIITOMOB
nanveHTa. Bce ¢usukampHble oOcnenoBaHus (IOJHBIE M COKpALEHHbIE) OyAyT BKIOYAThH
B3BELINBaHNUE (C NMPHMEHEHHEM KaJHOpPOBAaHHBIX BECOB) U OCMOTP MECT MHBEKLUI achoTasbl
anbpa Ha HaJIM4YMe MOTEHIMAJNBbHOW(NOTEHLMANbHBIX) peakuuu(peakuuii). ILlenbie u
COKpalleHHbIe (PU3UKAIbHBIE OOCIENOBAHUS MOXKHO OCYLIECTBJISITh B PA3JIMUHBIE MOMEHTBI
BPEMEHH, TaKUe KaKk MOMEHTbI BpEMEHH, YKa3aHHbIe B Tabnune 4.

Tokazamenu scu3nenno ar3cHbIX YYHKUUL

IToka3zarenu *KU3HEHHO Ba)KHBIX (DYHKLUUH BKJIIOYAIOT CUCTOJIUUYECKOE U TUACTOIHYECKOE
KPOBSIHOE JAaBjieHHe (MMJUTUMETPhl PTYTHOrO CTON0Aa [MM pPT. CT.]), 4YacTOTy CepAeYHBIX
COKpalneHuil (yaapoB/MHHYTY), YaCTOTY JAbIXaHHs (BIOXOB/MHHYTY) U TeMmepaTrypy (rpaaycsl
Henbcus [°C]| wnu rpagycsr @apenreiita [°F]). B nHu BBeaeHHs 103 B KJIMHHUKE MOKa3aTeNld
JKU3HEHHO BaKHBIX (DYHKLUI MOKHO M3MepsiTh 3a 10 MHMHYT 1O BBEACHHUS HCCIIEAYEMOTO
JIEKapCTBEHHOTO cpenacTBa. [loka3aTeNu SKU3HEHHO BaKHBIX (YHKIMH MOXKHO H3MEpPSTb B
pa3INnYHBIE MOMEHTBI BPEMEHH, TAKUE KAaK MOMEHTBI BpEMEHH, YKa3aHHbIe B TaOuLe 4.

Dapmakoounamura

3a 15-30 muHYT OO0 BBemeHHUs N03bl achoTasbl ajdb(pa MOKHO B3ATH O0pas3Lbl IS
usmepenus PPi u PLP B muasme KpOBH C LEJbIO OLEHKHU MOTEHLUAIbHBIX CyOCTpaToB ISt
akTuBHOCTH ac(oraszsl anbda. [Mupunokcans (PL) MOXHO M3MEepUTh HE3aBUCUMO U MOXKHO
3apeructpupoBath B Bune cootHowmenus PLP/PL. [Tupunokcans-5'-pocdar npencrasnser codoit
cyocrpar nisi achorassl anbha, U B pe3ysibTare 3a cuer aedochopuupusyromei akTHBHOCTH
obpasyercs PL. Takum obpasom, oskunaercs, 4to cootHomenue PLP/PL Gy et Bbiie 10 nedeHus
U HUXKE TIpH JiedeHnn acdoraszoi anbda, nockonbky PLP nedochopunmupyercst no PL (Akiyama
et al. Mol Genet Metab. 125:174-180, 2018). 3menenus PL oTpaaroT akTUBHOCTB ac(oTas3bl
anb(a npu aHamu3e B kadecTBe cooTHoIIeHus ¢ PLP. ByayTt peructpupoBath (akTHUECKYIO AaTy
u Bpems (B 24-dyacoBoM popmate) oTOOpa Kakaoro odpasua.

O6pasup! kpoBu anst m3mepenuss PPi, PLP u PL B miasme kpoBH MOXHO OTOHMpaTh B
pa3IUYHBIE MOMEHTBI BPEMEHH, TAKUE KaK MOMEHTBI BpEMEHH, YKa3aHHbIE B TaOmmLe 4.

buomapkeput

I'mmodocdarazus xapakTepu3yeTcsi B3aMMO3aBHCUMBIMU KITMHHYECKHUMH MTPOSIBICHUSIMH,
BO3HHUKAIOIIUMH IO TPUYHHE HECTIOCOOHOCTH MHHEPAN30BaTh KOCTHBIH MATPUKC BCIIEACTBHE

NOBBIIEHHBIX KOHIEHTpauuii cybcrpatroB TNALP, B Tom uucne PPi u PLP. HecnocoOHocTh
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MUHEpAIN30BaTh KOCTHBIH MAaTPUKC MPHUBOAUT K OCTEOMAISLIUH (Pa3MSATYEHHUIO KOCTEH).
Mapkepsl OOHOBJIEHUS] KOCTHOW TKAaHH, TaKHWe KaK OCTEOKAJbIMH, N-KOHIEBOH MpPONMENTH]
npokosutarera | tuna (P1NP) u ceiBoporounslii kosutared 1 tumna ¢ C-TeonenTuaHoNl CITUBKON
(sCTX), mpencraBisiror coboii Habop OenkoBbIX OMOMapkepoB Wi OHOMapkepoB B (opme
OEKOBBIX TPOU3BOAHBIX, BBICBOOOKIAEMBIX BO BPEMs PEMOAEIUPOBAHMA KOCTHOW TKaHHU
BCJIEZICTBHE aKTUBHOCTH OCTE00JIACTOB MIIM OCTEOKJIACTOB. Mapkepsl OOHOBIIEHHUS KOCTHOM TKaHU
OBICTPO OTBEYAIOT HA M3MEHEHHUS B (PU3NOJOTHH KOCTHOM TKaHH, MO3TOMY OHH ITOJIE3HBI NPU
OTIpeIeIeHNH OTBETA MAIMEeHTa Ha BUBI Tepaniy MeTabOINIeCKUX HapyIIeHHH KOCTHONW TKaHU
u ux cobmonenus (Greenblatt et al. Clin Chem. 63:464-474, 2017).

OOpasubl KpoBU AJIsI aHAJN3a MapKepOB OOHOBJIEHHUS KOCTHOW TKaHH (OCTEOKaJIbLMH,
PINP u sCTX) M0o:xHO 0OTOMpaTh B pa3jIMuHbIe MOMEHTBI BpEMEHH, TAKHE KaK MOMEHTBI BpEMEHH,
yKa3zaHHbIE B Ta0nuLe 4.

Amnanu3sbl 53¢ (peKTHBHOCTH

Ilepsuunsuit ananus

IlepBuuHON KOHEYHOM TOUKON JAHHOT'O HCCJIEIOBAHMS SIBJSIETCS U3MEHEHHE 3HAUYCHUM
KoHUeHTpauuu PPi B miasme kpoBu B rpymnme | oT HCXOAHOTO YpOBHs 10 Henenu 36 [lepBuuHbIit
aHaJIN3 1T MEPBUYHON KOHEYHON TOYKU MOXHO BBINOJHUTH C IpuMeHeHrueM mozenu MMRM,
NOIXOAALIEH A TPYIII JICYEHUs U BU3UTOB, AJI1 OLEHKU U3MEHEHUs! B KasKAblii MOMEHT BPEMEHU
nocjie UCXOAHOro yposHs. IlepBuyHas runoresa no3BojsieT NPOBEPUTh U3MEHEHHUE B Ipeenax
IPYyTIbI IO CPABHEHUIO C UCXOJHBIM YPOBHEM Ha Hepene 36.

BropuuHblie aHaIU3bI

Knruegvie emopuunsie yeu

Usmenenue koHuentpauud PPi B mia3me KpOBU OT MCXOIHOTO YPOBHS 10 Helenu 36 B
rpymnme 2, 1 U3BMEHEHHEe pe3yJibTaTa TeCTa MOBTOPHOI'O BCTaBaHUs cO cryna (komnoHeHT SPPB)
OT HMCXOOAHOTrO ypoBHs a0 Hexenu 36, u Oamn mo PCS SF-36 B rpymmax 1 u 2 MOXHO
NPOAHAIM3UPOBATh TAKUM K€ 00pa3oMm, kak u st PP1 (mepBu4HbII aHAN3).

AHanu3 MOATPYNIBI MOXHO BBIMOJHUTG JJIs1 TMALMEHTOB C HAJMYUEM JIFOOOro THMA
NePEeIOMOB HA MOMEHT PaHAOMU3ALNH (TIEPEJIOM WJIH TICEBIONEPENIOM) (Z1a HITH HET).

KnroueBble BTOpUYHbIE KOHEYHBIE TOUKM MOXKHO YIIOPSIIOUUTh U TOCJENOBATENIBHO
NPOTECTUPOBATD JUII KOHTPOJIs 001Iel yacToThl omubok tumna 1 B cinenyromem nopsiake: (1) PPi
s rpymmel 2, (2) PCS SF-36 ans rpynmet 1, (3) PCS SF-36 most rpynmst 2, (4) TecT OBTOPHOTO
BCTaBaHMs cO cTyJa (koMnoHeHT SPPB) muist rpynmsl 1 1 (5) TeCT MOBTOPHOTO BCTaBAHUS CO CTYJIA
(xommonenT SPPB) st rpymnmer 2.

/pyzue smopuunsie mouxu

AHanu3 creayroluMX KOHEUHbIX TOYEK MOXKHO BBINOJHUTH B rpynmnax 1 u 2 Takum ke
o0pa3oM, KaKk M JUIsl M3MEHEHUs1 KoHUeHTpauuu PPi B miasmMe KpoOBH OT MCXOAHOTO YPOBHS 10
Henenn 36 (Kiro4eBast BTOPUYHAS KOHEYHASI TOUKA):

e l13MeHeHne pe3yIbTaTOB TeCTa MOBTOPHOTO BCTaBaHMs cO cTyJa (komrnoHeHT SPPB) ot
HCXOAHOTO YPOBHS A0 Heaenu 24

e I3menenne 6amna no PCS SF-36 ot ucxomHoro ypoBHs 1o Henenu 24
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CraTucTuueckuil aHanu3, aHaJIOTUYHbIN TOMY, KOTOPbIH BBIIOJHSIOT B CJIy4ae NEPBUYHOM
KOHEYHOH TOYKH, OyA€T BBITOJIHEH IS CIEAYIOLINX KOHEYHBIX TOYEK:

e I3menenue B Tecre TUG OT ncxoaHOro ypoBHs 10 Henenu 36

¢ M3menenue B BPI ot ucxogHoro yposHs 10 Henenu 36

e I13menenue B Oannax o LEFS ot ucxomHoro ypoHs 10 Henenu 36

Hccneoosamenvckue anaiu3pt

B orHOmMEHHMHM W3MEHEHUs OT MCXOAHOIO YpOBHA 10 Hemenu 12, 24 u 36 muA
HCCIIEIOBATENIbCKUX KOHEUHBIX TOYEK aHAJN3 MOJKHO BBIIOJHHUTH TAKUM K€ 00pa3oM, Kak U B
OTHOILIEHUH U3MEHEHHUSI OT UCXOIHOrO YPOBHs A0 Henenu 36 st PPi.

Jlonro pereHepupoBaBLUIMX IEPENIOMOB WM IICEBAOINEPENIOMOB Ha Hezene 36 MOXKHO
CYMMHpPOBaTh ¢ NPUMEHEHHEM IOJCYeTa U MpPOLEeHTa. Bpems 10 cpalleHusi WiIKM pereHepanuu
nepesioMa MOXHO NMPOaHAIU3UPOBaTh C MpuMeHeHrueM meronaa Kamnana-Meiiepa.

Jiist OLleHKM MPOYHOCTH MOYKHO MOy YUTh U3MeHeHue ypoBHs PPi ot Henenn 12 no Henenu
36. MoxHo onpenenutsb cootHouenue PLP k PL.

B PK mnpo¢une achorasbl anbha MOXKHO yKa3aTh OTAENbHBIE NAaHHbIE 3aBUCHMOCTH
aKTHBHOCTH ac(oTasbl anbda B CHIBOPOTKE KPOBH OT BpPEMEHH H (PAKTHUECKHE MOMEHTBI BpEMEHH
B3ATHsI 0Opa3I0B KPOBU C HAHECEHHEM Ha rpaduky HaOIOAaeMOI 3aBUCHMOCTH aKTHUBHOCTH OT
BpeMeHH U ee n3MeHeHus. CBoaHas nHdopmanus o6 akTUBHOCTH ajb(da acGoTassl B CHIBOPOTKE
KPOBH MOXKET OBITh IPEACTaBJeHa C IOMOINBIO OIMCATENbHON CTaTUCTHKU C IMOCTPOSHHEM
npoduieii 3aBUCUMOCTH CpeiHEHl aKTUBHOCTH OT BPEMEHH U CPABHEHHEM MEXIy 2 TpyIIaMu
JIEUEHUSI.

Hpumep 3. ®Pusuueckan ¢yukuus 1 HRQoL y B3pociabix, moaBepraBmuxcs
JedeHuro acgorasoi aabda no nosoay HPP ¢ Hauanom B aAeTckom Bo3pacrte

Jannbie o B3pocibix (>18 net) ¢ HPP ¢ Hayaiom B I€TCKOM BO3pacTe, KOTOPbIE MOy 4aIid
achorasy anbda B TedeHHe TNO MeHbIIel Mepe 12 mecsies, cobupanu B Xome OOBIYHOMN
KJIMHU4eckol mnpaktuku B MHcturyTe opromenuu Yuusepcutera FOmmyca-Makcumunnana B
Bropubypre (NCT03418389). ®@usuueckyro (yHKLUHIO OLCHUBAIA C TPUMEHEHHEM KpPaTKOM
Oarapen TecToB (Qusnueckoro ¢yHkumonuposanus (SPPB), mxkanbl (QyHKOMA —HIKHHX
koHeuHoctell (LEFS) u tecra 6-munyTHO# X0a6061 (6MWT); O0Jb OLleHMBAIH C IPUMEHEHHEM
uHctpymenta PainQuest. Jlns omenku HRQoL mnpumensiim kpatkyro (opmy OmpocHHUKa
COCTOSIHUSA 310pOBbs M3 36 myHKTOB Bepcuu 2 (SF-36v2). AHanu3upoBaiu m3MeHeHHe OaJIIOB 110
KaKJIOMY HHCTPYMEHTY OT UCXOJHOr0 ypOBHs 10 12 Mecsaues. Taxxe BO BpeMsi TaHHOIO NEPUOAA
¢bukcupoBany NpoOIeMbl OE30MaCHOCTH.

Y 14 BxmoueHHbIX mnanueHToB (11 skeHmWH, 3 MyKYMH) MEOUAHHBIA (MUHHMYM,
MaKCHMyM) BO3pacT Ha MOMEHT Hauaja jedeHus: acoraszoi anbga cocrasisut 53 (20, 78) roma
1utst skeHIuH 1 46 (19, 57) net nuist My»k4uH. MenuanHbli (MUHUMY M, MAKCUMYM) POCT COCTABJISUIT
160 (135, 167) cm y xenumH u 176 (170, 180) cm y myxumH. Bce maumeHTsl mmenu
reTepo3nuroTHsie Mytauun B reHe ALPL. YV 12 mauuentoB ¢ naHHeIMH 1o OMWT mennanHOe
(MHHIMYM, MakCHUMyM) MIPOHIEHHOE PACCTOSIHUE 3HAYMMO YBeInumiock ¢ 272 (0, 760) m mo 301

(0, 605) m mocne 12 mecsaues nedenus (pur. 2A). MeananHple (MUHUMYM, MaKCUMyM) Oaubl



110

TecTa MoJAbeMa CO CTyJia, siBjsiroinerocst yacteto SPPB, 3Haunmo ynydmunuck ¢ 22 ceKyHA Ha
UCXOIHOM ypoBHe 10 13 cekyHn mocne 12 mecsueB neudenus (n=9; ¢ur. 2B). 3Haunmble
yayuimenus B 6amiax mo LEFS u o6o0mennto ¢pusnyueckoro kommnoHenta o SF-36v2 nabmonanu
nocie 12 mecsines aeuenus (n=9; ¢ur. 2C u 2D). M3menenus cuibl xBata (n=12) nim 6o (n=8)
ObuTH BapuabenbHBIMU Ha POTsDKeHnH 12 mecsues nedenus. [Ipoduns GezonmacHocTu achoTasel
anb(a B MAHHOH NOMYJSIMUM OBLT CXOX € MPOQHIIEM, 3aperHCTPUPOBAHHBIM B IMPEIBIAY LIHX
KJIMHUYEeCKUX HccienoBanusx. HecMoTpst Ha To, 4TO ObUIO OLIGHEHO JIUINb HEOOJBINOE YHUCIO
NAIMEHTOB, JaHHAs peasibHasi KOropTa JIEYeHUs] B3POCHBbIX CBUAETENbCTBOBAJIA 00 YJIYUIIEHUH
¢usnueckoro ¢ynknuonnposanuss 1 HRWoL B pesynsrate neuenus acdortaszoii anbpa Ha
MPOTSKEHUM LIECTU WK 12 mecsiues.

IIpumep 4. HatesibHOE YCTPOHCTBO AJIs1 OTCJAEKHBAHHUSA J1€YEHUS

Knunnueckoe wucneitanue (asel 4 MOXHO IPOBOIUTH B COYETAHUU C HATEIbHBIM
YCTPOWCTBOM, BBINIOJIHEHHBIM C BO3MOXKHOCTBIO HOIIEHHUS Ha 3aIsiCThe KaKIOro cyObekTa,
NoJBeprapIuerocs jeueHno. HarenbHoe yCcTpoicTBO MpeayCcMaTpUBAET aKCENePOMETP U MOXKET
NPUMEHATBCSA Ul OTCJIEXKHMBAHUS IIaroB W (hu3nveckoil akTuBHOCTH CyObekTa. HatempHOe
yCTPOHCTBO MOXKHO NPHUMEHSTH Ui KOHTPOJIST OMOMETPUYECKUX IOKA3aHUH B XOIE pPekuMa
JIEYEHUS] 1 MOYKHO IIPUMEHSTh ISl KOHTPOJIs 3(P(heKTUBHOCTH JICUSHHUS U TOMOLIH B ONIPEAEICHUH
TOro, CJEAyeT JH TpeKkpaTuTh BBeneHHe SALP mocne noctmxenus 3(QdexkTUBHOCTH WIN
BO30OHOBHUTH €ro, ecian 3(P(eKTUBHOCTb HE COXPAHSAETCS, OCHOBBIBAsCh HA HM3MEHEHUH
OMOMETPUUECKUX MOKA3aHHIHA.

HartenbHoe yCTpOWCTBO MOXET OBITh BBIMOJIHEHO B BUAE CHCTEMBI, KOTOpas
JOTIOTHUTEIPHO BKIIFOYAET NepudepuitHOe 3JIEKTPOHHOE YCTPOMCTBO, TAKOE KaK CMapT(OH, WU
o0yayHyro Oa3y maHHBIX. [IOCKOJIbKY JaHHBIE MOCTOSTHHO KOHTPOJHUPYIOTCS M H3MEPSIOTCS
HATEJbHBIM YCTPOWCTBOM, HaHHbIE, COOpaHHbIE YCTPOHCTBOM, MOTYT OBITh MNepeaaHbl Ha
nepudepuiiHoe YCTPOHCTBO M COXpaHEHbI Ha eprupepUiiHOM YCTPOHCTBE WIH B OOJIAYHOI cpene
IUT XpaHeHUus1 JaHHbIX. [lepudepuiiHoe yCTPOHCTBO MOXKET ObITh BBITOJHEHO ¢ BO3MOKHOCTBIO
3amycka MPOTrPaMMHOTO MPHJIOKEHHs (Hampumep, NPWIOKEHUs sl cMapTdoHa), KOoTopoe
NPEAOCTABNSAET CyOBEKTY HABHTALMOHHYIO HMH()OPMALMIO C LENbI OTCIICKHBAHHUS U3MEHEHUH
(pU3NONOrNUecKnX TOKa3aHUH CyOBeKTa B XOA€ Kypca JiedeHus (Hampumep, YJIy4ILIeHHE C
TE€4YeHHEM BpeMeHH). JIaHHbIE TaKKe MOTYT ObITh IT€pENaHbl TPEThEMY JIULLY, HAPUMED JIeUaIIeMy
Bpauy, BBOISIIEMY CPEICTBO T€Pauu Ha OCHOBE SALP, ¢ 1IeNbl0 KOHTPOJIS MpOorpecca JISYeHUs!
cyObekTa.

KoneuHble TOYKH HCC/IEA0BAHUS

HNnmocTpaTuBHBIE KOHEYHBIE TOUKH M UX OOOCHOBAHHUE MEPEUNCIIEHBI B MPEICTABICHHOM
HIDKE Ta0nuue.

Tabauua 10. KoHeuHble TOUYKH B OTHOIIEHHH HATEJILHOIO YCTPOICTBA
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IIpeanoxkeHHAs KOHEYHAS] TOUKA

Oo0ocHOBaHHE

H3MeHeHne OTHOCHTEIIFHO HNCXOOHOIO CPEAHETO 3HAUCHUA

KOJIMYECTB CPEIHECYTOUHON aKTUBHOCTH

e Provide an objective measure of

overall physical activity and

ambulation over time

CooTHOLIEHHE KOJIUYECTB CPEIHECYTOUYHON aKTUBHOCTH,
3a(pUKCUPOBAHHBIX B TeueHHWe Hamboyiee akTUBHBIX 30

MUHYT JAHA CyObeKkTa  MEXOy  ONpeAeseHHBIMH

HUHTEPBaAJIaMU U UCXOAHBIM YPOBHEM

e Provide an objective estimate of
an individual’s maximal physical

exertion potential over time

H3menenue OTHOCHUTEJIbHO UCXOAHOTO  YPOBHI

CPEAHCCYTOYHOI'O BPEMCHH, 3aTpavnBacMOro Ha

pa3jindHbIE YPOBHHU AaKTUBHOCTH (MaJ‘IOHOI[BI/DKHbII\/'I,

JIETKUH, YMEPEHHBIH U HEPTUYHBII) B T€UeHUE Nepuoaa

® Provide an objective estimate of
the distribution of an individual’s
activity across various intensity

states over time

MaJIONOABUKHOMY COCTOAHHIO

6e3 cHa
Usmenenune OTHOCHTEJIbHO ucxonHoro  ypoHs | @ Provide an objective measure of
CPEAHECYTOYHOTO  COOTHOLIEHWss  akTHBHOCTH K | an individual’s overall physical

activity and ambulation over time

H3meHeHue  CpeaHeCYyTOYHOM  MPOAOJIKUTENIbHOCTH
MEePUOAOB AKTUBHOCTU IO CPaBHEHUIO C HCXOIHBIM
YPOBHEM TIPU Pa3JIUYHBIX TOPOrax WHTEHCUBHOCTH

AKTUBHOCTHU

® Provide an objective estimate of
the distribution of an individual’s
activity across various intensity

states over time

HN3menenue OTHOCUTECJIBHO HCXOJHOI'O YPOBHHA

CPEAHECYTOYHON MPOAOLKUTENIBHOCTH OOINEro BpeMeHH

CHa

® Provide an objective measure of
changes in an individual’s sleep

duration over time

H3meHeHne OTHOCUTEIBbHO HCXOAHOTO YPOBHs CpeaHel

AKTUBHOCTH (KOJIMYECTB B MUHYTY ) BO BpeMsi CHa

® Provide an objective measure of

sleep quality and sleep

disturbances over time

CBsi3b MeKIYy NpeAaraeMbIMH KOHEYHBIMH TOYKAMH H MPeACTABJSIIOIIUMH
HHTEpeC KJIHMHUYeCKHMH Pe3yJIbTaTAMHU

B cnyuae manmentos ¢ HPP, 0cOOeHHO MOXUIIBIX U MOABIIKHBIX MALMEHTOB, OCOOCHHO
B3pPOCIBIX TMAILMEHTOB, LENH JICYEHHs BKIIOYAIOT YJydlleHne (PYHKLUHOHAJIBHOIO CTaTyca

(I/ISMeHeHI/Ie BBIHOCJIUBOCTHU, CHJIBI W YIJIYUIICHUA HOXOI[KI/I), CHWXXCHUEC YTOMIIIEMOCTU U
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cHIKeHue Oomm B cycraBax. L{uppoBbie KOHEUHbIE TOUKU MPEIHA3HAYCHBbI IJISI M3MEPEHHUsI
COBOKYITHBIX YPOBHEH aKTUBHOCTH, KOTOpPbIE, KaK MPEAnoiaraeTcs, OyyT MEHSAThCS C TEYCHHUEM
BPEMEHH B OTBET Ha YJIy4LICHUs H3JIOKEHHBIX LIeJiei JieueHus. B pasnuuHbIX HccenoBanuii Oblia
NPOEMOHCTPUPOBAHA CBSI3b MEXKIY TIOKA3aTENSIMHU, TIOJYYEHHBIMU C ITOMOIIBIO aKCEJIEPOMETPA,
U 0OJIeBBIMU CHMITOMAMH B OMpPEAETICHHBIX MOMyJSLUSIX. AHAJOMMYHO, ObUIO MOKA3aHO, YTO
NIOKA3aTeJ N aKCeIEPOMETPa KOPPEIUPYIOT € Py HKIIMOHAIBHBIMHU ITOKA3aTENSIMU, TAKUMHU KaK TECT
IECTUMUHYTHOH X0ab0b1 (6OMWT).

BapuaHT ycrpoiicTBa - yacel Actigraph Insight Watch

AKcenepoMeTpuuecKie MOHHTOPBI SIBJSIFOTCS KOMMEPYECKH JOCTYMHBIMHU. Yachl
Actigraph Insight Watch npencrasnsroT coboli HOCMMOE Ha 3aIsiCThe, IOMYIIEHHOE K MPOJaxe
ycTpoiictBo MenuuuHcKkoro HasHadenust S510(k) xmacca II, comepkamee TpexoceBoi
akcenepoMerp. AKKYMyJSITOp U TNaMsTh Ha JAHHOM YCTPOICTBE IO3BOJIIIOT OCYIIECTBIIATH
HeTpepbIBHbIN COOp M XpaHEHME NAaHHBIX Ha yCTpoiictBe B TedeHue 30 gHEH ¢ uacTOTOMH
auckperusamu no ymomdanmo 32 I'n. Ilepenada maHHBIX MEXAY YCTPOMCTBOM M OOJIAUHBIM
cepBucoM ocyiuectBisiercs uepes Centrepoint Data Hub, kxoTopslit Oe3omacHo nepenaer naHHbIe
yepe3 Bluetooth uiun USB ¢ ycrpoiictBa B obnaunbiii cepuc Centrepoint Cloud. [lanHble,
Xpansimecss B obnauHoM cepsuce Centrepoint, MOryT OBbITb 3arpy’KeHbl CHELHAIHCTAMH,
NPOBOASALIMMH HCCIIEOBaHNE, HANPsIMyIO uepe3 BeO-mopran Centrepoint WM MOJy4eHBI Yepes
BeO-API (nmpuknanHON nporpaMMHBIA HHTEp(EIC) C COOTBETCTBYIOLIMMHU YYETHBIMH TaHHBIMH
6e3onacHocTH. Habop KOHEUHBIX TOYEK OT aKCeepOMeTpa PaCCUUTHIBAIOT ¢ TOMOLIBIO Actigraph
C TIPUMEHEHHUEM OITy OJIMKOBAHHBIX U OOIIENOCTYITHBIX AJITOPUTMOB, B TOM YHCJI€ PACXOM SHEPTHUH,
nokasaten MET, Gpu3nueckyro akTHBHOCTb, IEPUObI AKTHBHOCTH, MEPUOIBI MATIOMIOABIKHOTO
COCTOSTHUSI, 3aIEPKKy CHa, oOliee BpeMsi CHa, mpoOy kKIeHHE MOCe Havajia CHa 1 3P (EeKTUBHOCTh
cHa. bonee Toro, HeoOpaboTaHHbBIE TaHHBIE 3-0CEBOT0 aKCelepoOMeTpa AOCTYIHBI uepe3 BeO-API,
YTO MO3BOJISIET pa3pabaThiBaTh AIbTEPHATUBHBIE KOHEYHbIE TOUKH U CTATHCTHYECKHUE MTOKA3aTelH,
He paccuuTbiBaeMble ¢ momolnbio Actigraph. Yacer Actigraph Insight mMeroT craHmapTHYIO
(bypHUTYpY HAPYYHBIX YACOB, YTO MO3BOJIIET YYACTHHUKAM KJIHM CIELHUAIUCTAM, MPOBOISIINAM
UCCIIEIOBAaHHE, 3aMEHATh MPEIOCTABICHHBIA OpacyieT B 3aBUCHMOCTH OT MPEATIOYTEHUI B CTHIIE
WIA MaTrepuane. YCTPONCTBO MOJDKHO CKpPBIBAaTh OT YYaCTHHKOB HCCIENOBAHUS JIOOBIE
3alMCaHHble JaHHbIE M OTOOpa)KaTh TOJILKO BPEMsI CYTOK, ATy M OCTAaBIUUHCS 3apsin Oatapew
yCTpoiicTBa BO m30eKkaHUE WCKAKEHUS TOBEIEHUs HOCHUTeNss ycTpoiicTtBa. Kpome Toro,
NPUMEHEHUE TaKOTO yCTPOWCTBA MOKET OXBAThIBATh MEPUOAMUECKUN cOOp HaHHBIX aiisi Oonee
3(}(eKTUBHOrO OTCIIEKUBAHUS JTUTEIBHBIX CPOKOB POCTa KOCTEH Ha MPOTSIKEHHH HEAeTb U
MECSILIEB.

ITpenmymecTsa yacoB Actigraph Insight Watch Bxirouaror:

e Insight Watch mpencrasisier co0oii yCTpONWCTBO, KOTOPOE MPEAOCTABIISIET YUACTHUKAM
BO3MOYKHOCTb MCITOJIb30BAHMSI KOMMEPUECKOT0 HATEJIbHOTO YCTPOHCTBA;

® CPOK cIy>kOBbI OaTapen ¥ MaMsATH Ha yCTPONCTBE AOCTATOUHBI IJIs1 O3KUIAEMOTO BPEMEHH
cOopa JaHHBIX, YTO MHHUMH3HUpPYET OpeMs sl Y4aCTHHKOB, CBSI3aHHOE C Mepenaveil NaHHbIX B

XO04€ UCCIICAOBAHUA,
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® HeoOpaboTaHHBIE TaHHBIE YCTPOICTBA HOCTYyTHBI uepe3 API;

® TIpOUEAYpPHI, CBS3aHHbIE C TIOTOKOM JaHHBIM, XOPOLIO 3apeKOMEHIOBaIU ceOsl,
Oe30macHbI U MPENJIaratoT HeCKOJIBKO CIIOCOOOB IKCIIOPTA;

® ycrpoticTBa Actigraph MOKHO HCTIOIB30BATH IJIsi COOpa TaHHBIX.

Ipumep S. Jleuenue B3pocaoro nanueHta ¢ HPP ¢ 601610 B HHZKHHX KOHEYHOCTSIX

Y B3pocioro cyOBeKTa MY’KCKOTO MOJia MMEET MECTO TIIOBBILICHHAS KOHLIEHTPALHS
Heopraamdeckoro nupodocdara (PP1), cocrapmsromas npudnusurensHo 5,82 MKM, U cpenHsis
ouenka cunbl B BOT-2, cocraBnsromas meHee 10. CyOwexty 24 roga, ¥ OH UCIBITBIBAET OOJb B
HIDKHUX KOHEYHOCTSIX M HapylueHue nmoxoaku. CyOpekTy MokeT ObITh moctasieH auardos HPP,
U OH MOxer ObiTb BbIOpaH A JedeHus. CyOBeKT MOXeT OBITh IOIBEPTHYT
PEHTI€HOJIOTHYECKOMY HCCIIEIOBAHUIO M TECTy Ha MUHEPAJbHYIO IUIOTHOCTb KOCTH, 00a W3
KOTOPBIX MOIJIU IPOJIEMOHCTPUPOBATh YMEHBLIEHHYIO MUHEPAJIM3ALHMI0 KOCTHON TKaHU B HOTax.

dapmaneBTuyeckuii cocras, comgepskauuii nojunentun nog SEQ ID NO: 1, moxer ObITh
coctaBieH ¢ koHueHtpauueil 0,1 mr/mia. CoctaB MOKHO BBOAMTH MOJKOKHO CyOBEKTY pa3s B
HEJIeNI0 B TeueHHne 8 Henenb B JO3UPOBKE, CocTaBisitowei 3,5 mr/kr/uenens. CyObekTa MOXKHO
OLIEHMBATh B OTHOLIEHUH 3()(HEKTHBHOCTH JIeUueHHs CIyCTs 8 Henemnb peskuma jtedeHust. CyObpexT
MOXET 3aMETUThb YMEHbLIeHHEe OO B KOCTAX M HOpManu3anuioo noxoaku. CyObekTa MOXKHO
NOJBEPrHYTh MOCIIEAYIOIUM PEHTI€HOJIOTHYECKUM UCCIIEIOBAHUSM U T€CTaM Ha MUHEPAJIbHYIO
IUIOTHOCTb KOCTH, KOTOpBIE€ MOIYT IpPOJAEMOHCTPUPOBATh HOPMAIU3ALMIO MUHEpPATU3aLUN
KOCTHOHW TKaHU OTHOCHTENBHO cUTyauuu 10 JiedeHus. Konnenrpauusi PPi y cyObekra morna
yMEHbIIAThCs A0 HIke 5 MKM, a ero 6amn nmo cuie nmo BOT-2 mor yaydmarbes a0 12, 4to
CBUJIETENILCTBOBAJIO O JiedeOHOM 3(h(ekTe, MoyueHHOM C UCTIONBb30BAHUEM TMOJMITENITHIA. 3aTeM
CyOBEKT mpeKpalaer jeueHue.

Uepes mecTb MECSILIEB TOCJIE MPEKPAIIECHUs JISYeHHs CyObEKT HAaUMHAET UCTBITBIBATD OOJIb
B HIDKHHUX KOHEYHOCTAX M Hapyuenue noxoaku. Konuentpanuss PPi moBbimaercs nmo
npubnusutensHo 5,82 MKM, u umeer mecto cpenuuii 6aymut cuiel B BOT-2 menee 10. 3artem
CyOBEKT BXOAHUT B (hazy pekuMa JICYeHHUs, B KOTOPOW MOBTOPHO HAYMHAIOT BBeneHue SALP.
IMocine omuHoro Mmecsia BTOpoOH (a3bl JjiedeHuss ucde3aeT OOJb B HIDKHUX KOHEYHOCTSIX U
HapyIIEeHHE MOXOIKH.

[pumep 6. JleyeHne MOAPOCTKA KEHCKOT0 IMOJIa ¢ MoTepeii 3y00B M XPOHUYECKOH
00J1b10

Y cyOBeKTa-nmogpocTKa JKEHCKOrO I0JIa MMEET MECTO IMOBBIIIEHHAs] KOHLIEHTPALHSI
Heopranmdeckoro mupodocdara (PPi), cocrasmsromas npubnusurensHo 4,78 MkM, u cpenHee
3HaueHne OMWT, coctaBisiromiee MeHee 4eMm mpuOau3uTenbHo 70% OT MPOTHO3HPYEMOTO
3HaueHuss OMWT. CyObekty 14 ner, u oHa CTpamaer oT morepu 3yOOB M XPOHUYECKOH OOJH.
CyObexkty MokeT ObITh mocTaBiieH auarHo3 HPP, u oH MokeT ObITh BbIOpaHa AJisl JICUEHUS.
CyOpexTa MOJKHO IOABEPTHY Th PEHTTEHOJIOTHIECKOMY HCCIIEIOBAHUIO M TECTY HA MUHEPAJIbHYIO
IUIOTHOCTB KOCTH, 002 U3 KOTOPBIX MOTYT IMPOIEMOHCTPUPOBATh MUHEPAITU3ALINIO KOCTHON TKaHU
B ee 3y0ax u OePEeHHBIX KOCTSIX.

CyObekTa OCHAINAIOT HATEBHBIM YCTPONCTBOM, BBIMOJHEHHBIM C BO3MOXKHOCTBIO
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HOLICHUsI Ha 3arsicTbe. HaTtenpHOe yCTPOWCTBO OTCIIEKHMBAET €€ (PU3MUYECKYI0 aKTHBHOCTH B
TE€UEHUE NTEPHUOA BPEMEHH, COCTABIIAIOLIEro ABe Heaenu. B cpennem ona npoxoaut 3000 maros
B /IeHb U JIBa NIEpUOJia B JI€Hb NPOAOJKUTENBHOCTBIO IO MEHbILIEH Mepe 5 MUHYT, IIPH 3TOM €€
YaCTOTa CEPICYHBIX COKPALIEHUN MOBBIIIAETCS MO MeHblIel Mepe Ha 10%. 3aTeM OHa HauWHAET
nedenue acoraszoi anbda ¢ BBICOKON MIIH HU3KOU JO30H.

dapmaneBTH4YeCKUi cocTas, copepskauuii mojunentun nog SEQ ID NO: 1, moxer ObITh
coctaBieH ¢ koHueHtpauueil 0,5 mr/mi. CocTaB MOKHO BBOAWUTBH TMOAKOXKHO CYOBEKTy pa3 B
HENeNIo0 B TeueHne 4 Henenb B NO3UPOBKE, cocTaBisiromeit 2,5 mr/kr/Henens. CyObpekTa MOXKHO
OLIEHUBATh B OTHOIIEHUH 3 ()EeKTUBHOCTH JleueHus crycTs 4 Henenu pexxuma jedeHusi. CyOobekT
MOXET 3aMETUTh yMeHbllleHne xpoHudeckod Oomu. CyOBbekTa MOXHO MOJBEPTrHYTh
MOCJEAYIOLUUM PEHTI€HOJIOTMYECKUM MCCIEOBAHUSAM U TECTaM HA MUHEPAIbHYIO IUIOTHOCTb
KOCTH, KOTOpPbI€ MOTYT IPOJEMOHCTPUPOBATh HOPMAIN3ALUI0 MUHEPATIHM3ALNU €€ OelpeHHbIX
KOCTeH OTHOCUTENbHO curyauuu nao JnedeHus. Konnentpaumss PPi y cyObekra Mmoxer
YMEHBIIUTHCS 10 MeHee YeM 4 MKM, u ee orienka 6OMW T ynyutnaercst 1o npubiamsureabHo 85%
OT NPOTHO3UPYEMOrO 3HAYEHHsI, YTO CBUAETENBCTBYET O JiedeOHOM 3(ddekTe, MOIy4eHHOM C
UCIOJIb30BaHuEM noaunentuaa. HarenbHoe yCTpORCTBO, KOTOPOE HOCST B TEUEHUE ABYX HENEIb
(memenu 3 u 4 pexxuma JieueHHs1), TOKA3bIBAET, YTO €€ IIard B J€Hb MOTYT yBEJINYUBATHCS /IO
npubamsurensHo 8000 maros B A€Hb U 8 MEPUOIOB B IEHb MPOAOJIKUTENBHOCTBIO 110 MEHBIIEH
Mepe 5 MUHYT, IPH 3TOM €€ 4aCTOTa CEPJACYHbIX COKPAILEHUN MOBBIIIAETCS 10 MEHBbLIEH Mepe Ha
10%. CyOBEeKT MOXET HOCUTb HATEeJIbHOE YCTPOHCTBO B TEYEHHWE OAHOrO WM OoJee
NByXHENENbHbIX IMEPUONOB C MOCIAEAYIOIEeN OLEeHKONH. MOXKHO ONpeneNuTb, YTO OHA MOXKET
npekpaTuth BBeneHue SALP, u mepuonuvecku HaOMOOATh €€ Ha MpeaMeT JIOObIX MPU3HAKOB
penunrBa CUMIITOMOB.

[pumep 7. OOHOBJIeHHEe KOCTHOH TKAHHM H O0OMEeH MHHEPAJBbHBIX BeIIeCTB Y
B3pocabix nanueHToB ¢ HPP ¢ Hayanom B AeTCKOM Bo3pacTe, MOJABEPraBIINXCs Je4YeHUI0
acgorasoii anbpa

ABTOpBI U300pPETEHUST OLICHUBAIM M3MEHEHHUs] MapKepPOB OOHOBJIEHHUsS] KOCTHOW TKAaHU Y
B3pocybix ¢ HPP ¢ Ha4yamoMm B JeTCKOM BO3pacTe, MOABEPTaBIINXCS JICYEHHUIO achOTa30i anbda.
ABTOpBI H300peTeHHs POBENTN 00CEPBALIMOHHOE UCCIIEIOBAHKE MTALIMEHTOB BO3pacToM >18 et
(y) ¢ HPP ¢ Hauanom B 1eTCKOM BO3pacTe, MOJIy4aBIINX acdorasy aibda B TeueHue 12 mecsuen
(Mec.) B XoIe CTaHIAPTHOTO JieueHus B 1 neHTpe. bbuti monyueHsl JaHHbIE OT 14 ManueHToB B
Bo3pacte 19-78 y (MemuaHa 52 y) C COYETAaHHBIMH T'€T€PO3UTOTHBIMU MyTalusiMu reHa ALPL u
OBUIN MCCIIEIOBAHBI AHAMHE3bI CKEJIETHBIX (110 MEHbIIeH Mepe | mepenom) u IpyTrux nposiBICHUN
HPP. Ha ncxonHoM ypoBHE KOHLIEHTpaLms MUpHaoKcanb-5'-pocdara (PLP) B CBIBOPOTKE KPOBH
cocTaBisia B MeanaHe 286 Hr/mu u 3HauuMo yMeHbmnanack (n=12, P=0,005) cnycrs 12 m
nedenuss 1o 8,5 Hr/mn (Hopma: 5-30). MMenum MecTO 3HAYMMBbIE CHUMKEHHSI COOTHOIICHUS
docdosranonamuna (PEA)/kpeatnnuna B mode (n=11, P=0,008) ¢ ymeHbmeHuem ot 54,9
MMOJIB/MOJIb KPEaTHHUHA Ha MCXOJHOM ypPOBHE 10 22,4 MMOJB/MOJIb KpeaTHHHHA depe3 12 m
(ropma: 2,3-11,3). Bpemennoe yBennueHne ypOBHS MapaTUPEOUTHOTO TOPMOHA, COCTABIISFOIIEE

1-84, depe3 3 m jeueHUs] He COMPOBOXNKAANOCH U3MEHEHUSIMU YPOBHs Kanblusl win (ocdara.
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HaGmonanu 3HaunMoe BpeMeHHOE yBeIn4deHne YpoBHs N-TIponenTiia NpoKojulareHa 1-ro tumna
(PINP) yepe3 3 m u ocTeokanblHHA Yepe3 3 m u 6 m; o0a BO3BpALIAIHUCh K TIOYTH UCXOTHOMY
ypoBHIO Kk 12 m. Uucnennsle yBennuenus: N-renonentuaa kojuareHa 1-ro tuna (NTx) u Taptpart-
pesuctenTHol kucioi ¢ocdaraser Sb (TRAP Sb) He ObUIH CTATUCTHUECKH 3HAYUMBIMH.

IlepBas cucremaTnueckasi OLEHKAa MapKepOB OOHOBJIEHMS KOCTHOH TKaHH BO BpeMs
nedenus: acorasoil anpda orpaxkaer, 4yTo, mMOMUMO 3Hauumoro cHikeHuss PLP u PEA wu
yIIyYIIeHUs MUHEpATN3alui KOCTHON TKaHH, acdoTrasa ajibha CnocoOCTBYET peMOAETIUPOBAHUIO
KOCTHOH TKaHHU y B3pocibix ¢ HPP ¢ HayanoM B eTckoM BO3pacre.

IIpumep 8. Jleuenue B3pociaoro manueHnta ¢ HPP ¢ arunuynbiM nepesomom
0eapenHoii koctu (AFF)

Y B3pocioro cyObpekTa Myskckoro mnoia (B Bozpacre 52 net) ¢ HPP ¢ Hauanom B nerckom
Bo3pacte umeer Mecto AFF, HO HeT npyrux nepekToB MUHEpanIu3aui KOCcTHON TkaHu. CyObexTy
MOKeT ObITh Ha3HaueHO JedeHue achorasoli anbda, NoANEKalled BBEASHUIO B J03€,
COCTaBJLSIIOLEH O MI/KI/Henens1, win B Oojiee HU3KOH 103e, B TeueHue Tpex mecsies. CyObekTa
MOXKHO HaOJIOZAaTh €XeMECSIYHO Ha MPEAMET pereHepaluu nepenomMa. Uepes Tpu mecsua, eCiu
HaOMI0aeTcsl yMepeHHas, HO He TMOJIHAs pereHepaLysl nepeioma, JIeueHHe MOKHO MPOJIUTh Ha
JOMOJHUTEIbHbIE TPU MeCsLia ¢ UCTIONb30BaHNUEM TOH ke no3upoBku. AFF MoxHO HaOmonaTh B
Xome JedeHust 10 ycrpaHeHus. llocne ycTpaneHust cienyer momnpoboBaTh Oosee HU3KYIO
no3upoBky. Kak mpaBuio, Tepanur pPEeKOMEHAYIOT B TE€YEHHE BCEH SKU3HM MNalUeHTa AJis
MUHMMM3ALUN  KaKUX-JTMOO TOTEHLUUAJIbHBIX TMPOOJeM, CBS3aHHBIX C AHTHTEJIAMHU K
JIEKapCTBEHHBIM CPEICTBAM.

pumep 9. Jleuenue B3pocioro nauueata ¢ AFF

Y B3pocioro cyObekra skeHCkoro mona (B Bo3pacte 45 ner), 6e3 HPP, kortopas
nonsepraercs jedeHuro ouchocdonarom, umeer Mmecto AFF. CyObekTy MokeT ObITh HA3HAYEHO
nedenue achoTa3oi anbda, MOIJIekKalleid BBEISHUIO B 103€, COCTABISIONEH 6 MI/KI/HEOeNs, B
TeueHue mectn MecsueB. CyObekTa MOXKHO HAOMIOIATh €KEMECSYHO Ha TMPEIMET pereHepaum
nepenoma. Uepe3 Tpu Mecsla, €clid HAaONMIONAeTCs MOJIHASI PEereHepalus MepeoMa, TEeParuio
MO’KHO MPEKPATUTh TOCPOUHO. [TanineHTKe MOKHO MPOIUCATh TPU Mecsina PU3NOTEPAITNH, U OHA
MOJKET BO30OHOBUTh HOPMaJIbHbIE (PU3NIECKHE AKTUBHOCTH Yepe3 MECTh MECSLIEB MOCIIE TPABMBL

IIpumep 10. ®Pusnyeckas PyHKUHUS H CBSI3aHHOE CO 3A0POBbEM Ka4eCTBO KH3HH Y
B3POCJIbIX, MOABEprapuuxcs JedyeHuw acdorazoii anbpa no nmosoay HPP ¢ nauanom B
AETCKOM BO3pacTe

Matepuansl 1 cnocodbl

JAu3aiiH uccaeaqoBaHus

O10 OBUIO OOCEpBALMOHHOE, PETPOCTIEKTUBHOE W TPOCIEKTUBHOE, OIHOLIEHTPOBOE
UCCIIEIOBAaHNE C y4dacTHeM B3pocibix (B Bo3pacte >18 ner) ¢ amarHozom HPP ¢ nHavanom B
IETCKOM BO3pacTe, KOTOpblE MNOJyYanu JeudeHHe acdora3ol ambda B XOme CTAHIAPTHOU
KJIMHUYECKOW MPAKTUKU B TeYEHHUE MO MeHbIIeld Mepe 30 MecsLeB.

Hccnedyemasn nonyiayus

brutn BrJTFOUEHBI B3pocibie ¢ HPP ¢ Hawaniom B AeTCKOM Bo3pacte (MOATBEPKACHHOMN
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HHU3KHUM YPOBHEM IENOYHOH (ocdarassl n/mmm MyTanueii reHa menodnon pocdarassl (ALPL) n
KJIMHUYECKUMH TPU3HAKaMH W/ WM cuMnToMami, cootrserctyromnMu HPP), koTopsie monyyanu
acdorasy anbda B TeueHue 1o MeHblneit mepe 30 mecsiteB. [lepen BKIFOYEHHEM B HCCIIEIOBAHUE
BCEMH MHIMBUYYMaMH OBLJIO PEIOCTaBICHO HHPOPMHUPOBAHHOE coryiacue. JleueHne mo noBoay
HPP u neuenme acorasoii ambda NMpoBOOWIN B COOTBETCTBUU C KIIMHUYECKOH MPAKTHUKOM,
npeaycMaTpUBarOIell HENpepbIBHbIE Ha3HaueHHs (U3NOTEpanud W MaHyaJbHOW Teparmy,
aHAJIOTUYHBIE paHee YCTAHOBJEHHBIM HHIUBUAyaJIbHBIM TpeOoBaHusM. HauanpHyro 103y
acdoraszbl anbha onpenensn gedamuil Bpad. PekoMeHayemblil pexkuM BBeIeHHs 703 ac(oTas3bl
anb(a npeaycMaTpuBaeT MOAKOKHYIO HHBEKIMIO JTHOO0 2 MI/KT Beca Tefa 3 pas3a B HeIeJo, TH0o
1 mr/kr Beca Tena 6 pa3 B HEIEIIO.

Coop oannwix

Hannsle o aemorpadum, Bo3pacty Ha MomeHT Hauyana HPP u cBssanasiMu ¢ HPP
NPOSIBJICHUSIMU COOUPAI PETPOCIIEKTUBHO U3 3JIEKTPOHHBIX U MEYATHBIX MEIUIUHCKUX KapT
NALMEHTOB 32 MEPUOA PETPOCHEKTUBHOIO aHAJIN3a, COOTBETCTBYIOLINI BPEMEHH OT BKJIIOYEHUS B
UCClieIoBaHHe 0 HauOoyiee paHHEH 3a0KyMEHTHPOBAHHOW JaThl NMOCTAHOBKU nuarHo3a HPP
(umu  poxneHMs, eciu NpUMeHHMO). JlaHHble, COOpaHHbIE KaK PETPOCHEKTHBHO, TaK H
NPOCHEKTHBHO, BKIIFOYAJIH KJIMHMYECKHE CHUMIITOMBI, OLIEHKY (H3MYeCKOr (DYyHKIHMM, OLEHKH
HRQoL, Hexenatenbhbie siBieHusi (AE) u undpopmauuio o nedenuun acoraszoii ambda. Coop
JaHHBIX OBLT OCHOBAH HA JOCTYIHOM MH(pOpMAIK 00 OLEHKaX, OOBIMHO MPOBOJUMBIX B JaHHOM
IPyIIIIe MALHEHTOB B UCCIIEIOBATEILCKOM LIEHTpE (T. €. He IIPOBOJMIIOCH HUKAKUX HCCIIEIOBAHUH,
BBIXOJSIIIIUX 32 PaMKH CTaHAapTa JieueHus). KinHu4eckne OLEeHKH Ha MCXOJHOM YPOBHE Kak
npaBWIO (PUKCHPOBAIIH 32 6 MECSILIEB 10 Ha4YaJla 3aMeCTUTEIbHOH hepMeHTHOM Teparuu. OLueHKH
B XOJIe TIOCJICYIOLIEro HAOMIOIEHHs, B TOM YHCJIe COOp JaHHBIX, PEryJISIPHO MPOBOAMIIN COTJIACHO
rpaduxy dyepes 3, 6, 12, 18, 24 u 30 Mecsi1eB JeUeHHs.

IMoapo6Hoe onucanue npoueayp

Kpamxkas 6amapen mecmog pusuueckozo pynkyuonuposanusn (SPPB)

SPPB npencrasisier codoit cyMMapHbIH MOKa3aTenb padoTOCTIOCOOHOCTH, COCTOSIIIUI 13
CKOpPOCTH XONbOBI HA 4 M B OOBIYHOM TEMIIE, BPEMEHHOT'O TECTa TIOBTOPHOTO BCTABAHUS CO CTYJIa
U 3 TECTOB HAa PABHOBECHE B IIOJIOKEHHH CTOS C BO3PACTAMOIIEH CIOXKHOCTBIO (elne He
npoBomnck). KaxknoMmy mnokaszarenro 3¢ ¢GeKTUBHOCTH MPUCBAUBAIN KAaTErOpPHAJIbHBIN Oas,
HaxoAsIuiics B nuanasoHe oT O (HeCcrmoCOOHOCTh BBIMIOJNHUTH TeCT) A0 4 (OnmTUMAabHOE
npoxoxaenue). O000IEeHHbIH OalI, HAaXOASIIUIACS B Auana3one ot 0 (HauxyAIue UCTIOTHUTEIH )
no 12 (Hamnyd4inmupe WCTIOJNHUTENH), PACCUUTHIBAIN MyTEM CYMMHUpPOBaHHA OajioB 1o 3
KOMITOHEHTaM.

Ckopocmb x00v061 na 4 mempa

Tect ckopocTr xonbObI Ha 4 MeTpa siBnisieTcst 4acThio SPPB. YuacTHuk Takske mosmkeH Obi
croco0eH XOaUTh 0e3 MOCTOPOHHEH MOMOIIH 0e3 MPUMEHEHHS TPOCTH WITH XOAyHKOB. CKOpPOCTh
XONBOBI OMPENENSIN B IOMELICHIH Ha POBHOW MOBEPXHOCTH, OTMEUEHHOW Ha CTapTe W 4yepes 4
Mmerpa oT crapra. IlarmerTa MHCTPYKTHPOBAIN MPONTH B CBOEM OOBIYHOM TEMIIE OT OTMETKH

cTapt, npoias otMeTky 4 M Oe3 3amepxku. CekyHIOMep 3amyCKald, €CIH Bpad T'OBOPUI
2 2
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"Havyanmu", U OCTaHABJIMBAJIH, KOTJIa MepBasi HOora mepecekana GUHUIIHYIO 4epTy. JlaHHBIHA TecT
NOBTOPSUH ete 2 pasa. st pacyera ckopocTH X0nb0ObI MPUMEHSIIH Ooiee OBICTPBIH pe3yIbTaT U3
IBYX TECTOB.

Tecm ecmasanusn co cmy/ia

Tect BcTaBaHMA CO CTYyJa MPEACTABIST COOOH METON U3MEPEHHUS CHITBI M BBIHOCITHBOCTH.
ITpuMeHsIH CTy 1 C MPSIMO CIMHKOH 1 0€3 MOAJIOKOTHUKOB (BBICOTa CUieHbs 43 cM=17 nroiiMoB).
Bo Bpemsi Tecta y4acTHHKA yCaKMBalIW TOCEPEAHMHE CTysa, HOru crubdamu Ha 90°, U pykH
CKpeLINBAJIU Nepe]] rpyAHoH ki1eTkoil. CTynmHu pacnonaraiuch 0e3 oTpbiBa ot nona. CekyHaomep
3aIyCKaJiy, €CJId Bpad roBopuJ "Havainu". YUaCTHUK BCTaBaJ B MOJOXKEHHE CTOS U MOJIHOCTBIO
canuicsa oOpaTHO Kak MOXHO Obictpee. [laHHyro mpoueaypy NpOBOAWIM MATh pa3. YHackel
OCTAHABJIMBAJIN, KOITIa YUYACTHUK 3aHUMAJI NOCJIEHEE MTOOKEHHE CTOSI.

Tecm 6-munymmnoii xo0b01

6MWT npoBoaunu 1 OLEHKH MaKCHUMAJbHOIO PacCTOSIHUsI, KOTOPOE YEJIOBEK MOKET
NPOWTH 3a 6-MUHYTHBIN nepuof. PaccTosiHie X0ap0bl TODKHO OBLIO COCTAaBINATh 30 M B JUTHHY .
JnuHy Kopuznopa oTMevanu yepes Kaxabiid MeTp. Touku pa3BopoTa OTMEYaau KOHYCOM HIIH YeM-
TO UHbIM. JIMHUIO cTapTa, KOTOpas o00o3Ha4Yasa Ha4vaJio M KOHEL Kaxaoro 60-MeTpoBOro Kpyra,
OTMeEYaJIH Ha TOJy C IPUMEHEHHEM SIPKOOKPALIEHHON JIEHTBL.

Tecm na pyunom ounamomempe

Cuy xBaTa U3MepsUIH y TOMUHAHTHON U HEJOMUHAHTHOM PYKHU C IPUMEHEHUEM PYUHOTO
auHamomerpa. B oOmiell ClOXKHOCTH NMPOBOAMIM IO TPU MPOLEAypbl OOOKOIHO HAa KaKAYIO
npaByro U JeByro pyky. Ilaysza mexay msmepenusimu cocrasisuia 20 cexkyna. Tect nposoauiy,
KOTrZ]a Y4YaCTHHK CHUAEN Ha CTyje 0e3 mnomnokoTHHKOB. CHadajla M3MEpsUld CHIIy XBara
JOMHUHAHTHOM pyKo#. JIOKTeBOW CycTaB ObLT COTHYT moA yrioM 90°, a 3amsicTbe HAXOIUJIOCH B
ynobHoMm mojioxkeHun (mpumepno 0-30°  pasrubanus 3amsctesi). OrTmewanu  JirOObIe
MPOTHBOIOKA3aHUS K MIPOBEICHUIO TECTA.

Ilepemennbie

Quszuueckan Pynkyusn

Om3nueckyr0 (PyHKLIMIO TALKUEHTOB OLICHUBAIM C TNPUMEHEHHEM BaJHIUPOBAHHBIX
Ka4eCTBEHHBIX M KOJIMYECTBEHHBIX IMOKa3arenei. llepBuuHble pe3yJabTaThl H3MEPEHUH
NPEACTaBIsUTN cOOOH clenyromue: TeCT 6-MuHyTHOH X006 (6MWT), BpeMeHHOit TecT "BCTaHb
u uan" (TUQG), kpartkas Oatapes TectoB pusuueckoro ¢pyHkunonuposanus (SPPB; cymmapHbIit
nokasareib paboTOCIOCOOHOCTH, COCTOSIIMH M3 TECTAa Ha PABHOBECHE, TeCTAa HA CKOPOCThb
0OBIMHOM XOAKOBI HAa 4 M M TECTa IMOBTOPHOT'O MOABEMA CO CTYJIa) U TECT HA PYYHOM IMHAMOMETPE
(cuna xBata). llkana ¢yukumii HIKHUX KoHeuHocTel (LEFS) Opiia BTOpUYHBIM pe3ynbTaToM
u3Mepenus: pumsnueckoi ¢yHkumu. Ecniu mpumMeHMMO, DOKYMEHTHpPOBAIH, TpeOOBajoCh JIU
NAMEHTY BCIIOMOTATENIbHOE YCTPOHCTBO (HAIIpUMep, KOCTBUIM WJIM XOAYHKH) I TIPOBEACHUS
TAHHBIX OLIEHOK.

Cesnzannoe co 300poebem Ka4ecmeo HCU3Hu u 60.1o

HRQoL oneHuBanu Kak BTOPUYHBIN pe3yJbTaT C NPUMEHEHHEM KpaTKoh (GopMbl

OTNIPOCHUKA COCTOSTHUS 300pOBbst U3 36 myHKTOB Bepcuu 2 (SF-36v2). PacnpocTpaneHHoCTh O0mn
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OLICHUBAJIM C NPUMEHEHHEM CJIEeIYIOLINX MSATH KaTeropuii: HUKOrJa, peAKo, HHOTAAA, 4acTo WU
noctostHHO. [Ipn Hammunu 60N €€ MHTEHCUBHOCTD KOJMUYECTBEHHO OLIEHUBAIN C IPUMEHEHHEM
mkainel Jlatikepra u3 10 nmynkToB. Taxke cobupanu nHGOPMAIUIO O TPUMEHEHNUH MMALUEHTAMHU
00e300IMBaOIIUX JEKAPCTBEHHBIX NPENapaToB.

Peakuyuu 6 mecme unvekyuu u Om4emHocmy no bezonacHocmu

Bcem nmanmenTam ObUIO pEKOMEHIOBAHO TIOCTOSIHHO KOHTPOJIUPOBATh MECTA MHBEKLIUHI U
JOKYMEHTHPOBATh JIFOOBIE PE3YJIbTaThl MECTHBIX WJIM CHCTEMHBIX HAaONIONEHUH, KOTOpbIE OHU
MOTJIM IIPOU3BOAUTH CAMU B CBS3HU C UHBbEKLUAMU. Bee cepbesHble U HecepbesHble AE, koTopbie
pPErucTpupOBall MALMEHT W/MIM KOTOpble OBUIM BBISIBIEHBI B OTBET HA OTKPBITHIE BOMPOCHI
Jieyallero Bpava WM BBIABICHBI B XOJ€ HAONIOAECHUS, MEAMLIMHCKOTO OCMOTpPa MM APYTUX
UCCIIEIOBATENIbCKUX TPOLEAYDP, MOKYMEHTHPOBAJIU B IPOTOKOJAX HCCIENOBAHUSA/UCXOIHBIX
JOKYMEHTaX MalNueHTa.

AHaJIN3 AaHHBIX

JIns aHanM3a JaHHBIX NMPUMEHSUIM CTaTUCTHYECKOoe mporpamMmHoe obecriedenne SPSS
Statistics 25 (SPSS Inc., xommanust IBM, Yukaro, Wnmunoiic, CIIIA). KonudecTBeHHbIE
NEPEMEHHbIE MPEACTaBIsUIM B BUIE MEIUAHHBIX CPEAHMX 3HAYEHUH C MEKKBAPTUJIbHBIM
pazmaxom (IQR) unmu cpenHMX 3HAUEHUI CO CTaHAAPTHBIM OTKJIOHeHUeM (SD). Ux Tectupoanu
Ha HOpMalbHOE pacmpeneneHue ¢ npumeHeHneM kpurtepus Illanupo-Yunxa. Ilo mpuuumne
3HAYUTEJIbHBIX OTKJIOHEHHH OT HOPMaJIbHOIO pACHpeneNeHusl MOCIEeAYHINe aHAIU3bI
NPOBOAWIN C IPUMEHEHHEM HerapaMeTpu4eckux croco0oB. CpaBHEHHs MEXAY HCXOIHBIM
ypoBHeM u 3, 6, 12, 18, 24 u 30 mecAuamu JedeHUs: sl KaKIO0H NMEPEMEHHON OLEHUBAIU C
MIPUMEHEHHEM TEeCTa COTJIACOBAHHBIX Map YMJIKOKCOHA, B CTATHUCTUYECKUN aHAIN3 BKJOYAIU
TOJIbKO MAIIMEHTOB, Y KOTOPBIX ObUTH JaHHBIE JJIsi 000X CPAaBHUBAEMbBIX MOMEHTOB BpeMeHH. J{ist
Ka4eCTBEHHBIX NMEPEMEHHbBIX MPHUBENEHbI A0CONOTHBIE U MPOLIEHTHBIE YacTOThI. Bce TecThl Obutn
IBYCTOPOHHHUMH C YPOBHEM 3HAUMMOCTH, COCTaBIIOIINM 5%. ITockonbky HacTosIMNA aHamu3
OBUT IPENMY IIECTBEHHO OMUCATENbHBIM, aJTb(a-KOPPEKIHUIO IJIsI MHOKECTBEHHOT'O TECTHPOBAHUS
He npumeHsnu. llpencTtaBneHue JOHIUTYAMHAIBHBIX pPE3YyJbTAaTOB BKJIIOYANO TOJBKO TEX
MALMEHTOB, Y KOTOPBIX OBUIM TOCTYIHBI JAHHBIE JUISI BCEX 4 MOMEHTOB BPEMEHH.

PesyabTaTsl

B Havane Tepanum 21 mauueHT MoJiy4asq HEAENBHYIO MenuaHHyr 103y (Mr/kr BW)
acgorassl anb(a, cocTaisironyo 6,0 mr, auamna3os 3,0 mr - 6,0 mr (cpenHee 3HaYeHHe Mr/kr BW
5,44 1,1). DTO COOTBETCTBYET HEACTBHON METUAHHOM /103€, COCTABISIOLIEH 6,3 MI/KT HAEaIbHOTO
Beca Tena (1IBW). bonpias gacte manmentos (n=19) nony4vana nabekunu achorassl anbda 3 1Hs
B HEJEeNI0, ABOE MAllMEeHTOB MOJyyal HUHbEeKUUH 4 AHs B Henemo. TpuHaALATh MallMeHTOB
NoJly4asu B OOIIEH CJIOKHOCTU 6 INNPHUIEB B HENE0, 4 MAalMeHTa MOJydald 3 INmpuna, 2
MalHUeHTa NOoJydaJud 9 WnpuuoB, U | nmanueHT nojydana 2 wid 4 INpUna COOTBETCTBEHHO.
MenuaHHbIi BeC Tena sl pacueTa J03bl acoTassl aibda coctapisii 65,0 kr, auama3on 46,0-
123,0 kr, cpennuii Bec coctasisin 73,2+21,0 kr. B xone nepuona JieueHHsl y OJHOrO MaLMEHTa
ObUTO TpOM3BENEHO He Oosiee S M3MEHEHUH HenenbHOM 103bl acdoTasel anbda. ¥ 17 manueHTOB

OBUIO IO MEHbIIIEH MEpE 1 HU3MCHCHUE, JOMOJHUTEIbHOC USMCHCHNE UMEJIO MECTO Y 9 MMaluCHTOB,
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y 3 manueHToB ObUIO 3 M3MEHEeHWs, V 2 MAlUeHToB ObUIO 2 3MeHeHus Uy | manueHTa Obu1o S
U3MEHEHUH HenenbHOH no3bl acdorasbl anmbda. IlonpobHas wunpopmarms 00 H3MEHEHHSX
HeeNbHOM 103kl acdorassl anbha (Mr/kr BW) npencrasnena Ha ¢ur. 5. Mi3sMeHeHHsT HeenbHON
no3el acdorasel anbdpa B Mr/kr iBW mpencraBnensr Ha ¢ur. 6. M3MeHeHUs BBeASHHs 1103
MIPOU3BOAWIN B COOTBETCTBUH C HAWIYYIIEH KIMHUYECKON MPAKTUKOU IO PELICHHIO JIEYALIEro
Bpaua. Pakxrnueckuii Bec Tena (BW) orHocuTcss kK HICTUHHOMY Becy cyObekTa. MneanbHblid Bec
tena (iIBW) oTHOCHTCS K pacdeTHOMYy Becy Tena CyObeKTa, KOTOPBIM MpPEACTaBIseT COOOM
CKOPPEKTUPOBAHHBIH BEC, YUYWUTHIBAIOLINN (U3NUECKHUE IEepeMeHHble CyOBeKTa, TaKHe Kak
BO3PACT, IOJI, POCT, pa3Mep KOpITyca, pa3Mep 3arsiCThsl U T. 1.

Jlemorpapuueckue JaHHbIe H KJIHHHYECKHE XAPAKTEPHCTHKH MALHEHTOB HA
HCXOJHOM YPOBHeE

B obmeti cnoxxHOCTH B aHanu3 ObU10 BKIFOYeHO 14 maruenToB (11 skeHmuH, 3 My>KYUHBI,
ux cpennuii Bozpact (SD) cocrasmsn 51 (17) ner B ananazone ot 19 no 78 ner (tabnuna 11)). Bee
MalUeHThl He ObUIM POACTBEHHHKAMH, UMEJH COYETaHHbIE reTepOo3uroTHeie mytauuii ALPL u
UMeJH 3aJ0KyMEHTHUPOBAaHHbIE KOCTHbIE MPOSBIEHHs 3a00jeBaHus (B TOM YHUCIE HAJIMYHE B
aHaMHe3€ CBEICHUH O IO MeHbIIEH Mepe OIHOM IEPesIOMe) B IOTIOJIHEHHUE K IPYTUM CBSI3aHHBIM
¢ HPP mposiBienusiMm. JIBeHaquaTh MalMeHTOB HAdajid MPUEM C IO3MPOBKH acdoTasbl anbda,
COCTABJIAIOLIEH NMPUOIM3UTEIBHO 6,0 MI/KI/HENeNs;, 1Ba MALUEHTa, KOTOpble ObLIH 00€CTOKOEHbBI
NOTeHUMAIbHBIMA NMOOOYHbIMU 3¢ dexkTamu, Havamum mnpueM C JA03bl, cocraBomen 3,0
MI/KI/Henens. BceM manmeHTaM HeAenbHYI0 103y BBOAMJIM B TEYEHHE TPeX AHEH MHBEKIIHH.
BBenenue 103 KOPPEKTUPOBAIU MO KJIMHUYECKUM MOKAa3aHUSM BO BpeMst 30 MecCsILeB JIeUSHMs.

Ta6muna 11. Jlemorpaguueckue JaHHbIE H KJIHHHYECKHE XAPAKTEPHCTHKH

MANMEHTOB HA UCXOAHOM YPOBHE

XapakTepucTHKa Mamuentsr (N=14)
o, n (%)

Keniunsl 11 (79)
Bo3pact Ha HCXOAHOM YPOBHe, JieT

Cpennee (SD) 51(17)
Jnanazon 19-78
Cpeanuii poct, cm (SD)

My KUMHBI 175 (5)
Keniunsl 157 (9)
Cpennuii Bec, kr (SD)

My KUHHBI 98 (18)
KeHiunbl 73 (22)
Cpennuii BMI, kr/m? (SD)

My KUUHBI 32(7)
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KeHiunbl 30 (8)

Couerannble rerepo3urotHsie mytaumu ALPL, n (%) | 14 (100)

Cpeanmnii yposenb akTuBHocTH ALP Ha ucxoanom
yposHe, ME/n (SD)?

My x4nHbI 14 (4)
Kenmunbl 18 (7)

Cpennsis aktuBHoctb PLP Ha ucxognom, Hr/ma | 451 (390)

(SD)*

Cpennee cootHomenne PEA/kpeatunun Ha | 76 (59)

HCXOJHOM YPOBHE, MMOJIb/MOJIb KpeaTHHHHA®

CraTtyc meHonay3bl (TOJIBKO AJIsl 2KeHIIIHH)

Iocrmenomnay3a (n, %)4 5(45)

Hanuuue B aHaAMHe3e CBeIeHHH O CBSI3AHHBIX C

HPP nposiBsienusix, n (%)*

Cromaronoruueckue 14 (100)
Ilepenomel 14 (100)
Mpie4Hbie 14 (100)
Hesponoruueckue 6 (43)
IToyeunsie 321
PeBmatuueckue 321
CkenerHble 14 (100)
bonp 14 (100)

ALP=menounas ¢ocdaraza, ALPL=ren menounoii ¢ocharazsr, BMI=uHnexc maccel
Tena,

HPP=runogocdarasus;  PEA=docdostanonamun;  PLP=nmpunokcanp-5'-pocdar;
SD=cTaHnapTHOe OTKJIOHEHHUE.

aJranoHHble nuana3onsl st ALP: 53-128 ME/n (My>xunnsl), 42-98 ME/n (;keHIIMHBI).

"Sranonnsiii quanasod st PLP: 5-30 ur/mi

“OTanoHHbI nuana3zoH s coorHomeHuss PEA/kpeatwnuwn: 2,3-11,3 MMoib/MOb
KPEaTUHUHA; Y TPEX MALUEHTOB IaHHbIE HE OBLIM JOCTYITHBI.

dPaccuMTaHO B BHIE JOJIH JKEHIIUH-TIAIIMEHTOB; y OJHOIO MAIMEHTA NaHHbIE He ObUTH
HEIOCTYITHBI.

*PaccunTaHO B BU/IE AOJH MAIEHTOB, Y KOTOPBIX OBUIN JOCTYITHBI IaHHBIE.

f3a wuckimoueHneM mnepesoMoB. JIMArHO3bI, CBSI3aHHBIE CO CKENETHOM CTPYKTYpOW,
BKJIFOYAJM HCKPUBJIEHHE TpyOUaThIX KOCTEH, BPOXIEHHYI Ie(OPMHPOBAHHYIO CTOIY,

KpPaHUOCHUHOCTO3, CKOJINO3 U KI/I(I)OS.
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Pusznueckas PpyHKuuA

Tecm 6-munymmuoii xo0bo1

H3 14 manueHToB B MaHHOM uccaeaoBaHud 13 mpoxoawnu oueHku 6MWT B kaxablii
MomeHT BpemeHH. Ha ncxognom yposHe menuanHoe (IQR) mpoiineHHoe paccTosiHue COCTaBIISIIO
267 (0-368) m (cpennee [SD], 237 [223] m), koTopoe yBenmu4mioch 10 320 (234-469) m uepes 12
mecsies nedenus (cpennee [SD], 335 [159] m) (pur. 3A). M3smeHeHne MeIUaHHOTO PACCTOSHUS
6MWT, nmpoxoaumoro B MHTEpBaJe OT MCXOAHOIO YPOBHsA 10 12 mecsues, COCTaBisAnO 53 M
(p=0,023), uTo cooTBeTCTBOBANO YiayumeHHo Ha 20%. MeanaHHble H3MEHEHHsI B HHTEPBAJIE OT
HCXOAHOIO YPOBHSI 10 3 MeECsLEB, a TAKK€ OT HUCXOAHOIO YpPOBHS 10 6 MeCsLEB JIEUEHUs
coctaBisui -7 M U 39 M coorBercTBeHHO. M3menenne paccrosHuss OMWT B uHTEpBase OT
UCXONMHOro ypoBHs a0 18 m 24 wmecsaueB 3HaunmMo He ommvanock (p=0,221 u p=0,060
COOTBETCTBEHHO). MenuaHHoe paccTosiHue Obulo cxoxxuMm uepes 12 u 24 mecsaua (p=0,115) u
yepe3 30 mecsues (p=0,133) (¢ur. 7).

CeMp U3 DNOAAIOLIMXCS OLEHKE MALMEHTOB HYXXKOAINCh BO BCIIOMOTaTEIbHbBIX
ycrpoiictBax 1y 3asepiieHuss 6OMWT Ha HCXOOHOM ypoBHE (Tpoe MAaIMEeHTOB NPUMEHSIIH
KOCTBIIH, Y€TBEPO MPUMEHSUIN XOAYHKH). /[BO€ U3 JaHHBIX MALMEHTOB OBLIM CIIOCOOHBI MPOHUTH
TecT Oe3 MOCTOPOHHEH MOMOINM MMO3XKe B XOJ€ UCCIECAOBAHUS, OAMH NMALIUEHT ObUI crocoOeH
NpONTH TecT Oe3 MOCTOPOHHEH MOMOIIM yepe3 3 Mecsla, U IPyrod manueHt Obul criocoOeH
NpoNUTH 12-Mecs4HyI0 OIIeHKY Oe3 BCIOMOraTeNbHbIX ycTpoicTB. Hu oawH W3 manmeHTos,
KOTOpBIe XOAuiau Oe3 MOCTOPOHHEH IOMOINM B Hayalle MWCCIENOBAHUS, HE HYXXIAICS B
MOCTOPOHHEH MOMOIIHU B JTIF0OO0H IPYroit MOMEHT BPEMEHH B XOJ€ UCCIIEIOBAHUSI.

Bpemennoii mecm "ecmans u uou"

B o0meli cnokHOCTH NeBsiTh MauMeHTOB ObuIH criocoOHbI mpoitu Tect TUG BO Bce
momeHThl Bpemenn. Menuannoe (IQR) Bpewmst 3aBepmenust Tecra TUG cocrasysuio 14,4 (10,7-
28,9) ¢ Ha KCXOIHOM YPOBHE U CHIKAIOCh 110 11,3 (9,4-16,9) ¢ uepes 12 mecsiues nedenus (¢ur.
3B). I3MeHeHne MeMaHHOTO BPEeMEHH 3aBEPIICHUS TECTa B MHTEPBAJIE OT UCXOIHOTO YPOBHS 10
12 mecsneB JeueHust COOTBETCTBOBAJIO YIIyUIIEHHUIO Ha 22% W OBUIO CTATUCTUYECKU 3HAYUMBIM
(p=0,008). Menuannoe (IQR) Bpemst 3aBepiueHus: Tecta yepes 3 mMecsina U 6 MeCsLEB JICYCHUS
cocrapisiio 13,6 (10,9-20,3) ¢ u 12,2 (10,1-17,8) ¢ COOTBETCTBEHHO, NaHHOE U3MEHEHHe ObLIO
CTaTHUCTUYECKH 3HAYHUMBIM IPU CPABHEHUU HA MCXOJHOM YPOBHE U depe3 O MecsleB JIeHeHHUs
(»p=0,021). OnuH NauMeHT HyKAAJICS BO BCIIOMOTATEIBHOM YCTPONCTBE ISl 3aBEPLICHUS JTAHHOTO
TECTa Ha HCXOAHOM YPOBHE, HO OH 0oJjiee He HY)KIaJICS B HEM Yepe3 3 MecCsLa JICUSHHSI.

3HaunMble paznuaus B npopospkureasHocTd TUG Habmoganu B HHTEPBaJie OT HCXOIHOTO
ypoBHs mo 12, 18 u 24 mecsues (p=0,008, p=0,018 u p=0,013 coorBercTBeHHO). PaHHUE
yAyUILIEHUs] MEIMaHHOro BpeMeHH 3aBepiieHust tecta TUG dyepe3 12 mecseB OCTaBaJIUChH
cTaOUIbHBIMU B HHTEpBaje OoT 12 no 24 mecsiues nedenus (p=0,382). [IponomkuTebHOCTD uepes
TPUALIATH MECsIEB OblTa CX0XkKa ¢ TakoBOH 1is 24 mecsies (dur. 10).

Kpamxas 6amapes mecmoe puzuueckozo pyukyuonuposanus

B obmeit cnoxxaoctn 10 manuMeHTOB MPOXOOMIIM TECT CKOPOCTH XOApObI Ha 4 M,

KOMIIOHCHTEI B (1)opMe CTOMKH C MOJOKEHUEM CTOII NEPNECHAUKYJIIPHO U CTOHKHU C MOJOKEHUEM
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cron nocnenosaresbHo SPPB Ha MCXOQHOM ypOBHE U BO BpPEMSI BU3UTOB JJISI MOCJEAYIOLIETO
HaOroIeHus, 9 ManMeHTOB MPOXOAMIN TECT IMOBTOPHOTO MOABEMA CO CTYJIa BO BCE MOMEHTHI
Bpemenu. MenuanHas (IQR) ckopocTs xonp0b1 Ha 4 M coctasisiia 0,8 (0,7-1,1) m/c Ha HCXOTHOM
ypoBae u 1,1 (0,8-1,4) m/c uepe3 12 mecsiueB neudenus (¢pur. 3C). M3meHeHne memuaHHOU
OOBIMHON CKOPOCTH XOAbObI OBIIO 3HAYUMBIM IIPU CPABHEHHH HA MCXOTHOM YPOBHE C TAKOBOH
yepe3 12 mecsues neuenus (p=0,007) u coorBeTcTBOBANO yay4lneHuto Ha 38%. Uepes 3 mecsma
u 6 mecsues neueHnst menuanaas (IQR) ckopocTe xonb0r! coctasisina 1,1 (0,7-1,2) m/c u 1,0 (0,8-
1,3) M/C COOTBETCTBEHHO.

3HaYNMBble Pa3IMYUsl B CKOPOCTH XOABOBI HAOIOAAIN B MHTEPBAJIE OT HCXOIHOTO YPOBHS
no 12 mecsnes (p=0,007) u no 24 mecsaues (p=0,017), B To BpeMsl Kak H3MEHEHUE OT UCXOJHOTO
ypoBHs n0 18 wmecsneB 3Haunmo He otimdanochk (p=0,173). HesnauutenbHOe CHUXKEHUE
MEAMAaHHON CKOPOCTU XONIbOBbI B HHTEpBajsie OoT 12 1mo 24 MecsueB He ObLIO CTaTHCTUYECKU
3HauuMbIM (p=0,610). MenunaHHast CKOPOCTb XOABOBI 3HAUUMO yBeJIn4YUBaiach yepe3 30 MecsIeB
(p=0,012) mo cpaBHeHUIO ¢ UCXOAHBIM YpoBHeM (¢ur. 8A u 8B).

UYetplpeM manyeHTaM NOTpeOOBaOCh BCIOMOTATENbHOE YCTPOWCTBO AJISI 3aBEPLICHUS
JaHHOH OLIEHKM Ha MCXOJHOM YPOBHE, JBOE€ M3 HUX BBINOJHSUIM 33aHue Oe3 MOCTOPOHHEH
IIOMOIIM MO COCTOSIHUIO HA 3 Mecsilia JICYeHUs], a APYroMy HalueHTy Oojblie He TpeOoBaJIoCh
BCIIOMOTaTeJIbHOE YCTPONCTBO JIs1 BBIMOJIHEHUs TecTa mocje 6 MecsaueB JiedeHus. MeananHoe
(IQR) Bpems 3aBepLIeHNS TECTA TOBTOPHOT'O MOABEMA CO CTyJIa cocTaBisuio 22,2 (16,2-30,8) ¢ Ha
ucxonHom yposHe u 13,0 (10,8-22,4) ¢ yepe3 12 mecsiueB nevenus (pur. 3D). U3smenenus no
CPaBHEHHMIO C MCXOIHBIM YPOBHEM ObLIM 3HAYMMbIMHU 4epe3 3, 6 u 12 mecsueB nedeHus (Bce
p=0,008) 1 cooTBeTCTBOBAJIH yayulneHuro Ha 41%.

3HaYMMble pa3M4Ms BO BPEMEHH IMOABEMA CO CTyja HaOIoJaiu B HMHTEPBAJE OT
ucxonHoro yposus a0 12, 18 u 24 mecsues (p=0,008, p=0,012 u p=0,008 COOTBETCTBEHHO).
Pannue ynyuiieHuss MEIMAHHOTO BPEMEHU MOAbEMa CO CTyja 4epe3 12 MecslleB OCTaBaJIUCh
cTabunbHbIMU B UHTEpBasie OT 12 no 24 mecsnes nedenus (p=0,398). Bpems monbema co cTyna
yepe3 30 MecsaLeB ObUIO CXOXKHM C TAKOBBIM depe3 24 Mecsna.

Ha ucxonHoM ypoBHe BC€ MallME€HThl MOTJM YAEP>KUBATh CTOWKY C IMOJIOXKEHHEM CTOIl
neprneHauKyJIsapHo B TeueHue 10 cekyHn. OnuH manmeHT He OblT CrOCOOEH BBITIOJHHUTD TaHHOE
3amaHue 4epe3 3 Mecsla JieueHusi, HO ObUl CIIOCOOEH BBIMOJHUTH €ro uepe3 6 mecsmes U 12
MECSLEB JIEUEHUsI.

Ha ucxomHoM ypoBHE BOCEMb NAIIMEHTOB OBLIM CHOCOOHBI YIEPKUBATh CTOWKY C
MIOJIOXKEHUEM CTOM MEPIEHANKYISIPHO B TeueHne 10 cekyHa. /[Ba manmeHTa, KOTOpble HE ObUTH
CHOCOOHBI BBINMOJIHUTG JTaHHOE 3aJaHue, ObUIM CIOCOOHBI BBIMOJHUTE €ro uepe3 12 mecsues
neuennst. OMH NaIMEHT, KOTOPBIH HE ObUT CITOCOOEH BBIMOJHUTD 33JaHUE HA HCXOHOM YPOBHE,
He ObUT CIOCOOEH ero BBIMOJHUTL depe3 12 mecsueB jedenus. JlanHple 3a 30 mecsies
npeacTaBIeHbl Ha Gur. 9.

Hononnumenvunan puszuomepanusn

Taxoke nccnenosanu 3¢ eKThl OMONTHUTENbHON (PHU3NOTEepanyy. bbutn JOCTYy THBI JaHHBIE

s 16 maumeHToB, W3 HUX (U3MOTEPANHI0 MOJMy4asid 15 ManMeHToB, MaccaX Mosydand 8
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NAMEeHTOB, MAHYaJbHYIO TEpanHi0 MNOJAy4ald S5 MAalHeHTOB, TEPMOTEpPANUI0 mosydanu 4
nanuenTa, JuMdoapenax nojydanu 2 manueHTa (cM. Tadmury 12).

Uro kxacaercst cnocoOHOCTH X0nuTh, 13 maruentos u3 21 (61,9%) HykaaIuch B TOMOLIH
npu xoawsde, u 8 maumeHtoB (38,1%) mornu XoauTh Ge3 MOCTOPOHHEH MOMOIIM Ha MCXOJHOM
YPOBHE.

B mecsan 3 8 mammento (38,1%) Hykmamuch B OMOLIM MpU XoxabOe, u 11 manueHToB
(52,4%) Obmm criocobHBI X0aUTH 0€3 MOCTOpOHHEH mnomomu. JlaHHbIE OTCYTCTBOBAIH y 2
NaIMEHTOB.

B mecsan 6 u mecsan 12 6 nauneHToB (28,6%) Hy>kaaauch B MOMOINU NpU XoxabOe, U 14
nanueHToB (66,7%) ObutH CrIOCOOHBI XOAUTE O€3 MOCTOPOHHEH MoMOoIIH. JJaHHBIE OTCYTCTBOBAIN
y 1 mauuenra.

B wmecsny 18 4 manuenta (19,0%) Hy»Xaanauch B MOMOIIU NMpHU XoawpOe, u 12 manueHToB
(57,1%) Obimn criocoOHbI XOAUTH O€3 MOCTOPOHHEH mnomouru. JlaHHbIE OTCYTCTBOBAIU Yy 5
NaLMEHTOB.

B mecsan 24 5 nauuentos (23,8%) Hysknanuce B momomu npu xoxnsde, u 11 mauneHTos
(52,4%) Obumm cnocoOHBI XoauTh 0€3 MOCTOpOHHEH momomu. JlaHHBIE OTCYTCTBOBAIH Y S
MaLUEHTOB.

B mecsau 30 5 nmaumentos (23,8%) HyXIalauch B MOMOIIM MpH Xoap0e, U 9 MalUeHTOB
(42,9%) Obmm cnocoOHBI XoauTh Oe3 MOCTOpOHHEH momomy. JlaHHBIE OTCYTCTBOBAIHU y 7
naunentoB. CBomHas uHOpMAaIMs O NPUMEHSEMBIX BCIIOMOTATENbHBIX YCTPOWUCTBAX
npeacTasieHa B Tabnmue 12.

YerplpHaauaTh NauueHTOB U3 21 yTBepKoanH, YTO 3aHMMAJINUCH CIIOPTOM; 4 marueHTa
COOOLIHMITN O PEIKOM 3aHITHH, 8 MAIIMEHTOB COOOINAIN O 3aHITUU IO MEHbINEH Mepe OIMH pa3 B
HENeNI0, U 2 MaueHTa Coo0Lay O 3aHATHH MO0 MEHbIIEH Mepe 1Ba pa3a B HEIEJIO.

Ta6nuna 12. BcnomorarejibHbIe YCTPOICTBA, NPUMeHsIeMble NPH X0ab0e

Busur Hcxonnpiii | Mecsan 3 | Mecsan 6 | Mecsin | Mecsiy | Mecan | Mecsin
YPOBeHb 12 18 24 30
Yerpoiicteo | N | % N | % N | % N | % N | % N | % N [ %
Koctbimn 8 38,1 |4 | 1904 |190|2 (95 |1 (48 |1 |48 |1 |48
XoayHku 1 4,8 I (48 |1 |48 |1 |48 [0 |O 2 (95 |1 [48
Kpecno- 4 190 |3 |143 |1 |48 |3 |143 |3 [143|1 |45 |2 |95
KOJIsICKa
Tpocte 0 0 0 |0 0 [286[0 [0 0 |0 1 (48 |1 |48
Hroro 13 [619 |8 [381]|6 |0 6 |28,6|4 [190|5 |23,8|5 |23,
8
OrcyTtcrByer | 8 38,1 |13 |61,9|15|71,4 | 15|71,4 (17 [81,0|16]|76,2| 16| 76,
2

Cuna xeama (OoMunHaHmuan pyKa)
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Wsmepennst cunbl xBaTa ObutM AOCTYmHBI s 12 w3 14 manMeHTOB BO BCE MOMEHTHI
Bpemenu. MeananHasi (IQR) cumbl xBata cocrasisina 22,7 (11,6-25,3) kr Ha UCXOTHOM YPOBHE U
22,5 (14,3-25,4) kr uepes 12 mecsnes neuenns. UYepes 3 mMecsiia u 6 MeCsIeB JIeUeHUS MeTHaHHAS
(IQR) cuna xBata cocrasmsia 22,8 (12,4-25,1) kr u 22,7 (13,6-25,7) Kr COOTBETCTBEHHO. XOTsI
U3MEHEeHUs1 ObLTH 3HAaUUMbIMU depe3 6 mecsnes (p=0,031) u 12 mecsaues neuenus (p=0,046) mo
CPaBHEHMIO C MCXOJHBIM YPOBHEM, U3MEHEHHE COOTBETCTBOBAJIO YJYyUIIEHUIO Bcero Ha 1%.
Benmuunna sddexra Obuta HeOONBLIOH, MO3TOMY MAJIOBEPOSITHO, YTO H3MEHEHHs OynayT
KJIMHUYECKH 3HAUYUMBIMH.

CraTucTHUeCKH 3HAYMMOE M3MEHEHHME CHJIbl XBaTa JOMHHAHTHON PYKOHW MOXHO OBLIO
Ha0JII0IATh MTPU CPABHEHUHU B MHTEPBAJIE OT HCXOIHOTO YPOoBHs 10 Mecsima 6 (p=0,033), no mecsiua
18 (p=0,008), no mecsaua 24 (p=0,015) u no mecsua 30 (p=0,028). B mecsau 3 u 23 pasnuune He
OBLIO CTATUCTUYECKU 3HAYUMBbIM.

VY Bcex MalueHTOB HaOMIOJaNy yBEJIMYEHHE CHJIbl XBaTa JOMHMHAHTHOH pykod y 10
NaLUeHToB B Mecsl 3 u Mecal 12, y 13 naunentos B Mecsan 6 u 18, y 11 nauuentos B Mecsii 24 u
cHoBa y 10 nmanuenTos B Mecsn 30. ¥V 9 nanuenTos B Mecsl 3 U 12, y 6 mauueHToB B MecsL 6, y 2
naiueHToB B Mecs 18, y 4 marueHToB B Mecsil 24 u y 3 mauueHToB B Mecsin 30 HaOI0Aa10Ch
yxynaienue cuibl xBara (pur. 11A u 11B).

HIxana ¢pynrkyuit nuscnux koneunocmeil (LEFS)

Hecsaty u3 14 manueHTOB, BKJIIOUYEHHBIX B JaHHOE HCclenoBaHue, umenu nanabie LEFS
1T BCeX MOMEHTOB BpeMeHu. Ha ucxonnom yposue menuannbiii 6asmt (IQR) nmo LEFS cocrasmsin
24 (17-54) nyHKTa, KOTOPBIH yBenu4rIcs 10 53 (36-65) myHkToB uepe3 12 mecsues jgeueHus (Gur.
4A). Usmenenue B Oaiax B MPOMEKYTKE OT HCXOAHOTO YPOBHs A0 12 MecsueB JiedeHus: ObLIo
3HauuMbIM (p=0,002) ¥ COOTBETCTBOBAJIO yJyd4ieHHO Ha 121%, 4YTO CBHIETENBCTBYET 00
YJIYULIEHUH CIIOCOOHOCTH BBIMOJHSTH MOBCEIHEBHbIE BUABI AesTenbHOCTU. Menuannblii (IQR)
6amt o LEFS cocrasisin 44 (31-56) mynkra uepes 3 mecsita geueHust u 52 (36-63) nyHkTa yepe3
6 mecsues sieuenus (p =0,009 u p =0,010 cOOTBETCTBEHHO MO CPABHEHUIO C HCXOHBIM YPOBHEM).

3naunmble pasnuuus B 6amiax no LEFS wHaOmronanu B uHTEpBasie OT HCXOAHOTO YPOBHS
no 12, 18 u 24 mecsues (p=0,002, p=0,004 u p=0,004 cooTBeTCTBEHHO). PaHHUe yiy4IneHus
meananHbix 0anos mo LEFS depes 12 mMecsiiieB ocTaBaimch CTaOMIBHBIMU B HHTEPBae OT 12 1o
24 mecsiues geuenns (p=0,813).

MenuaHHbIH, a Takke cpeaauii cymmapubii 6ann no LEFS cunpHO yBenmuuBanuce Ha
BCEX BU3UTAX IO CPABHEHHUIO C UCXOJHBIM YPOBHEM. YBenuueHue cymmapsoro 6amia no LEFS
OBLIO 3HAYMMBIM BO BCEX MPOTECTUPOBAHHBIX MOMEHTaxX BpeMeHH (3, 6, 12, 18, 24 u 30 mecsiues)
N0 CPAaBHEHUIO C HMCXOAHBIM ypPOBHEM (KPHUTEPHH 3HAKOBBIX PAHroB YWIKOKCOHa, p=0,005,
p=0,001, p=0,000, p=0,002, p=0,002 u p=0,006 cooTBeTcTBeHHO) (ur. 14).

Casi3aHHOeE €O 310POBbEeM KA4eCTBO KU3HHU H 00J1b

Kpamxkas popma onpocnuka cocmosanusn 300pogvs uz 36 nynkmoe eepcuu 2

B obmeit cnoxxHocTn 9 manmenTtoB mpoxoxwin SF-36v2 BO BceX 4eThIpeX MOMEHTaX
BpemeHu. Ha nucxonnom yposHe menuanHbliil 6amt (IQR) obo0menus ¢pusngeckoro KOMIOHEHTa

(PCS) cocraBnsin 26 (21-31), kotopsiii Bospactan a0 33 (26-45) yepe3 12 mecsiueB jedeHUs
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(p=0,010) (¢pur. 4B); ynyumenue Ha 27%. Mi3MeHeHNs TakKe ObUTH 3HAYUMBIMU B HHTEPBAJIE OT
UCXONHOTO YpoBHs 110 3 Mecsiues (p=0,028). Menunannbiii 6amn (IQR) o0o0imenus ncuxudeckoro
kommnoHeHTa (MCS) cocrasmsin 53 (33-60) Ha ncxogHOM ypoBHE U 56 (39-60) uepes 12 mecsuen
nedenusi (pur. 4C); ynyumenue Ha 5%. s 6amna mo MCS HUKAaKUX CTaTUCTHYECKH 3HAYUMBIX
U3MEHeHUH He HaOJIoJand HU B OAHOM M3 MOMEHTOB BPEMEHH IO CPaBHEHUIO C HCXOIHBIM
YPOBHEM.

3HaunMmble pa3anuus B 6ayuiax mo PCS Habmonanu B MHTEpBaje OT UCXOIHOTO YPOBHS 10
12, 18 u 24 mecsiues (p=0,010, p=0,003 u p=0,003 cooTBeTCTBEHHO). PaHHMe yiydmeHus 0aaioB
no PCS Sf-36v2 uepes 12 mecsiieB ocTaBainch CTAOWIBHBIMU B HHTEpBase OT 12 1o 24 mecsues
neuenus (p=0,422). 30-mecsiunbie Oannsl no PCS npexncrasnensl Ha ¢ur. 12 u ObUIM CXOXKH C
TaKOBBIMU U1 24 MeCsLEB.

Hukakux 3HaumMbIx pasnuuuii B Oamnmax mo MCS He HaOmopmanu B MHTEpBaje OT
ucxonHoro yposHs a0 12, 18 u 24 mecsna (p=1,000, p=0,131 u p=0,424). Menuansble Oanibl 1o
MCS SF-36v2 Obutn cxoxxumu dyepes 12 u 24 mecsua JedeHus.

Bonw

HWudopmanust 0 pacpoCTpaHEHHOCTH OONHM MO KaTreropusiM (B KaTeropusix HUKOTZA,
peaKo, MHOTAA, YaCTO WJIM MOCTOSHHO) ObUTa TOCTYIMHA ISl BCeX 14 ManMeHTOB Ha UCXOJHOM
ypoBHe, Asis 12 nanueHToB uepes 3 MecsAua u 6 Mecsaues U 171 13 nanueHTos yepe3 12 mecsues.
3a UCKJIFOUEHHEM OJHOTO MALMEeHTa HAa HCXOHOM YPOBHE, BCE MAIIMEHThI COOOIIAIN O TOM, YTO B
000l 3amaHHBIE MOMEHT BpPEeMEHM OHM UCHbIThiBaM Oonb. Ha wucxomHom yposhe 9/14
naneHToB (64%) coodIany o0 MOCTOSIHHBIX WJIM YaCThIX OOJISIX; 3Ta OJISl YMEHbIIUIACh 10 3/12
naueHToB (25%) uepes 6 mecsueB u 5/13 maumentoB (38%) uepe3 12 mecsues. [lanubie 00
UHTEHCUBHOCTU Oonu ObUIM AOCTYMHBI 1Jisi 13 TMalMeHTOB Ha MCXOOHOM YpoBHe, mis 11
MALUEHTOB Yepe3 3 mMecsila U 6 mMecsues U 1 13 nmauueHToB yepe3 12 mecsues; Npu HaIMYUu
0011 €€ UHTEHCUBHOCTD KOJIMYECTBEHHO OLIEHUBAJIU C TOMOIIBIO 1Kaibl Jlatfikepra u3 10 myHKTOB
(1=MuHHManbHast 0oJb, 10=MakcumanbHO BO3MOKHas Ooiib). MenuanHas (IQR) nHTEHCHBHOCTD
001 Ha MCXOOHOM YpoBHE coctaBisuia 6 (4-8,25) MyHKTOB, KOTOpas CHIKanach a0 S5 (4-6)
nyHKTOB 4yepe3 12 mecsues neuenus (pur. 4D); ynyumenune Ha 17%. Uepes 3 mecsina u 6 MecsLeB
neuennss menuannas (IQR) mHTeHCHBHOCTBH OOy coctaBysia S (4-7) u 4 (3,5-5,75) nyHkTta
COOTBETCTBEHHO. M3MeHeHHsT MEIMaHHOW MHTEHCHBHOCTH OOJIM MO CPABHEHHIO C HCXOIHBIM
ypOBHEM uepe3 3 Mecsiia U 12 mMecsueB JiedeHus] He ObLUTH CTATUCTHYECKH 3HAYMMBIMH, OJTHAKO
3HAYUMOE CHW)KEHHE WHTEHCHUBHOCTH OOJIM MO CPaBHEHHMIO C UCXOIHBIM YPOBHEM HaOJFOmaIIH
yepes 6 mecsines yedenus (p =0,036).

VY nBeHanaTH MalMeHTOB ObLIN JOCTYITHBI JaHHbIE 00 00€300IMBAOIINX JIEKAPCTBEHHBIX
npernapaTax Ha UCXOIHOM YPOBHE; BCE€ OHU MPUMEHSITH 00e300IUBarOIUi

JIEKapCTBEHHBIN Mpemnapar A0 Hadaja jedeHust achorazoii anbdpa. BoceMp u3 IaHHBIX
NAIMEHTOB MPHUMEHSUI 00e300JMBaOIINe JIEKAPCTBEHHBIE MpenapaThl €XKEIHEBHO, M LIECThb
MAIMEHTOB MPUMEHSUTH KOMOUWHAIMIO 00e300IMBaOINX JIEKAPCTBEHHBIX Mpenaparos. Yepes 6
MECSIIIEB JIEYEHUS] IBOE M3 JAHHBIX MAIIMEHTOB CMOTJIHM MPEKPATUTh MpueM 00e300JMBaroIIero

JICKapCTBEHHOT'O TIpernaparta; OAWH W3 JAaHHBIX MAIMEHTOB HE TNPUMEHsUT 00e300/MBarOIImii
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JIEKapCTBEHHBIN Npenapar B Teuenue 12 mecsues. Ha npoTsbkeHnH Kypca UCCIIEOBaHUs YEThIpe
MalMeHTa CHH3WIM WX TpUMeHeHHne 00e300/IMBaoIero JeKapCTBEHHOro Ipermapara ¢
€KEIHEBHOT'O JI0 MPUMEHEHHS 110 Mepe HEOOXOIUMOCTH.

CraTucTudeckn 3Ha4YMMOE CHIDKEHHE YpOBHS Oonm HaOmomamu depes 18 wecsimes
(p=0,011); onHako cHIkeHHe ypoBHs Oomu yepes 12 mecsues (p=0,139) u 24 mecsua (p=0,380)
He ObUIO CTaTUCTHUYECKH 3HAYMMbIM. MI3MeHeHus: ypoBHs 00N BapbHUPOBAIN B HHTEpPBaje OT 12
10 24 mecsiues.

Uepes 30 mecsiieB OTMEYaIIH, YTO YUCIIO MAHEHTOB, COOOLIAOIHX O OOJH, CO BpeMEHEM
YMEHBIIAIOCH MOYTH Il BCEX MECT JIOKAIU3auuu 0onu, kpome npearuieuss (pur. 13).

Peaxuuu B MecTe HHBEKIMH H OTYETHOCTH MO 6€30MACHOCTH

PerpocniekTuBHAs OILlEHKA OCTYMHBIX 3apPETUCTPHUPOBAHHBIX MAHHBIX OT IMAIL[HEHTOB H
JIOHTUTY IUHAJIbHBIE TAaHHbIE (POTOAOKYMEHTALIMN MECTA HHBEKIIUH U PEAKIHH B MECTE HHBEKIIIU
NOKa3ajia, 4TO IOJIOBUHA IMALUEHTOB (7 =7) CaMOCTOSITEJIbHO BBOAMJIN WHBEKIMU ac(oTas3bl
anb(a, a MOJOBUHE U3 HUX JIEKAPCTBEHHOE CPEICTBO BBOAUI UX MAPTHEP WUJIH APYT.

XoTsl mauueHTtam ObUIO PEKOMEHOBAHO YepeNoBaTh MPUMEHEHHE YEThIPeX MeCT s
NOAKOXHBIX UHBEKLHUH, B TOM YHCIIE KUBOT, O€APO, IJIeHO U ATOAWYHYIO0 O0NACTb, JIUIIb OIUH
MALMEHT TOCTOSHHO NMPHUMEHSJI BCe MeCTa JUId MHBEeKLUH. BoceMmb manueHToB npumeHsuu 3
pa3HBIX MeCTa, TPOe MALUEHTOB NMPUMEHSUIM 2 MeCTa; a [Ba MAalMeHTa NepeHOCHIN UHBEKINU
TOJIBKO B OZTHO MECTO MHBEKLMH (OAMH B JKMBOT, OAMH B STOAMYHYIO 00JIaCTh).

B obmeit cnoxknoctr 11 u3 14 mauueHTOB OTMeuaji MOKpaCHEHHE W/ M O0JIE3HEHHOCTh
B MECTaX UHbEKLUH C PA3JINYHON MHTEHCUBHOCTBIO M MPOAOJIKUTEIIBHOCTHIO B KAKOH-TO MOMEHT
BPEMEHU B TEYEHUE TMEPBBIX 3 MECSLEeB JieueHMs, K 12 MecsuaMm JiedeHusi JAHHOE YHUCJIIO
yBeMUYUBAIOCh 10 13 maumenToB. [lopakaeMbIMH MECTaMU MHBEKLUH ObUIH KUBOT (1 =12),
Oenpa (n =4) u mwiedo (n =3). CpaBHeHHe NOCTYINHBIX (ororpaduili B XOme UCCIeTOBAHUS
MIOKa3aJI0, YTO Y MSITH MAIllMeHTOB ObLIN OOHAPY KEHBI Ci1a0dble HAYaJIbHBIE IPU3HAKU PACTSKEHUS
MSITKMX TKaHEH Ha TMPOTSDKEHWH TEPBBIX 3 MECSIEB JICYCHUs, B TOM YHCIE BBIISTYHMBAHUE
MOJIKO’KHOW JKUPOBOM TKAHH, YTO CBHIETEIBCTBOBAJIO O JUIOTUNEPTPOPUH;, IPU MAJbIIALUN HE
ObUIO OOHAapy’keHO OOBEMHBIX JKHPOBBIX MacC, a CKOpee TMPOBHCAHUE KOXKH, YTO
CBUIETENLCTBOBAIO O JUCTPOUM TOAKOKHOH >KUPOBOM  TKaHM, oO0ecreunBaroei
HEIOCTAaTOYHYI (puKcanuio Bbimesekamei koxku. M3 11 skeHIWH, BKIIOUYEHHBIX B JaHHOE
UCCIIeIOBaHHE, TAKHE U3MEHEHHUs ObUTH BHIHBI HA )KHBOTE Y JEBSITH U3 TAHHBIX MAIIHEHTOK Yepe3
12 MecsLeB JIeYeHUs; BCE STH MALUEHTKH A0 JICYCHUS MMENTH OOLIMPHYIO KHPOBYIO TKaHb B
oOnactu xuBoTa. HM OmHO W3 NAHHBIX PACTSDKEHWH MATKUX TKaHEH HE YMEHBIIAIOCh CO
BpPEMEHEM; TEM He MEHee, TaHHbIE PE3YJIbTaThl HE MPUBOAMIIH K MPEPHIBAHUIO WU MPEKPALIEHUIO
JeyeHns. Y ABYX JKCHIIHH, HE CTPAJAIOIINX OKUPEHHEM (OIHAa U3 KOTOPBIX HE JieNajia HMHbEKLIUIO
B JKUBOT), H B OJHOM W3 MECT UHBEKINIA HEe HAOII0JAI0Ch PACTSDKEHUS TKaHEH. Y My KYHH He
HaOJIFO1aJIOCh COOTBETCTBYIOLIETO PACTSDKEHHs TKAHEH, XOTS y ABOUX M3 HUX Oblia OOIIMpHAas
JKUPOBast TKaHb B 0OJIACTH )KHBOTA.

B nononHeHune k peaknysiM B MECTE€ HHBEKIIUU Y TIALIMEHTOB, MOABEPTaBIINXCS JICUEHHUEO

acdorazoii anbda B TeueHue 12 mecsues, ObUIO 3apEerUCTPUPOBAHO B 00mel cioxHocTh 46 AE;
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BCE MAIMEHTh! HUCIIBITHIBAIN 1O MeHbIel Mepe onHO AE. BoIbIIMHCTBO U3 TaHHBIX SIBIECHUH (71
=33) He ObutM WK OBUTH CBS3aHBI C HEOOJNBIIONW BEPOATHOCTHIO ¢ JieueHHueM acorasoit anbda;
CKOpee OHU OBLIH CBSI3aHBI C OCHOBHBIM 3a00JI€BAaHHEM W/WJTH CONY TCTBY IO LIIMHU 3a00JIEBAHUSIMH,
TAaKUMH KaK JereHepaTHBHOe 3a00JjieBaHME II03BOHOYHMKA, OONb B HIDKHEH YacTH
CIIUHBI/JIIOMOAro, OCTEO0APTPHUT KOJEHHOTO CyCTaBa, MHOrejio3 (HampshKeHHe/CKOBAaHHOCTh
MBIIII), CHHAPOM BBIPa)KEHHOH OonM B BepTenpHOW oOnacTu M pasapaxkenue koxu. 13 AE,
3apEruCTPUPOBAHHBIE KAK BO3MOXKHO CBSI3aHHBIE C JieueHHeM ac(hoTa3oil anbda, MpencTaBisiIn
coboii yromnsiemocTh (# =2), mpubasky Beca (1 =2), rojoBHy0 Oonb (17 =2), O0Ib B CHUHE,
ycuiieHHe OOJH, CHI)KEHHE CIIOCOOHOCTH BBINOJHATH €XKEJHEBHBIE NEHCTBHS, CTPECCOBBIH
NepesoM, MOBBILIEHHOE BHYTPUIVIA3HOE IAaBJIEHHE, HENMPOXOAMMOCTb TOHKOIO KHUIIEYHUKA U
pazznpakeHne KoxH (7=1 1151 Kaskaoro).

OO6cyxnenue

PesynbTaTel JAaHHOTO UCCIEAOBAHMS PEANBbHON KOTOPTBHI CBUAETENBCTBYIOT O TOM, YTO
acoraza anpa >dpdexTuBHa B ynyumennn (usmdeckoro ¢ynxumonupoBanus u HRQoL y
B3pocabix ¢ HPP ¢ Hawanom B nmerckoMm Bo3pacte. B mccnenoBaHuM Takke NMOAYEPKUBAETCS
aKTyaJIbHOCTh KOHKPETHBIX HHCTPYMEHTOB OLIEHKH JUIs OLIeHUBAaHUS 3(Pp(HEeKTUBHOCTH JIEUSHUS U
KOHTPOJIAA yJIy4IIEHUH y NALUEHTOB C TEYEHUEM BPEMEHU.

B nanHoM 30-MecsiMHOM aHajM3e y4acTBOBaJO Ooublie SKeHIIMH (n=16), yeM My K4uH
(n=5). CpenHuii BO3pacT >KEHLIUH COCTABISLT 52,0 roaa, a CpeaHuil BO3PACT My>KUYUH COCTAaBJISLI
38,4 roga. Cpenuuit BMI cocrasisin 30,0 kr/m2, nuanas3on 18,0-50,5 kr/M2 Ha UCXOTHOM YPOBHE.
He Obu10 3HAYMMOr0 M3MEHEHHsI MEXIy UCXOMHBIM ypoBHeM u Ha V3, V6 wiu V12 u V18, Ho
Obu10 3HaUUMoe yBenmuenrne BMI npu cpaBaenun VO ¢ V24 u V30 ¢ p=0,003 B kaxx1oMm ciay4dae.
Kpome Toro, MOXHO OBLJIO OTMETUTh 3HAUMMOE yBeNIUYeHue Beca npu cpaBHeHnu VO ¢ V24 u ¢
V30 ¢ p=0,002 B kaxxa0M ciy4ae.

ITpu ouenke Gpr3MUECKON KOHCTHTYLIMU BbISIBJIEHBI 3HAYMMbIE U3MEHEHHs (Pa3oBOro yria
(3Haunmoe yBenmuenne Ha V18 c¢ p=0,002), muraHWs KIETOYHOH Macchl Tena (3HAYUMOE
cHmkenne Ha V12 ¢ p=0,044 u ma V18 ¢ p=0,023), nuTaHUS MBIIEYHOH MacChl (3HAYUMOE
yBenmuyenne Ha V18 ¢ p=0,034) u nutaHus )KUPOBOH Macchl (3HaUMMOe yBenndeHue Ha V18 ¢
p=0,039, V24 ¢ p=0,028 u V30 ¢ p=0,037).

B 6MWT nHaOmonaemple M3MEHEHHsI PACCTOSHUS XOAbOBI HE OBLIM CTaTUCTHYECKH
3HauuMbIMH Ha V18 u V30, omHako u3MeHeHHE ObLIO CTAaTUCTHYECKH 3HAYMMBIM Ha BCEX
ocranpHbix BuzuTax (V3, p=0,012; V6, p=0,004; V12, p=0,002, V24, p=0,019). Yro kacaercs
NPUMEHEHHs] BCTIOMOTATEIbHBIX YCTPoHcTB Ha V18 m V24 (uepe3 18 u 24 mecsua), ducio
MAaLUEHTOB, HYXXKJIAKOLIUXCS BO BCIOMOTaTEIbHBIX YCTPONCTBAX, YMEHBLIAJNOCh, 3 MallUeHTa
(18,8%) u3 16 Hy>KHAINUCh BO BCIIOMOTATENIbHBIX YCTPOIMCTBAX;, HH y OJHOTO MAIMEHTa B XOJE
UCCIIEIOBAHMA YXYIIIEHUs] He HaOJIFOAa10Ch.

Y 11 nmanueHToB OBUIO yJyYIIEHHE CKOPOCTH B TecTe xomapObl HA 4 M Ha V3, y 13
MAIMEHTOB yJydllieHne Ha V6 (Y HUX CKOPOCTh ObLIa BhIIE), y 14 manueHToB yay4iueHue Ha V12,
y 8 manueHToB yayudmeHue Ha V18, y 10 maumenros ynyumenue Ha V24 u y 9 mauueHTos

yJIydiIeHne MOXHO ObuTo HabmoaaTh Ha V30 1Mo CpaBHEHUIO C MCXOAHBIM YpOBHEM. MennaHHast
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CKOPOCTb X0Ap0BI ObLIIa 3HAYMMO yBEJINYHBATIACHh HA BCEX BU3HTAX, kpome V18: V3 (p=0,021), V6
(p=0,008), V12 (p=0,001), V24 (p=0,010) u V30 (p=0,012).

B Tecte mogpema cO CTyJia IOYTU BCE MALUEHTHI IEMOHCTPUPOBAIIN YJIyYIICHHUE, BPEMs
nogbeMa ObUIO KOpOode Ha BCEX BU3HMTAX IO CPABHEHUIO C UCXOJHBIM YPOBHEM, 32 UCKIIIOYEHHEM
1 mammenta Ha V3, COCTOSHHME KOTOPOTrO YXYALIMJIOCH. Pe3ynbraTel ObUIM CTATHCTUYECKU
3HAYUMbIMU IIPU CPABHEHUH MEAMAHHOTO BPEMEHH Ha HICXOJTHOM YPOBHE C MEIMaHHBIM BpEMEHEM
Ha Bcex Busutax V3, Vo, V12, V18, V24 u V30 ¢ p=0,002, p=0,001, p=0,001, p=0,008, p=0,005
1 p=0,008 cOOTBETCTBEHHO.

VYmenbmenne mnpopospkureabHocTH TUG OBIIO CTAaTUCTHYECKH 3HAYMMBIM Ha BCEX
Busutax V3, V6, V12, V18, V24 u V30 no cpaBHeHHIO ¢ UCXOAHBIM ypoBHEM ¢ p=0,004, p=0,002,
p=0,001, p=0,012, p=0,008 u p=0,028 cOOTBETCTBEHHO. Y OAMHHAALATH MMALIUEHTOB YJIy4LICHUE
UMeJIo MeCTO (CoKpalaioch BpeMsi) Ha V3, y 13 mauueHToB yaydleHne uMesio MecTo Ha VO, y
14 mauyeHToB yaydlleHue UMeNIo MecTO Ha V12, y 8 manueHToB yiy4lIeHHe UMEIO0 MECTO Ha
V18, y 9 nauueHToB yiay4lleHne UMeJIo MecTO Ha V24, 1y 8 MallueHTOB yJIydlIeHHe UMEJIO MECTO
Ha V30 no cpaBHeHuro ¢ ucxogHeiM yposHeM. Ha V3 y 3 maumenTtos u Ha V6, V24 u V30 y 1
nauuenTa npoposrkutesbHocTb TUG Obita Gonbliei.

CraTucTuyecky 3Ha4YMMOE M3MEHEHHE CHJIbI XBaTa JOMHHAHTHOH PYyKOH MOXKHO ObUIO
HaOJIOIaTh TPH CPaBHEHWH B HMHTEPBaJie OT MCXOMHOTO ypoBHs no V6 (p=0,033), mo VI8
(p=0,008), mo V24 (p=0,015) u mo V30 (p=0,028). Ha V3 u V12 pa3Huua He Obl1a CTATUCTUYECKH
3HAYMMOMN. YIJIy4IleHHe CHUJIbI 3aXBaTa HEJOMUHAHTHOH PYKOH OBLIO CTATUCTUYECKU 3HAYUMBIM
TOJIBKO NIPU CPABHEHUH UCXOAHOTO ypoBHs ¢ V24 ¢ p=0,011.

JlaHHbIe, OTHOCAIINECS K OOIIeMy BOCHPUSTHIO 3I0POBBS, PETHCTPUPYEMOMY CAMUMH
NAaIMeHTaMH, He ObUTH COTJIAaCOBAaHHBIMH, HO MEHSUIMCh B XOAe BM3MTOB. Hampumep, Ha V3 mo
CPABHEHHIO C UICXOHBIM YPOBHEM YJIyUIIEHHE OOLIET0 BOCTIPHUSITHS 3A0POBbS, PETUCTPUPYEMOTO
CaMHMH TAI[UEHTAMH, MOTJIO OBITh 3apEruCTPUPOBAHO y 12 MalMeHTOB, y S5 MaLUEHTOB
u3MeHeHul He Obulo, a y 1 maumeHta mMeno mecto yxyamenue. Ha V18 Bocemb manueHTOB
PErucTpUpOBANIU YIyUllIeHNe, 3 MallueHTa He 04Uy BCTBOBAJIN HUKAKUX U3MEHEHUH, U 2 MalueHTa
3asIBIJTH, YTO UX COCTOSIHME 3A0pOBbs yxXyamuiaock. Ha V30 ynydmenne Obuto y 6 MalMEeHTOB, Y
3 MaLMEeHTOB He OBLIO U3MEHEHUH, a y 4 MAIlHeHTOB CAaMOYYBCTBHE XY AIIUJIOCH.

Ha Bcex Bm3uTax HaOMOJANM KOJUYECTBEHHOE YJYYINEHHE MO MyHKTY (PU3UUECKOTro
(YHKIIMOHHPOBAHUS IO CPABHEHUIO C BH3UTOM O, U JaHHOE yJIy4YIIeHHE ObLJIO CTATHCTHYECKH
3HauuMbIM ¢ p=0,002, p=0,001, p=0,001, p=0,003, p=0,005 u p=0,005 COOTBETCTBEHHO.

BHOBb HaOmromany KOJMUYECTBEHHOE YJIYULIEHHE IO MYHKTY (PU3UYECKOrO POJIEBOTO
¢dynakmonnposanus Ha V6, V12 u V18 no cpaBHeHuto ¢ BU3UTOM 0, U TaHHOE yJy4IIeHHe ObLIo
crarucTudecku 3HauuMbIM (p=0,009, p=0,036, p=0,016 COOTBETCTBEHHO).

VYaydineHne MeOWaHHOTO Oalila TMOAIIKANBI TeNeCHOW OO0 OBUIO CTaTHCTUYECKU
3HAYMMBIM IIPU CPABHEHUU UCXOAHOrO ypoBHs ¢ V3, V6, V12 u V18 ¢ p=0,044, p=0,030, p=0,002
1 p=0,027 COOTBETCTBEHHO.

3HaYNMOe U3MEHEHHE B MOJIOKUTENBHYIO CTOPOHY (YJIyYIIEHHE) BOCTIPUSITHS COCTOSHHS

3I0POBbsI MOXKHO ObLIO HaOOAaTh Mexay BusuroMm 0 m V3, V6, V18, V24 u V30 ¢ p=0,013,
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p=0,001, p=0,004, p=0,011 u p=0,023 cOOTBETCTBEHHO, HO HE Ha V12.

VYydineHue *KU3HEHHOW aKTUBHOCTH MOXHO Obuto Habmomate y 14, 15, 13, 11 u 8
NAIMEeHTOB Ha COOTBETCTBYIOLIEM BHU3UTE V IO CPAaBHEHHMIO C HCXOIHBIM ypoBHeM. JlaHHOe
yJIy4LIeHUe KU3HEHHON aKTHBHOCTH ObLIO CTATUCTUYECKH 3HAUUMBIM ITPH CPABHEHUU UCXOIHOTO
ypoBHs ¢ Busutamu V3, V6, V12, V18 u V24 ¢ p=0,006, p=0,001, p=0,013, p=0,005 u p=0,036,
HO He Ha V30.

Mo3kHO OBLIIO IPOIEMOHCTPUPOBATH 3HAUUMOE YIIydIIeHHe Mexy BusutoMm 0 u V6, V12
u V18 (p=0,002, p=0,014, p=0,007). Ha nanneix Busurax 12 u3z 17 manuenrtos (V6), 12 u3 18
natnenToB (V12) u 10 u3 14 nmaumentos (V18) perucrpupoBanu yiydlleHHE COLHMAIbHOTO
(bYHKIIMOHUPOBAHUS.

HNmeno MecTo CTaTUCTHYECKH 3HAYMMOE YJIYULIEHWE MCHUXHYECKOrO 3A0pOBBbS, UTO
peructpupoBaiu 13 nanuentos u3 18 na Vo6 u V12 u 11 nauuenros u3 14 Ha V18 no cpaBHeHUI0
¢ ucXoaHbIM ypoBHeM (p=0,024, p=0,014 u p=0,048 cOOTBETCTBEHHO).

Ha Bcex BM3MTax MMeENO MECTO 3HAUMMOE yiydlueHue Oaymna o0oOImeHust pU3HIecKux
KOMITIOHEHTOB 10 CPAaBHEHMIO C UCXOAHBIM ypoBHeM (p=0,003, p=0,006, p=0,002, p=0,003 u
p=0,001). B oTnmume OT 3TOro, U3MEHEHHe, CBSI3aHHOE ¢ OaynaaMu 00OOIEHUS MCHXHYECKOTO
KOMITOHEHTA, He ObIIO CTATUCTUYECKU 3HAYMMbBIM HH Ha OTHOM M3 BU3UTOB.

MenuaHHbIH, a Takke cpeaHuit cymmapHeiii 6amn no LEFS cunbHO yBennuuBamuch Ha
BCEX BHM3UTAX I10 CPABHEHHUIO C MCXOJHBIM YPOBHEM. YBennueHue cymmapsoro 6amia no LEFS
OBUIO 3HAUYMMBIM BO BCEX MPOTECTHPOBAHHBIX MOMEHTAX BPEMEHH IO CPABHEHHUIO C MCXOIHBIM
ypoBHeM (p=0,005, p=0,001, p=0,000, p=0,002, p=0,002 u p=0,0006).

WHauBuayanbHbI ONMPOCHUK MO OOJIEBOMY CHHIAPOMY: CHIDKEHHE YPOBHsS 0oy ObLIO
craructruecku 3HauuMbM (p=0,015 u p=0,027) npu cpaBHEHUH UCXOIHOTO YpoBHs ¢ V6 1 V18.
Kpome TOro, MOXXHO OBLIO OTMETHTb, YTO YHCJIO MALMEHTOB, PETMCTPUPOBABLIMX OOJb, CO
BpPEMEHEM yMEHbBIIAIOCh MOYTH JJIsI BCEX MECT JIOKAJIH3aLUU 00U, KpOME MPETUIeybsi.

AHaJNbreTUKH TPUHUMAJIM TOYTH BCE TMAIMEHThl HA TNPOTSHKEHHMM BCEro  XOza
UCCIIEIOBAHMS, IPUYEM MPUHUMAIH 10 4 pa3HbIX aHAJIBI€TUKOB.

W3 mpexncraBieHHBIX 31€Ch Pe3yJIbTATOB ObLIO MOKa3aHOo, 4To acdorasza anabda B Xome
uccnenoBanus Obuia 3¢gdexTuBHa B yiydlmieHUd (pU3NIECKOro PyHKIMOHUPOBAHUS, & TAKXKE B
nosbimeHun QoL y GOJMBIINHCTBA MAIIEHTOB.

Ouenku ¢pusnueckoit pynkiuu 1 HRQoL B naHHO#M rccnenyemMoii Mony sl 10 Hadajia
neueHns ac(hoTa3ol anb(a yKasbIBAIOT HA BBICOKOE OpeMs 3a00NIeBaHMs Y B3POCIBIX MAllUEHTOB
¢ HPP ¢ nHauanoMm B 1eTCKOM BO3pacTe MO CPaBHEHUIO € MOMyJIsLHEel 3/10pOBbIX B3POCIBIX TOIO
ke Bo3pacta. Hanpumep, cpennee paccrosaue 6MWT + SD, koTopoe manueHTsl JOCTUTAIH Ha
HCXOJTHOM YPOBHE B JAHHOM HCCIIEIOBAaHHUHU, OBLIO 3HAUYUTENIbHO MEHBIIIE, YeM B MOIYJISILUH U3
444 310poBbIX B3pOCIbIX (237 223 M B cpaBHeHuu ¢ 571 = 90 M COOTBETCTBEHHO). AHAJIOTUYHO,
mennanHoe Bpemst B Tecte TUG Ha HMCXOOHOM ypoBHE ObUIO OoJiee ANUTETBHBIM, HYeM
HaOJFo1aeMoe B KOropTe 3J0POBBIX B3pPOCIbIX B UX Bo3pacte ot S0 no 59 ner (14,4 ¢ mpotus 9,9
C COOTBETCTBEHHO); KaK M MeIUaHHas CHJia XBarta (22,7 KT B JTaHHOM HCCIIEIOBAHUN Ha HCXOIHOM

YPOBHE IO CPAaBHEHUIO € 27 KT [>KeHIIUHBI | 1 46 KT [MyK4HHbI| B 310pOBOH nomnyisiun CeBepHOM
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Awmepuku u EBpomel cxonHoro Bospacta). Menuansbiii 6amt mo PCS B tecte SF-36v2 Ha
UCXOJTHOM YpPOBHE TakXKe ObLI 3HAUUTENbHO HWXKE, YeM HalOsomaeMblil B OOLIeH Mmomysinun
crpaHbl (26 mpoTuB 49 COOTBETCTBEHHO), OAHAKO MenauaHHble Oayubl mo MCS Ha HCXOmHOM
YPOBHE B JAHHBIX MOMYJISILHSX CYIIECTBEHHO HE OTINYAINCH.

Cpenu nepBUYHBIX pe3yibTaToM m3MepeHus ¢usndeckoit pyukamn (6MWT, tect TUG,
SPPB u cuna xBara) kak B OMWT, Tak u B TUG, a Takxe B IBYX U3 Tpex komrnoHeHToB SPPB
HAOJFOIalI CTATUCTUYECKU 3HAYMMBbIE YIYUIIEHUs B MHTEpPBajJe OT MCXOIHOTO YPOBHS 10, B
HEKOTOPBIX clydasx, 12 MecsueB JIeYeHUs, YTO JEMOHCTPUPOBAJIO 3((PeKTUBHOCTh achoTas3bl
anb(a B yaydlleHUHd (pyHKLHMOHAIBHOTO 3710POBbsi B3pocibix mnanueHTos ¢ HPP ¢ nasamom B
IETCKOM Bo3pacte. MUHNMaIbHbIE KIIMHUUeCKH 3HaunMble pasianyust (MCID) y B3pocnbix ¢ HPP
OpuH ycTanosieHsl 1ist OMWT (31 m); B JaHHOM HCCIIEIOBAHUN MeTUAHHOE paccTosiHue 6MW T
YBEJIINYUBAJIOCh Ha KJIMHUYECKHU 3HaYuMbIe 39 M uepe3 6 mecsues U Ha 53 M uepe3 12 mecsues
JIeYeHHUs] 10 CPAaBHEHMIO C WUCXOAHBIM ypPOBHEM. XOTs YJyUlIeHUs, HaOmonaemble uepe3 O
MecsILeB, He ObLIM 3HAYMMBIMH, CITyCTs 12 MecsLeB ObUIM OTMEYeHbl CTATUCTUYECKU 3HAUYHUMBbIE
yJy4ileHus. AHAJIOTHYHO, BO BpeMsl JICUSHHUS yBEJINYMBAJIACH CKOPOCTh OOBIYHON XOABOBI, U
JAHHOE YJIyullleHHe JOCTUral0 CTATUCTUYECKON 3HAUMMOCTHU 4epe3 12 Mecsues neueHus. Kpome
TOTO, yiayulienue pusndeckoit pyHkuun Habmonanmu ans spemenu tecra TUG u Tecta nogbema
co cTysa. Bpems BBINOJHEHUS NaHHBIX TECTOB 3HAYMMO YMEHBIIAJIOCH yXKe depe3 6 MecsleB
neuenus 1y tecta TUG u uepes 3 MecsiLa JiedyeHus IJIsl TeCTa MOBTOPHOTO MObEMa CO CTYJIA.

Curna xBaTa ObUTa PEKOMEHIOBAHA B KQUECTBE MOKA3aTeN sl MBILICYHOH CHIIBI Y TTALUEHTOB
nerckoro Bo3pacta ¢ HPP, u paHee ee npuMEHsUTH B UCCIIEAOBAHUSIX KOTOPT YYaCTHHUKOB IETCKOTO
BO3PACTa; OJHAKO JOKA3aTEJIbCTB €ro NMPUMEHEHHUs] B KA4eCTBE IOKa3aTelsl B TMOMYJISTLHIX
B3POCJIBIX MAJIO, a €ro MOJIE3HOCTh HE omnpeneneHa. Mi3MeHeHus B cuiie XBaTa, HaOJrO1aeMble B
XOJle¢ JICYCHUS] B JTAHHOM HCCJICIOBAHUM, HE ObUIM KJIMHHUYECKH 3HAYUMbIMH M HE TaKUMH
CYLIECTBEHHBIMH, KaK VJIyYIIEHHE CHJIbI pa3rudareneid U OTBOMSINMX MBI Oeapa, KOTOpbIE
OBUIM 3aPETHCTPUPOBAHBI B KIIMHUYECKOM HCCIIEIOBAHUN C YYACTHEM MAallMEHTOB, MOJTyYaBLINX
acdorazy anmbha. OLueHKa MBIIIEYHONW CHIBbI y AHHBIX MALUEHTOB, BEPOSITHO, CUCTEMATHUECKU
OTKJIAHSIETCSI BCJIEACTBHE PA3JIMYHBIX BMEIIMBAIOIIUXCS (PAKTOPOB, B TOM YHCIe OO U podsieM
¢ koctsiMH U cyctaBamu. ClieOBaTENbHO, OCTAETCs ONPENEeIUTh, KaK HAWIYYLINM O0pa3oM
U3MEPUTD MBIIIEYHYIO CHIIY U pabOTOCIIOCOOHOCTD Y TaHHBIX MALUEHTOB.

CraTucTideckn 3HAYMMblE YIYYIIEHUs Takke Obutk 3apeructpupoanbl mo LEFS,
BTOPUYHBIA Pe3yJbTAaT U3MepeHus: Ppu3uueckoil (QyHKIUHM B JAaHHOM HCCIeNOBaHWU. bamn mo
LEFS 3HaunMo yBenu4uBaJICsl yKe 4yepe3 3 mecsua JedeHus acoraszoil ambda M ocTaBaics
CTa0MJIBHBIM BO BCEX MOMEHTaX BPEMEHH IMOCIENYIOIEro HaOMONEHUs MO CPaBHEHHUIO C
UCXOMHBIM ypoBHeM. [laHHbIe yBenmudeHus Obutd 3HaYUMO Oosbinmu, 4eM MCID u3 9 nyHKTOB,
paccunrannble Binkley ef al nis nonynsiyy manMeHTOB ¢ MBIIEYHO-CKENETHON AuChYHKIMeH
HIDKHUX KOHEUHOCTEH M MALMEeHTOB, HAOMOAABIINXCS B MPHHUMABIIEH y4acTHE B KIMHUYECKOM
UCTIBITAHUN TIOMYJBSILMK B3POCHBIX, MOJyYaBIIUX acdora3dy aib(a B TEUEHHE aHAJOTMYHOTO
nepuosa BPEMEHH, M JIEMOHCTPUPOBAIN YJIYUIIEHHE CHOCOOHOCTH IALUEHTOB BBIOIHATh

IOBCCAHEBHBIC 3a4a4U.
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VYayumennuss (U3NUECKOro Onaromojy4dusi TakKe OTPaKajnCh B 3HAUYUTENbHBIX
YIIyUILIEHUAX

BTOPUYHBIX pe3ynbraToB m3Mmepernii HRQoL. Ynyumenns meananHoro 6amna mo PCS
SF-36v2 B Xome uccienoBaHus ObUTH CTATUCTUYECKH 3HAYMMbBIMU Yepe3 3 Mecsiua u 12 mecsiies
neueHns achorazoil ambda MO CPaBHEHHIO C HMCXOIHBIM YPOBHEM. DTO YKa3bIBaeT Ha oOree
yayduieHne  (QU3MYECKOro  3[0pOBBbS, BCECTOPOHHEW OLEHKH o0iactedl  (PU3UUEcKOro
(byHKIIMOHNPOBaHUS, (PU3UUECKOTO PoJIeBOro (PyHKIMOHHUPOBAHUS, TeJeCHOH Oonu u olmero
COCTOSIHUSL 3710pOBbsl. XOTA MenuaHHbli Oanmnm mo MCS (KOTOpbIii OXBaThIBaeT IOKa3aTeNd
JKU3HEHHON aKTHUBHOCTH, COLMAJbHOTO (PYHKIMOHUPOBAHUS, 3SMOLIMOHAJIBHOTO POJIEBOTO
(YHKIIMOHMPOBAHUS U TICUXUYECKOTO 3I0POBbs) TAK)KE OBLI HEMHOTO YBEJIHYEHHBIM BO BCE
MOMEHTBI BPEMEHH MO CPABHEHHIO C UCXOIHBIM YPOBHEM, 3TO HE ObUIO 3HAYMMBIM. YUUTHIBAS,
YTO B HECKOJIBKUX HCCIIEOBAHUAX ObLIO OMUCAHO MCUXMYECKOE U HYMOLIMOHAIBHOE BO3/IEHCTBHE
HPP na B3pocnbIx manueHToB, cxoAacTBo 6amioB no MCS, HaOmonaemoe B 001IeH MOy IsaLuu |
B JIAaHHOMW HUCCIIEyEeMOM KOropTe Ha UCXOJAHOM YPOBHE, MO3BOJISIET MPEANONI0XKUTh, UTO SF-36v2
He MOXXeT ObITh TOUHBIM ITOKA3aTeNIeM IICUXUYECKOr0 CaMo4yBCTBHsA y nauneHTos ¢ HPP.

HeratuBnoe BosneiictBue Oomu Ha HRQOoOL xopomo wusBectHo. Bce manueHTsl,
BKJIIOUEHHbIE B JaHHOE HCCIENOBAHUE, MWCHBITHIBAIN OOJIb, OIHAKO, XOTS MeIUaHHas
UHTEHCUBHOCTb OOJIM, perucTpupyeMas B KOropTe, 3HAYMMO YMEHbIIAJach 4epe3 6 MecsleB
aedeHus achorasoil anbha, THTEHCUBHOCTb OOJIM CHOBA BO3pacTasia yepe3 12 MecseB JieueHus.
VuuThIBast, YTO B AAHHBII NMEPUOJ BpEeMeHHM HAOIONAN 3aMETHbIE YJIyYLICHUs (H3HYECKOM
(YHKIIMH, BO3MOKHO, YTO 3TO CBSI3aHO C T€M, UTO MAIL[UEHThI CTau O0Jiee aKTUBHBIMH B XOJIE HX
JedeHus. S-netHee uccienoBanue dddexTuBHocTr achoTasbl anbdha y MalUeHTOB B3POCIOro U
NOAPOCTKOBOTO Bo3pacta ¢ HPP oOHapy»kuio, 4To mocie S JieT JieueHus: Habo1anoch Oobinee
CHIDKEHHE YpOBHEH OO0JiM, ClIeNOBaTeIbHO, TAKXKE BO3MOXHO, YTO TMEPHUOA MOCIENYHOIIEro
HaOJIFOIEHUST B TAHHOM TPOMEKYTOYHOM aHAJH3e ObUT CIUIIKOM KOPOTKUM, 4TOOBI HAOIHOAATh
Kakoe-1100 3HAUMMOE yMEHbIIeHHEe OOJTH.

Bocnpustie nanpenTom oOrmiel 60 Takke MOXKET MEHATBCS CO BPEMEHEM, U JTaHHbIH
UHCTPYMEHT OLICHKH MOJKET

OBITh HENOCTATOYHO CHEUU(PUUHBIM Uil HAONIOAEHHS 32 TOCIEeNOBATEIbHBIMU
u3MeHeHUsIMHU cBsizaHHON ¢ HPP 6o y B3pocbIX.

B HacrosimeM HCCIeNOBaHUM PETUCTPUPOBANIU CXOXKYH 4acTtoTy AE M CBsI3aHHBIX C
0€30MacCHOCThIO SIBJICHUH, KaK M B KJIMHHYECKHX HCTBITAHUSIX, B KOTOPBIX acdoraza anmbdha
XOPOLIO NMEPEHOCHIIACH, TI0 Pe3yJIbTaTaM JaHHOTO HCCIIEAOBAHMS HE BOSHHUKIIO HUKAKUX HOBBIX
CHTHAJIOB, CBSI3aHHBIX ¢ 0€30MaCHOCTHIO. Peakiinm B MeCTe HHBEKIIUH, OCOOEHHO MMOKPACHEHHE U
00JIE3HEHHOCTh B MECTAaX MHBEKLIUH, CYJIs [0 BCEMY, SIBIISTFOTCS IOBOJBHO PACIPOCTPAHEHHBIMH.
Kpowme Toro, pacnpocTpaHeHHBIMH SIBIISIFOTCS U HI3MEHEHUS MATKUX TKAHEH B MECTaX HHbEKLIUH B
JKUBOT, B TOM YHCJIE JTUTTOAUCTPOQHSI C POBHUCAHUEM KOXKH, HATTOMHUHAOIIAS JIUTTOTUIIEPTPOPHIO,
U CYZsI IO BCEMY, K UX Pa3BUTHIO CKJIOHHBI JKEHIIUHBI C OOIIUPHOH JKUPOBOH TKAaHBIO B 00JaCTH
JKUBOTA.

B coBOKymHOCTH HaHHBIE Pe3yJbTaThl CBHAETENBCTBYIOT O TOM, 4TO acoraza anbdha
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ABJIsAETCS H3(P(PEKTUBHBIM CPEACTBOM JICUSHHS IS YTy YIIeHUsT (PU3NIeCKOoro (pyHKIMOHUPOBAHHUS
u HRQoL y B3pocieix mammienToB ¢ HPP, m nemMoHCTpupyrOT OnaronpusTHeIA HpoQiiib
0e30macHOCTH.

Hekotopele n3 ounenok ¢usnueckoil ¢pynkumu u HRQoL, nmpruMeHEHHBIX B JaHHOM
UCCIIEIOBAaHNH, ObUTH PEKOMEHIOBAHBI ISl HAOMIOASHHS JIeUeHNs B3pocibix nanueHTos ¢ HPP, B
ToM uncie 6MWT u SF-36v2. Pe3ynbTarhl JaHHOTO UCCIEIOBAHUS CBUETEIbCTBYIOT O TOM, YTO
KOHKpEeTHbIE Noka3arenu ¢pusndeckoii pynkunn u HRQoL, npuMeHsiemble B TaHHOM aHaJn3e, B
toM uuciie 6 MWT, tect TUG, Tect nosropHOTro noasema co ctyyia u3 SPPB, LEFS u xomnonenta
PCS u3 SF-36v2, MOryT 1 10JKHBI ObITh IPUMEHEHBI 11 n3MepeHus 3¢ pexTuBHOCTH acoTaszbl
anb(a, HEKOTOPBIE YK€ Uepe3 TPH Mecsla nocje Hadana jedeHus. Cpeau NaHHBIX OLEHOK B
cnyuae LEFS naOmomanu HanOosplnee NMPOLIEHTHOE YJyYIIEHHE B MHTEPBaje OT MCXOAHOTO
yPOBHs 10 12 Mecs1eB JeueHns B JaHHOM NOMyJIALIUY NALUEHTOB, YTO yKa3biBaeT Ha TO, uTo LEFS
MOKeT ObITh HaUOOJIe€ MOAXOSIIEH KON ISt OLIEHKU 3PP EKTUBHOCTH JIEYEHUS B OTHOLIEHUN
(YHKIIMOHANBHBIX TOKa3aTeJed y B3POCHBbIX MNAlUEeHTOB. JlaHHBIE TECTHI JieYalllUM BpadaMm
ClIelyeT pacCMaTpUBATh KaK YaCTh CTAHIAPTHON MPAKTHKU AJIST HAOIIOACHUS] pAHHETrO OTBETa Ha
aedenue y B3pocibix ¢ HPP, oco0eHHO moToMy, YTO OHM NMPAKTHYHBI U IPOCTHI B PeaTH3ALUH B
KJIMHUYECKUX YCIIOBHSIX C MUHIUMAJIbHBIM TEXHHYECKUM 000pyIoBaHUEM U o0y4deHueM. JlaHHbIe
NOKA3aTeNN TaKXe MOTYT ObITb MOJE3HbI U HAaOMIOAEHUS JONTOCPOYHON 3¢ (EeKTHBHOCTH
JIeYeHUs], HATIpUMep, A1 HaOMIOeHNS MALMEeHTOB, MOJyYaloUHX JieueHne B TeueHne Oonee 12
MECSILIEB.

B nomosHeHue K 3TMM JaHHBIM O BaJUAUPOBAHHBIX OLEHKAX (PU3NYECKON (QYHKIUH U
HRQoL, Bce 14 manueHTOB, BKJIIOYEHHBIX B JAHHOE HCCIENOBAHHE, B YACTHOCTHU, MMEJU B
aHaMHE3€ CBEICHUS O TNATOJIOTUYEeCKHX HM3MEHEHUsX 3yOOoB. DTO MONYEPKHBAET Ba’KHOCTH
XOPOLIMX CTOMATOJIOTUYECKUX CeTeil B cooOmecTBax st 00eCneueHus TOro, 4to 3a00eBa s
MeTadosn3mMa KocTHOU TkaHH (B ToM yncie HPP) OynyT pacnmo3HaBaThCst Ha paHHEl cTaauu U
MOJKET OBITh PEeaM30BaHO HAJJIeKAlee Mocenyomee JeueHue. Takoi moaxon 0coOeHHO BakeH
C YYETOM TOrO, YTO CTOMATOJIOTH 3a4acCTyK) MOTYT OBITh OJHHUMH M3 TEPBBIX MEIULITHCKHX
pabOTHUKOB Ha KJIMHUYECKOM myTH nanueHToB ¢ HPP u npyrumu 3aboneBanusimu metaboimn3ma
KOCTHOH TKaHH.

Kpome Toro, y 53% manueHToB, BKIFOYEHHBIX B TaHHOE UCCJIEOBaHHE, ObLIa MyTaLHsI
¢.571G>A rena ALPL. Xots TiiarenbHasi OIIEHKa CEMEHHOr0 aHaMHe3a He BbISIBJIsLIA POJCTBA
MEXIY YYaCTHHUKAMH, 3TOTO HeJb3sl ObUIO HCKIIIOYUTh, MMOCKOJBKY HE NMPUMEHSUIH TOAXOJ C
rarioTunuposanueM. TeM He MeHee, ObII0 0OHAPYKEHO, UTO CXO3Kast A0 HHIUBUIYYMOB (55%)
HeceT NaHHYI MyTauur B comnocraBumon koropre ¢ HPP, yto moxarsepskpmaer, 4To naHHas
MyTalMsl pacrpoCTpaHEHa CPeaM MALMUEHTOB eBporneickoro nmpoucxoxaenus ¢ HPP. /lanHbie
pEe3yJIbTaThl SIBJSIFOTCS OTIPABHOI TOYKOM AJid TOro, Kak OTCIEXHBATh JIEYEHHE JaHHbIX
NAIMEeHTOB, B YaCTHOCTH, YTO MOXKHO OXKHAATh B OTHOLICHWH 3(PQPEKTUBHOCTH JICYCHUS U
KJIMHUYECKOTO YJIYULIEHHUS, U HA YeM CIIelyeT COCPEAOTOUNTHCS, YTOOBI CHU3UTD HEXKEJaTeIbHbIE
SIBJICHUS.

Jakiaouenue
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OTU aHHBIE U3 peasibHON KOropThl B3pociblx nauueHtoB ¢ HPP ¢ HauanoM B neTckom
BO3PACTe MO3BOJSIIOT MPEANONOKHUTh, 4TO acdorasza anbha MoxkeT ObITh 3PQeKTHBHA TpPU
yanyumenny gpusndeckoro ¢pyHkuunonnposanus 1 HRQoL, a Takxke neTanusupyroT akTy alTbHOCTb
U MPUTrOAHOCTb KOHKPETHBIX MPAKTHYECKUX HHCTPYMEHTOB OLIEHKH, B TOM uucie OMWT,
komrnonenta SPPB, npexacrasinsitomero coboi TeCT MOBTOPHOTO MoabeMa co cryia, tecta TUG,
LEFS u xomnonenTta PCS SF-36v2 st ouenku s dexruBHOCTH achoTas3el anbbha 1 HAOIOIEHHS
yJIyULIeHUH Y TAlIUEHTOB C TEYEHUEM BPEMEHH.

B xone 30-mecsauHOro aHann3a JaHHOIO HEMHTEPBEHLIMOHHOTO UCCIIEIOBAHMS OLIEHUBAJIN
JaHHbIE O CTAHJAPTHOM NpUMeHeHUH acdoTtassl anbda y nanuentos ¢ HPP ¢ mHaganom B nerckom
BO3pacTe B CTAHAAPTHON KJIMHUYECKOH mpakTuke. B maHHBIX pe3ynbTarax KIMHUYECKOTO
UCTIBITAHUS OTMeYaJH 3PPEKTUBHOCTD U OE30MaCHOCTb.

JlaHHOE€ uCCIeNOBaHUs MO3BOJSIET NPEATNONIOXKUTh, YTO Y TALUEHTOB, KOTOPBIX
nonsepranu  JjieueHur0  acdorasoil  anbda, Habmonmanoch  yiaydmeHue — (U3HUECKOro
¢dyukumonnposanus (6MWT, ckopocTh B TecTe xoapObl Ha 4 MeTpa, TECT MOAbEMa CO CTyJa,
TUG, cuna xBara noMuHMpYIOLIel pykoii). Takxe nmeno mecto yiyudmenue QolL, namepsiemoe ¢
nomotbto onpocHuka SF36 u LEFS, kotopoe Obuto craTucTHUecKH 3Ha4YUMBIM. bonee Toro,
CHIDKAJIMCh YPOBHH 0OonM W moTpebsieHHe aHajbreTUKOB. HakoHew, oOTMe4anw, 4YTo Yy
OOJIBLUIMHCTBA MALIMEHTOB 1032 acoTas3bl anbdha MOXKET ObITh CHUKEHA.

B nenom, pesyibrarhl TECTOB (PU3NUECKOrO (DYHKLMOHHPOBAHUS, a4 TAK)Ke ONPOCHUKOB
QoL cBunetenscTBYIOT 00 3¢ eKTUBHOCTH JieueHus. bosee Toro, JaHHbIE MHCTPYMEHThI OLIEHKH
TAK)Ke MOXKHO MPHUMEHATh JJISl ONpEeNesIieHHs] CPOKOB MPOBENEHHsI JICUEHHs], HApuMep, KOraa
HEOOXOIMMO JIeYeHHe WM KOraa HeoOXOAMMO MOIM(MULMPOBATH PEKUMBI JICYCHUS ISt
ynyuienus 3G QexTa nim CHIDKEHHsI TO3bI CPEICTBA JISYeHHUs 0€3 yTpaThl YTy LIeHHUS.

[pumep 11. Habaronenue Jjevyenus B3pocioro nanueHta ¢ HPP ¢ 6oib10 B HIZKHHX
KOHEYHOCTAX

Y B3pocioro cyObeKkTa My)KCKOrO IMOJia MMEIH MECTO TOBBIIIEHHAs KOHLIEHTPALHSI
Heopranmdeckoro nupodocdara (PPi), cocrasnstomas mpubnusurensHo 5,82 MkM, cpemHuit
Oann no cune B BOT-2, cocrapnsromuii Mmenee 10, u 6ann mo tecty TUG, cocraBnsromuii
npubmmsuTensHo 14,4, CyObekTy 46 jeT, U OH HCHBIThIBAET OOJb B HUXKHUX KOHEUHOCTSIX U
HapywmeHne noxoaku. CyOwexTy Moxer ObITh moctasyieH auarHo3 HPP, u oH MoxeT ObITh
BbIOpaHa 1ist iedeHusi. CyObeKT MOKET OBbITh MOABEPTHYT PEHTTEHOJIOTHYECKOMY HUCCIIEIOBAHUIO
U TeCTy Ha MHUHEPAJbHYIO IUIOTHOCTh KOCTH, 00a M3 KOTOPBIX MOTIJIH IMPOAEMOHCTPHPOBATH
YMEHBIICHHY K0 MHHEPATU3ALHI0 KOCTHOH TKAHH B HOTAX.

dapmarieBTHYECKUI cocTas, conepskamuii mojunentun nog SEQ ID NO: 1, moxer ObITh
coctaBiieH ¢ koHueHtpanueil 0,1 mr/mi. CocTaB MOKHO BBOAWTBH TOAKOXKHO CYOBEKTy pa3 B
Henemro B TeueHue 12 Hexenb B TO3UPOBKE, cocTaBisitoiel 6 mr/kr/Hepens. CyObekTa MOXKHO
OLICHUBATh B OTHOIIECHUH 3PP EKTUBHOCTH JIedeHUsI crrycTs 12 Hemenb pekuma jiedeHns. CyOobekT
MOJKET 3aMETUTh YMEHbIIEHHE OO B KOCTSAX W HOpMaim3auuio noxonakd. CyObekra MOXKHO
NOJBEPTHYTh MOCTIEAYIOIUM PEHTT€HOJIOTHIECKUM HUCCIIEOBAHUSIM U TECTAM Ha MUHEPAJIbHYIO

IJIOTHOCTb KOCTH, KOTOPBIEC MOIYyT MNPOACMOHCTPHUPOBATH HOPMAJIU3ALIUK0 MUHEpAJIHU3alUun
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KOCTHOW TKaHU OTHOCHTENIbHO cutyaruu 10 Jiedenus. Konuentpauusi PPi y cyObekTa morna
CHWKAThCS 10 Hke S MKM, ero 6ajyut no cuiie B BOT-2 mor ynydmarscst 1o 12, a ero 0amn mo
tecty TUG mor ymesnpmartbcs 10 11,3, 4ro cBuaeTenbCcTBOBaNO O JeueOHOM sddexTe,
NOJIyYEHHOM C HCTOJIb30BAHHEM NOJHIENTHIA. 3aTeM CYOBEKT MNpPEeKpalaeT JIeYeHHUEe WIIH,
anbTEPHATUBHO, NOJY4aeT JIeYeHHe, €CJIU U KOTJ]a CHOBA BO3HUKAIOT CUMIITOMBI.

Jpyrue BapHaHTbI OCyLeCTBJICHHSA

IIpenmecTtByromee MnonpoOHOE OMHCAHWE M TPUMEPHI IaHbl TOJBKO U SICHOCTH
noHnmanua. Ha MX OCHOBE He cliefyeT JenaTh HEeOINPaBJaHHBIX 3aKIIOUEHHH O KaKUX-JIHOO
orpannueHusix. Hacrosiee n3oOpeTreHne HE OrpaHHYEHO TNPEICTABIEHHBIMH WU ONMCAHHBIMU
noApOOHBIMU JAHHBIMH, IOCKOJBKY B HACTOsLIee H300pETeHHE, OINpPENeNeHHOe IyHKTaMHU
bopMybl M300peTeHNs, BKIIOYEHbl BapHallMM, OYEBHAHbBIE CHELMAIUCTY B JaHHON oOjacTu
TEXHUKU.

Ecnn He yka3aHO MHOe, BCE UMCJIA, BBIPAKAIOLINE KOJINYECTBA KOMIIOHEHTOB, 3HAUEHUS
MOJIEKYJIIPHOM MacChl U T. J., HCIIOJb3yEMble B HACTOSIEM ONMUCAHUU U (HOopMyIIe H300peTeHus,
CllelyeT MOHMMATh KaK MOAU(HIIMPOBAHHBIE BO BCEX CIydasiX TEPMUHOM "MPHOIU3UTETBHO".
COOTBETCTBEHHO, €CJIM He YKa3aHO MHOE, YUCIIEHHbIE ITapaMeTpPbl, U3JIOKEHHbIE B ONHUCAHUU U
dopmysie n300peTeHus, SIBISIOTCS NPUONMKEHHBIMUA 3HAYEHUSIMU, KOTOPBIE MOTYT BapbHPOBATh
B 3aBHCUMOCTH OT TPpeOyeMbIX CBOICTB, KOTOpbIe HEOOXOAUMO TOCTHYD C TIOMOIIBIO HACTOSIIETO
n3o0perenusi. Kak MUHMMYM, 1 HE KaK MOMBITKA OTPAHUYUTh JOKTPUHY YKBUBAJIEHTOB 00BEMOM
NYHKTOB (HOpMyJibI U300peTeHUs], KaXKIblii YKCJIOBOM MapaMeTrp clenyeT MO MEHbLIeH mepe
UCTOJIKOBBIBATb B CBETE KOJMYECTBA COOOLIAEMBbIX 3HAYAUIMX LUPp U C TNpPUMEHEHHEM
CTaHIaPTHBIX METOAMK OKPYTJIEHHSI.

HecmoTpss Ha TO, YTO YHMCIOBBIE AMAMA30HBI U MapaMeTPbl, ONpPENeNoIIue MHUPOKUI
00BeM HacTosiIee U300PETEHHs, SIBJISIFOTCS MPUOIMKEHHBIMUA 3HAYSHUSIMH, YHCIIOBBIE 3HAYCHHS,
yKa3aHHble B KOHKPETHBIX IpUMeEpax, IpPEACTaBJI€Hbl HACTOJBKO TOYHO, HACKOJBKO 3TO
BO3MOXXKHO. TeM He MeHee, BCe YHCIOBBbIE 3HAYEHHs] MO OINpPEAENIEeHHIO MpenyCMaTpUBAOT
IWana3oH, KOTOPBbIH HEW30eXKHO TONYYalT B pe3yJbTaTe CTAHAAPTHOTO OTKJIOHEHHUS,
OTIPEAENIEHHOT0 MPU UX COOTBETCTBYIOIIUX U3MEPEHUSAX B XO/I€ TECTUPOBAHUS.

ITonHble packprITHS BCEX NMATEHTOB, MATEHTHBIX 3asBOK, B TOM UHCJIE MPEIBAPUTEIbHBIX
NATeHTHBIX 3asBOK, MyOJUKAIMiA, B TOM YHCJI€ MATEHTHBIX NYyOJMKAUUH W HEMaTEeHTHBIX
nyOiMKaLUui, a TaKkKe TOCTYIHBIX B 3JIEKTPOHHOM BHJIE MAaTEPHAJIOB (B TOM YHCJE, HATIPUMED,
NPEeACTABICHHbIE HYKJICOTHAHbIE MOchenoBarenbHOCTH, Hampumep, B GenBank u RefSeq, u
MpeCTaBJIeHHbIE AMHUHOKHCIIOTHBIE MOCenoBaTelbHOCTH B, Hampumep, SwissProt, PIR, PRF,
PDB, u TpaHCIHpPOBaHHBIE OCIEAOBATEIBHOCTH U3 AaHHOTHPOBAHHBIX KOAUPYIOMINX 00IacTel B
GenBank u RefSeq), ynoMmsiHyThle B JaHHOM IOKYMEHTE, BKJIOUEHBI MOCPENCTBOM CCHUIKH.
[IpenmecTByromee moapoOHOE OMUCAHNE U TPUMEPBI TaHbI TOJBKO JJIS SICHOCTU OHUMaHus. Ha
UX OCHOBE HE CJIEAlyeT IeNaTh HEONPAaBAAHHBIX 3aKIIOUEHHH O KaKUX-JIUOO OrpaHUYEHUSX.
Hacrosimee m3oOpereHne He OTrpaHUYEHO MPEACTABICHHBIMH W OMHCAHHBIMU IOIPOOHBIMU
TAHHBIMH, TOCKOJbKY B BapHaHTBl OCYIUECTBJICHHUS, ONpEACNEHHbIE IyHKTAMH (HOPMYJIbI

I/1306peTeHI/I$I, BKJIFOYUCHBI BaprUalvy, O4CBUAHBIC CIICLIUATIUCTY B I[aHHOfI 00/1aCTH TEXHUKH.
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O®OPMYJIA U3OBPETEHUSA

1. Criocob neueHus: HapyLIEHUs] MUHEPATH3aLUN KOCTHOM TKaHU Y CyObeKTa-4esioBeKa,
rae y cyobekTa HaOJIro1aeTcst ypOBEHb [0 MEHbLIEH Mepe OJHOrO OMOXMMHUYECKOT0, PU3HYECKOro
METPHYECKOro MOKa3aTelis, METPUYECKOro IMOKA3aTelNsl KaueCTBa KM3HU WJIM KOCTHON TKaHH,
KOTOpBIH TO3BOJSIET OMNpPEAeNHTh CYOBEKTa Kak HYKJAIOIIErocs B JIEYEHHH IO MOBOXY
HapyLIeHUs] MUHEePAIM3aLui KOCTHOW TKaHH, ITPU 3TOM CIOCO0 BKJIIOYAET:

(a) BBeOeHME 1O MEHbBIIEH Mepe OTHOM O3Bl PACTBOPUMOI HIesiouHOH (ocdaTazbl (SALP)
cyObeKkTy B MepBoii (ase JieueHHs pexxuma JICUSHHUS,

(b) Habmonenne cyObekTa BO BpeMsi NepBoi (a3l JISUSHHUs HA TPEeAMET U3MEHEHHH 1O
MEHbLIEH Mepe OJHOr0 OHOXMMHYECKOro, (PU3MYEeCKOro METPUUECKOro  MOKa3aTess,
METPHYECKOro MOKa3aTelsl KaueCTBa KU3HH WM KOCTHOM TKaHH U

(C) BBIABJIEHUE YJIyYIIEHUS] [0 MEHBIIEH Mepe OAHOr0 OMOXUMHYECKOTro, (PU3NIECKOro
METPHYECKOr0 TOKAa3aTesls, METPUYECKOro IMOKa3aTeNs KayecTBa KM3HU WM KOCTHOW TKaHH
BBILIE IPEABAPUTENLHO OINPENENICHHOrO IMOPOra METPHYECKOTrO IOKas3aTels U BXOXKACHUE B
nepByo ¢aszy Oe3 ieueHus pekuMa JISYeHHUs1, BO BpeMsi KOTOPOit CyObeKkTy He BBOAST SALP.

2. Crioco0 1o 1. 1, TOMOMHUTENBHO BKIIFOYAFOIIHIA:

(d) Habmonenne cyObekTa BO Bpemsi mepBoi (a3pl Oe3 JieueHUs: B TEYCHUE HEKOTOPOTO
nepruofa BPEMEHHM Ha MpeAMeT H3MEHEHMH II0 MEHbIIeH Mepe OTHOro OHOXHMHYECKOTrO,
(pu3MUeCKOro METPUYECKOro IOKa3aTelNs, MEeTPHYECKOro IOKas3aTeNs KadyecTBa JKM3HU WIH
KOCTHOH TKaHH,

(e) BbIsIBJICHHE YPOBHSI IO MEHBIIEH Mepe OOHOro OHMOXUMHYECKOro, (PU3UYECKOro
METPHYECKOTO MOKa3aTeIsl, METPHUYECKOr0 TIOKa3aTes sl KaueCTBa KU3HU UITH KOCTHOM TKaHHU HIDKE
NPEeBAPUTENIEHO OMPENEIEHHOr0 MOPOra METPUYECKOr0 MOKA3aTeIs,

(f) BBemeHue no meHbLIel Mepe onHOM 103bl SALP cyOBekTy BO BTOpO# (ase nedeHus
pexxiMa JieueHus 1

(g) moBTOpeHue craawmii (a) - (f) OnMH UM HECKOJIBKO pas.

3. Cnocob no 1. 1 wim 1. 2, rae cyObeKT MpeAcTaBlisieT CO00 B3pOCIIOro.

4. Cnocob mo jrobomy u3 mm. 1-3, roe HapylleHHe MUHEpaTu3alud KOCTHOW TKaHU
npencrasisier codooi nedunuT menouHou pocdarasbl.

5. Cnocod6 mo m. 4, rme nebuuur menodyHol ¢docdarasbl TPEACTaBIsIeT COOOU
runoocdarazuro (HPP).

6. Cnioco0 o 1. 5, rne HPP npencrasnsier co6oit HPP ¢ Hauanom B FOHOIIECKOM BO3pacTe.

7. Cnocob no 1. 5 wim 1. 6, rne y cyObekra panee He Obuia quarHoctuposana HPP.

8. Ciocob mo . 5 win 1. 6, ey cyOpexTa He Obuta nuarnoctuposada HPP o B3pocioro
BO3pacra.

9. Cnocob no nmrobomy u3 mimn. 1-8, roe cyObekTy panee He BBOIMIN SALP.

10. Croco6 mo mobomy u3 mm. 1-9, rae cnocod MO3BOJSIET JIEUUTh WIIM CHU3UTBH PHUCK
nepesioMa KocTu y cyObekTa.

11. Cnocob no mobomy w3 mm. 1-10, rme menounas ¢gocdarasa npeacrasiser coOO

TKaHeHeCTeLM(UISCKYI0 IMENOYHYI0 ¢ocdarasy, IUIALEHTapHYKO IejJouHy ¢docdarasy,
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KHIIEYHYIO eJouHy0 (pocdaTasy, CKOHCTPYHUPOBAHHYIO IIEIOYHYIO (ocdaTasy, CIUTHIA OOk,
conepskamuii pparment menodHol gocdarassl, WM XUMEPHYIO METOYHYIO docdarTasy.

12. Cnoco6 mo mobomy wu3 mm 1-11, rme menounas ¢ocdarasa comepur
AMUHOKHCJIOTHYIO TIOCJIEIOBATENIbHOCTD, XapaKTEPU3YIOLIYIOCA MO MeHbluel mepe 90%, 95%,
97% unu 99% UASHTUYHOCTBIO MOCJIEN0BATEILHOCTH ¢ MocienoBaTenbHOCThIO Toa SEQ ID NO:
1.

13. Cnoco6 mo m. 12, rme menounHas ¢ocdaraza COAECPKUT AMHUHOKHCIOTHYIO
nocienoatenbHocTh nog SEQ ID NO: 1.

14. Cnoco6 mo n. 13, rme menounas ¢ocdarasza COCTOMT U3 AMHHOKHCIOTHOM
nocinenosarensHocTy nod SEQ ID NO: 1.

15. Cnoco® mo mobomy u3 mm. 1-14, rme OMOXUMUYECKUH METPUYECKUH IOKa3aTesb
BbIOpaH M3 TPYMIIbI, COCTOSIIIEH 13 ypoBHEH B Tuiasme kposu mupodocdara (PP1), mupunokcu-
5'-¢pocdara (PLP), pochostanonamuna (PEA) u menounoit pocdarasst (ALP).

16. Cnocod® no mobomy u3 mm. 1-15, rae MeTpuuecKHil mokasaTesb KavecTBa JKU3HH
BBIOpaH M3 TPYyHIbL, cOCTOsAlIeH W3 msaTunapamerpudeckoro ompocHuka EuroQol (EQ-5D),
OMPOCHOTO JIUCTA COCTOsTHUS 3710poBbsi pebenka (CHAQ), uncTpymenTta st cOopa JaHHBIX O
pesyabratax y apereit (PODCI), unpekca omeHku oOILIEro COCTOsIHHS 310pOBbsi pebenka -9D
(CHU-9D), uHCTpyMEHTAJIbHOM MIKAJIBI I OLIEHKH KauecTBa sku3Hu y neteit (PedsQL), mkab
oueHkn ¢yHkumi HmwxkHuUX KoHewHocteidl (LEFS), kpaTkoil (opMbl ONPOCHHKA COCTOSIHUS
3n0opoBbsi 36 (SF-36) u kpaTkoii (OpMBI OIPOCHUKA COCTOSTHUS 310poBbst 12 (SF-12).

17. Cnoco6 mo mobomy u3 mm. 1-16, rae Gusnueckuii METpHUYECKHUi TOKa3aTe b BBIOpaH
U3 TPYMIbL, COCTOSINEH W3 TecTa LIeCTUMUHYTHOH XonbObl (OMWT), TecTa OBUraTebHBIX
HaBbIKOB bpynnunkca-O3zepeukoro 2-ro m3panusi (BOT-2), wkans! befinu st oneHky pa3BUTHS
MUTaZICHLIEB U IETEH TOIKOIBHOTO Bo3pacTa 3-ro unanusi (BSID-III), mkabl OLEHKH MBILIEYHOH
CHJIBL, TecTa Ha py4HoMm nuHamometpe (HHD), mkan ouenku MotopHoro passutusi Peabody 2-ro
m3ganus  (PDMS-2), anHanmmu3a mOXOAKH, KpaTkoi Oarapen TecTOB  (hU3UYECKOTO
¢yukmonunposanus (SPPB) u BpemenHoro tecra "Bcranp u uau" (TUQG).

18. Cnoco6 mo m. 17, rne SPPB BkIIFOYaeT TeCT MOBTOPHOTO BCTABAHUS CO CTYJIA.

19. Cnoco6 mo mobomy u3 nm. 1-18, rme ¢usmyeckwii METpUYECKHH MOKA3aTeNb
KOHTPOJIMPYIOT C MPUMEHEHHUEM HATEJIbHOTO YCTPOHCTBA.

20. Cmoco0 mo 1. 19, rie HaTeNbHOE YCTPOHCTBO MPeNyCMaTPUBAET aKCEJIEPOMETP.

21. Cnoco0 no n. 19 wm m. 20, re HaTeabHOE YCTPOUCTBO BBIMIOJIHEHO C BO3MOKHOCTBIO
HOLICHHUS Ha PyKe, HOT€ WU TYJIOBHUIIE CYOBEKTA.

22. Cnioco0 1o 1. 21, rae HaTebHOe YCTPOHCTBO BBIMIOJHEHO ¢ BO3MOKHOCTHIO HOIIEHUS
Ha 3aIsICThe CyOBeKTa.

23. Cnocob mo mobomy u3 nmn. 19-22, rae HaTeNnbHOE YCTPOHCTBO OTCIIEKUBAET OXHO HITH
HECKOJIbKO OMOMETPUUECKUX MTOKa3aHHH.

24. Cnoco0 o 1. 23, rae OHO WA HECKOJIBKO OMOMETPHUYECKUX MMOKa3aHUH BHIOPAHbI U3
YUCJia 1IAaroB B JI€Hb, CPENHEN YacCTOThl CEPAEYHBIX COKPALICHWN, HAaWBBICIIEH YaCTOThI

CEPACUHBIX COKpaLLIeHPIfI, YHUCJIOBOT'O 3HAUYCHHA KOJIMYCCTBA (I)PISI/I‘IGCKOP'I AKTUBHOCTH, CPEAHETO
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KOJINYEeCTBA BPEMEHHM, IPOBEACHHOTO HA PA3JIMYHBIX YPOBHIX AKTHMBHOCTH, COOTHOIICHHS
Pa3NUYHBIX YPOBHEW AKTUBHOCTH, NMPOIOJDKUTENIbHOCTH PA3JIMYHBIX YPOBHEH AKTHBHOCTH H
MPOIOJKUTEIBHOCTH OOIIEro BPEMEHH CHa.

25. Cniocob 1o 1. 24, rae pa3nudHble YPOBHH AKTUBHOCTH BBIOPAHBI U3 MAJIOMIOBHIKHOTO,
JIETKOT0, YMEPEHHOT'O U SHEPTUYHOTO.

26. Cnocob mo mrobomy u3 mm. 19-25, rne usmyeckuii MeTpHUecKUil NOKa3aTesb
KOHTPOJIMPYIOT C IPUMEHEHUEM HATEJIbHOTO YCTPOMCTBA B TEUEHHE MIEPUOA, COCTABIISAIOIIETO 110
MEHBIIIEeH Mepe NIBe Heaelu, BO Bpemsi cranuu (b).

27. Cnocob mo mobomy u3 mm. 1-26, rae Ha craguu (c) cyOpekTy He BBOIAT SALP B
TEUEHHUE NEePUOAA, COCTABIISAIOLIErO O MeHbLIENH Mepe | MecsL.

28. Crocob o 1. 27, rae Ha craguu (¢) cyOpekty He BBOIAT SALP B TeueHue nepuona,
COCTABJIAIOLIETO 110 MEHbIIEH Mepe 6 MecsLeB.

29. Crnocob o 1. 28, rae Ha craguu (¢) cyOwpekTy He BBOIAT SALP B TeueHnue nepuona,
COCTABJISIFOLLErO 10 MeHbIIEeH Mepe 1 rox.

30. Cnocob no mobomy u3 mm. 1-29, rae SALP BBOASIT B JO3UPOBKE, COCTABIISAIOLIEH OT
npubau3uTensHo 1 Mr/kr/Hepens 1o npuOInu3uTenbHo 12 MI/Kr/Henes.

31. Cnocob mo m. 30, rae SALP BBOIST B JO3UPOBKE, COCTABJISIIOLICH OT IPUOTU3UTENIBHO
2 mr/kr/Henens 10 NpuOIM3UTENbHO 9 MI/KI/HEnes..

32. Cnoco6 mo 1. 31, rae SALP BBOZIAT B JO3UPOBKE, COCTABJIAOLIEH OT MPUOIH3UTEIBHO
2,5 mr/kr/Henens A0 NpuOIU3UTEBHO O MI/KI/HEmes.

33. Cnoco0 o 1. 32, rae SALP BBOIST B IO3UPOBKE, COCTABJISIOIIEH MPUOTUZUTETHHO 2,6
MI/Kr/Henens, 3,6 Mr/Kr/Henens: Wi NpUOIU3UTENIbHO 6 MI/KI/HEIeNs.

34. Cnoco0 mo m. 33, rae SALP BBOAST B JO3UPOBKE, COCTABJISIONIEH TPUOIU3UTENBHO 6
MTI/KI/HEeNsI, U 3aTeM TO3UPOBKY CHUKAIOT 10 3HAYEHUS], COCTABIISIOLIETO MPUOIM3UTENBHO 3,0
MTI/KT/HEemeds..

35. Cnocob mo n. 34, rae SALP BBOAST B JO3UPOBKE, COCTABJISIONIEH TPUOTU3UTENBHO 6
MI/KI/Heess, B TeueHre MPUOTU3UTENbHO 12 Hefelnb, U 3aTeM T03UPOBKY CHIDKAIOT 10 3HAYCHHS,
COCTABJISIFOLLIETO MPUOIH3UTENBHO 3,6 MI/KI/HEeNsl, B TeUeHHe MPUOIN3UTENBHO 24 HeNeb.

36. Cniocob mo modomy u3 mm. 10-35, rne cmocod NPUBOAWT B Pe3ysIbTaTe K YBEIUICHUIO
pereHepanyii KOCTHOW TKaHH, YTO MPUBOJIUT B Pe3yJIbTAaTe K 00Pa30BAHUIO HOBOW KOCTHOW TKaHU
B KOHTPOJIBHOM TOYKE Y CyOBbEKTa 10 CPABHEHHIO C KOHTPOJIBHON TOUKOH y CyOBEKTa 10 JICUSHHUSI.

37. Cniocob 1o 1. 36, rae yBeNu4eHne pereHepaiy KOCTHOW TKaH! MPEACTABISET COOOM
yBEJIMYCHUE HETIPO3PAYHOCTH.

38. Cnoco6 mo m. 37, rme yBelUUEeHHE HEMPO3PAYHOCTU OMPEIENSIFOT C MOMOIIBIO
pentrenorpaduu wim kommneroTepHoit Tomorpaduu (CT).

39. Cnocob mo mobomy m3 mm. 36-38, rae yBeNMYeHHE pereHepalui KOCTHOH TKaHU
MPOUCXOIUT MEXIY ABYMS YaCTIMHU KOCTH, KOTOPbIE OBLIH Pa3AeeHbl IIEPETIOMOM.

40. Cnocob no modomy u3 mm. 10-39, rae cnocod MpUBOIUT B Pe3yJIbTaTe K CPEAHEMY
U3MEHEHUI0 MHHEPAJIbHONW TUIOTHOCTH KOCTH B KOHTPOJIBHOM TOYKE, KOTOPOE HE IMOIAAeTCs

BbIiBJIEHMIO Wiu He mnpesblmaeT 0,01% uepes Bocemb Mecsies mnocie BeeneHus SALP mno
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CPaBHEHHIO C MUHEPAJIbHON TUIOTHOCTBIO KOCTH B KOHTPOJIBHON TOUKE Y CyOBEKTa 10 JICUESHHUS.

41. Crocob no mobomy u3 m. 1-40, TOMONHUTENHHO BKIFOYAOLIUI JIeueHue CyObeKTa C
MOMOIIBIO XUPYPTUYECKOr0 BMELIATEIbCTBA.

42. Cnocob o 1. 41, rae Xupypruueckoe BMEIaTe IbCTBO BKJIFOYAET OHO HIIH HECKOJIBKO
U3 apTpozes3a, YOAJNeHHs] KOCTH, YCTAHOBKH MaTepHaja KOCTHOTO TPAHCIUIAHTATa U YCTAHOBKU
METAJUIOKOHCTPYKIHH.

43. Cnocob mo m. 42, rie MeTaUIOKOHCTPYKIIHUS TPECTaBisieT cOOOH BHHT, CTEPKEHb,
IUTACTHHY, METAJJIMYECKUI KapKac, IBO3/b, INTH(T MIIH TalKy.

44. Cnocob mo mobomy u3 mm. 41-43, roe mo MeHbIIeH Mepe OIHO XUPYpPrudeckoe
BMEIIATENICTBO BBIOPAHO M3 TPYIIBL, COCTOSINEH W3 apTPOCKOIUH KOJIeHa, Iuieda, Oenpa,
JIOABDKKH, JIOKTS WIN 3aIICThsl, MEPEIOMa U MEHUCKIKTOMMUH, apTPOCKONMUU M JIEKOMIIPECCHU
IIe4a, OCBOOOKAICHNUS 3aICTHOIO KaHaja, apTPOCKOIIUH U XOH/IPOILIACTUKHU KOJIEHHOI'O CyCTaBa,
yAaJieH!usl OTIOPHOTO UMILIAHTATA, APTPOCKOIHMH KOJIEHHOTO CYCTaBa U PEKOHCTPYKLIUHU MepenHei
KpPecTooOpa3HOM CBSI3KHM, 3aMEHbI KOJIEHHOTO CyCTaBa, BOCCTAHOBJIEHHUS IIOCIIE IIepesiomMa Ieiku
Oenmpa, BOCCTAaHOBJIEHHMs IIOCJIE AaTUIIUYHOIO TepejoMa Oenpa, BOCCTAHOBJIEHHUS IIOCIE
BEPTEJIBHOTO TepesioMa, 1e0pUaMEeHTa KOKU/MBILILBI/KOCTH/ TIEpeioMa, BOCCTAHOBJIEHUS] OTHOTO
WM 00OMX MEHUCKOB IOCIIE apTPOCKOINUH KOJIEHHOTO CYCTaBa, 3aMeHbI Ta300€APEeHHOr0 CyCTaBa,
ApTPOCKONMHU IUIeYa/pe3eKUH AMCTAIBHOTO OT/eNa KIFOYHIBI, BOCCTAHOBJIECHHUS CYXOKMIIHS
pPOTAaTOPHOI MaHKEThI IJIeua, BOCCTAHOBJIEHHsI MIOCTIE TIepesioMa JIy4eBOI WM JIOKTEBOH KOCTH,
JAMUHSKTOMUH, BOCCTAHOBJIGHHS TIIOCJE€ IepesioMa JIOABDKKH (IBYJIOABDKEUHOrO THIA),
apTPOCKOMMU W JAeOpHAMEHTa IUleYa, CHOHAWIONE3a MOSCHUYHOTO OTAea TMO3BOHOYHUKA,
BOCCTAHOBJIEHUS] IIOCJI€ II€pesioMa AUCTAJIbHOM 4YacTH  JIy4e€BOM KOCTH, XHUPYpruu
MEKITO3BOHKOBOTO JIMCKa B HIDKHEH YacCTH CIIMHBL, PACCEYCHUs CYXOKMJIBHOTO BJIaraivina
naJibla, BOCCTAHOBJICHUS TOCHIE TIepPesioMa JIOAbDKKU (Mao0epLoBOl KOCTH), BOCCTAHOBJICHUS
TocJjIe nepesioMa Tejna OeIPeHHOM KOCTH U BOCCTAHOBJIEHUS ITOCJIE BEPTEILHOTO MEpeioma.

45. Cnocob o robdomy u3 mi. 1-44, roe SALP BBOAAT pa3 B I€Hb UJIH pa3 B HEAECIIO.

46. Cnoco0 no modomy u3 mm. 1-45, rone SALP BBomAT 1Ba pa3a B HEAEIO, TPH pas3a B
HEJeJII0, YeThIPe pa3a B HEEIIO, IISITh Pa3 B HENEJIO, IIECTh Pa3 B HEJEIO HIIH CEMb Pa3 B HEIEITIO.

47. Cnocob no mobomy u3 . 1-46, rae Bo Bpems ctanuu (a) SALP BBOIST B TeueHue
Nepuoaa JICYSHHs, COCTABJSIFOIIEro MO MEHbIIeH Mepe OOMH MeCSL, MO MEHbIIeH Mepe IBa
MeCs1a, IO MEHBIIEH Mepe TPU MeCsLa, [0 MEHBIIEH Mepe YeThIpe MeCsLa, 0 MEHbLIEH Mepe
IISITh MECSILIEB, 110 MEHBIIEH Mepe MIECTh MECSIIIEB, TI0 MEHBIIEH Mepe CEMb MECSILIEB, 10 MEHBIIEH
Mepe BOCEMb MECSLIEB, 110 MEHbIIEH Mepe NEBSATh MECSIIEB, 10 MEHbIIEH Mepe ECSITh MECSILIEB,
o MmeHbuie mepe 11 mecsues, no MeHplIel Mepe 12 MecseB Ui J0JblIeE.

48. Cnoco0 mo mobomy m3 mm. 1-47, rme sALP cocTaBisiroT B (hapMaLeBTHYECKOM
KOMITO3UIIMH C TIO MEHBIIEH Mepe OOHUM (PapManeBTHIECKH PUEMIIEMBIM HOCUTEIIEM.

49. Cnocob mo m. 48, rae mo MeHblIeld Mepe oauH (papMaLeBTUUECKU MPHEMIIEMBbIH
HOCHUTEIb CONEPIKHUT COJIEBOH pacTBOD.

50. Cnocob mo m. 49, rne mo MeHblIed Mepe OauH (apMaleBTUYECKH MPUEMIIEMBIN

HOCHUTEIb COAEPIKUT XJIOpH HATpUs U PocdaT HaTpus.
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51. Cnocob mo m. 50, rme mo MeHblIed Mepe OauH (apMaleBTUYECKH NMPUEMIIEMBIH
HocuTenb copepkut 150 MM xnopuna Hatpust u 25 MM ¢ocdaTa HaTpus.

52. Cnocob mo mobomy u3 mm. 48-51, roe gapManeBTUYECKY0 KOMIIO3ULHIO BBOMST
NOAKOXHO,  BHYTPUMBIIIEYHO, BHYTPHBEHHO, TEPOPAIbHO,  HA3aJbHO,  MOABSI3BIYHO,
UHTPATEKAIBbHO WM BHYTPUKOKHO.

53. Cniocob o 1. 52, rae gpapManeBTUYECKY0 KOMITIO3HUIMIO BBOISAT MOIKOMKHO.

54. Cnoco0 mo mrobomy u3 nm. 1-53, rae cnoco® MpUBOIUT B Pe3yJbTaTe K CPEIHEMY
yBEJIUYEHHIO OaJuia 1o CKOPOCTH Oera 1 JJOBKOCTH B TECTE JIBUTATENbHBIX HABBIKOB bpynHHHKCA-
Osepenkoro 2-rousganusi (BOT-2) no npubnusurenbHo 9 wnn Gosiee yeM npuOIH3UTENBHO 9.

55. Cnoco® o 1. 54, rae MmenuanHbIM 00muit 6am mo ckopoctu Oera u moskoctu B BOT-2
y cyOBeKTa OnpeeNsitoT OTHOCUTENIbHO METMAHHOTO 00111ero 0ajuia mo CKopocTu Oera U IOBKOCTU
B BOT-2 y He noxseprasiuerocs nedenuto cyobekra ¢ HPP.

56. Cnoco0 no 1. 54 wnu 1. 55, rae MeanaHHblN 001IHi Oa Mo ckopocTu Oera 1 JJOBKOCTH
B BOT-2 y cyObekra ompenensioT MO pe3yJbTaTaM H3MEpPeHHH, BBIOPAHHBIX M3 TPYIIIbI,
COCTOsALIEeH M3 TepellardBaHus 4Yepe3 TMMHACTHYeCKoe OpeBHO, 4eqHOYHOro Oera, OOKOBOTO
IPBDKKA Ha IBYX HOrax u OOKOBOTO MPbIKKA HA OAHOW HOTe.

57. Cnocob no mobomy u3 mm. 17-56, rae cnoco® MpUBOIUT B pe3yJbTaTe K CPEAHEMY
yBenmudenuto Oasia o cuie B BOT-2 no npubmmsurensro 18 win 6osee yeM mpuONIU3HTEBHO
18.

58. Cnocob6 mo n. 57, roe Meauanubiii oOmuid Oamn no cune B BOT-2 y cyObekra
OMpPENeNSIIOT OTHOCUTENIbHO MeTUaHHOTo obmero 6asa o cune B BOT-2 y He moaBeprasiierocs
nedenuto cyonbekra ¢ HPP.

59. Cnoco6 mo . 57 wnu 1. 58, rme MeauanHbli oo uii 6aymt o cune B BOT-2 y cyObekra
OMPEAEIISIOT OTHOCUTENIbHO MeAraHHoro obdmero 6amia no cuie B BOT-2 y 3mopoBoro cyObekra.

60. Croco6 o mrobomy u3 nm. 57-59, roe MeananHbiid oOmwmii 6amn mo cune B BOT-2 y
CyOBEKTa OMpPENeNIOT MO pe3yJbTaTaM H3MEPEeHUH, BBIOPAHHBIX W3 TPYIIbI, COCTOSLIEH H3
npucenanuii, V-oOpa3HbIX CKpy4HBaHUI Jieska, MPbDKKA B [UIMHY C MECTa, MPUCEIAHUS Y CTEHbI U
OTKUMaHUM.

61. Crocod no mobdomy u3 nm. 1-60, rae crocod MPUBOAUT B PE3yJIbTATE K YIIYULICHUIO
CHOCOOHOCTH XOAUTh OTHOCHUTENIBHO CIIOCOOHOCTH XOIUTh Y CYOBEKTa, BHIOPAHHOTO M3 TPYIIIIEL,
COCTOSILIEH U3 3JOPOBOTO CyOBEKTa M HE MOJIBEPTaBLIerocs JeueHnto cyonrekra ¢ HPP.

62. Cnocod mo mobomy wu3 mm. 1-61, rme cyOBEKT NEMOHCTPUPYET yMEHbBIICHHE
3aBHCHMOCTH OT BCIIOMOTAaTEJIbHOTO YCTPOMCTBA IS MePEeBHKEHUS TIocie BBeneHus SALP.

63. Cnoco0 o 1. 62, re BCoMOraTesIbHOE YCTPOHCTBO AJISl IEPEABIIKEHHSI BBIOPAHO U3
IPYMIBI, COCTOSIIIEH W3  KPECNa-KOJSICKH, (PUKCUPYIOIIMX  YCTPOHCTB, KOCTbUIEH U
OPTOIEANYECKHX aIIapaToB.

64. Cnocob mo mobomy u3 mm. 1-63, rae cmocod MPUBOIUT B PE3YJIbTATE K CPEIHEMY
YMEHBIICHHIO KOHLIEHTpaluu Heopranuieckoro nmupodocdara (PPi) B obpasiie mia3mMbl KPOBH OT
CyOBEKTa OTHOCHTENIBHO 3Ha4deHMH KOHHeHTpauuun PPi B oOpasume mimasmbel KpOBH OT He

NOJBEpraBIIerocs jeueHuro cyonekra ¢ HPP.
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65. Cnocob mo mobomy u3 nm. 1-64, rae cmocod MPUBOIUT B PE3YJbTATE K CPEIHEMY
YMEHBIICHUIO KOHLEHTpaUuu nHupHuaokcanb-5'-gocdara (PLP) B oOpasue miasMbl KpOBH OT
CyOBEKTa OTHOCHTENbHO 3HaYeHWi KoHUeHTpauuu PLP B oOpasne mimasMbel KpOBH OT He
NoJBEpraBIuerocs jeueHuro cyonekra ¢ HPP.

66. Croco® mo mobomy u3 nm. 1-65, rae cmocod MPUBOIUT B Pe3yJbTaTe K CPEIHEMY
YBEJIMYEHNUIO KOHLEHTPALUH LIeNo4HON (ocdaTasel B oOpasie IIa3Mbl KPOBH OT CyOBEKTa
OTHOCHUTEJIbHO KOHLIEHTPALMM IIEeJIOYHON QocdaTtasel B oOpasue IiiasMbl KPOBH OT HeE
noJBeprasiuerocs jedeHuro cyonekra ¢ HPP.

67. Habop, comepskaliuii HaTeapbHOe yCTponHcTBO 1 SALP.

68. HabGop o m. 67, rae HaTeapHOe YCTPOUCTBO MPEAYCMATPUBAET aKCEIEPOMETP.

69. Habop no n. 67 wnu 1. 68, rae HaTeJIbHOE YCTPONUCTBO BBHITIOJHEHO C BO3MOXKHOCTBIO
HOILIEHUS Ha 3arsiCThe CyObeKTa.

70. HaGop mo mrobomy u3 mm. 67-69, NOMONHUTENBHO COAep:Kalui nepudepuiiHoe
YCTPOMCTBO.

71. HaGop no . 70, rae nepudepuitHoe yCTPOUCTBO MPEACTABISET COOO0H cMapT(OH.

72. Habop mo m. 70 wmm n. 71, rme nepudepuitHoe yCTPOHCTBO BBINOJIHEHO C
BO3MOXXHOCTBIO 3aITyCKa MPOrPaMMHOIO NPUIIOKEHUS.

73. Cnocob neueHus aTunuuHOro mnepenoma OenpenHoit koctu (AFF) y cyObekra-
YeJIOBeKa, BKJIIOYAIOUINN HasHadeHHe CyOBeKTy pekuMa JICUeHHs, MPeAyCMaTPUBAIOLIErO IO
MeHblIeH Mepe oaHy 103y SALP.

74. Cnocob no n. 73, rne SALP BBOIAT B KOJIMYECTBE U B TEYCHHE BPEMEHHU, KOTOPBIE
SIBJISIFOTCS IOCTATOYHBIMU AJi1 BOcCcTaHOBJNeHus nocie AFF.

75. Cnocob no mrobomy u3 . 73 winu n. 74, rae y cyObekTa HaOMIOAAaeTCsl yPOBEHD IO
MEHbIIEH Mepe OXHOro OHMOXHMHUYECKOro, (PH3MUECKOro METPHUYECKOro IOKa3aTels,
METPUYECKOTO TIOKA3aTest KAUueCTBa JKU3HU WM KOCTHOH TKaHH, KOTOPBIH MO3BOJISIET ONPENEIUTh
cyOBeKTa Kak Hyskparouierocs B iedeHnn AFF.

76. Cnoco® mo 1. 75, NOMOJHUTENPHO BKJIOYANOINUN HaOMoneHne cyObeKkTa BO BpeMs
JIeYeHHsT Ha TpeAMeT U3MEHEHHH MO MEHbLIEH Mepe OIHOro OHMOXMMHYECKOro, (hH3HYecKOro
METPUYECKOTO MOKA3aTeNs, METPUIECKOTO TIOKA3aTeNsl Ka4eCTBA JKU3HH WJIM KOCTHOW TKaHH.

77. Criocob 1o 11. 76, JOTIONHUTEIBHO BKJIFOYAIOIINH BBISIBIICHUE YTy YIIEHHS [0 MEHbLICH
Mepe OIHOro OHOXMMHYECKOrO, (PH3MUECKOr0o METPUYECKOTO IOKa3aTels, METPUYECKOro
NOKa3aTess KaueCcTBa )KU3HU MIIM KOCTHOH TKAaHU BBILIE PEABAPUTEIHLHO OMPEIEIEHHOTO IIOpora
METPUYECKOTO MIOKA3ATEINs U BXOXKIeHUE B a3y Oe3 TeueHust pekiMa JISUSHHsI, BO BpeMsl KOTOPOH
cyObekTy He BBOAST SALP.

78. Cnocob6 mo mobomy u3 nm. 73-77, rme y cyObekra HMeeTcss HapyIIeHHE
MUHEpaIN3aLU1 KOCTHOH TKaHH.

79. Cnocob mo m. 75, rae HapyleHHe MUHEpANIU3alui KOCTHOW TKaHHU MpPEICTABISIET
coboii neduuut menodHoH ¢ocdaTaspl

80. Criocob mo m. 79, rae nedunmt menouHoi pocdarassl npeacrasiser codoit HPP.

81. Crocob mo m. 80, rne HPP mpencrasisier coboii HPP ¢ Hawanom B 1OHOIIECKOM



141

BO3pacTe.

82. Cnocob mo . 80 nim 1. 81, rae y cyObekTa panee He Oblia auarHoctuposana HPP.

83. Cnoco6 mo m. 80 wimm m. 81, roe y cyObekra He Obuta amarHoctuposana HPP no
B3pOCJIOTO BO3PacTa.

84. Cnocob6 mo mobomy m3 mm. 73-77, roe y cyObekTa HE HMEEeTCs HapyLICHHUs
MUHEpaIN3aU1 KOCTHON TKaHH.

85. Crocob no smrobomy u3 m. 73-84, roe cyObekTy paHee BBOAWJIM WIH B HACTOSIIEE
Bpemsi BBOIAT OucgocdoHar.

86. Cnocob mo mobomy u3 mm. 73-85, rae o3y ompenessitoT Ha OCHOBE (PaKTUYECKOTrO
BeCa Tesla CyObeKTa.

87. Criocob mo mrobomy u3 mim. 73-85, rae no3y OnpenessiioT Ha OCHOBE MI€aJIbHOTO Beca
Tena cyobeKTa.

88. Crioco0 no mrobomy u3 nm. 1-66, rae 103y onpeaessitoT Ha OCHOBE (PaKTHYECKOTO Beca
Tena cyobekTa.

89. Cnocob mo sodomy u3 mm. 1-66, rae no3y OnpenensoT Ha OCHOBE MIEAbHOTO Beca
Tena cyOBpeKTa.

ITo noBepenHocTH
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