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Kak cka3aTtb?

O yem 3Ta cTaTbA? .

Mporpeccypyiowas occupuumMpyioLias pubpoancnnasia Fy-broh-dis-PLAY-zee-uh AH-sih-fuh-kans proh-GRES-eev-uh
(takke m3BecTHaa Kak MOQ®) ABnAeTcA oyeHb penknm

reHetTuyeckum 3aboneBaHvem. [pu TOD  Koctu

dopmmpytoTcsa B MecTax, rae nx obbl4HO He OblBaeT, HanprMep, B MbILILIAX, CYXOXMAUAX 1 cBA3Kax. Co BpeMeHeM Yy Niofen ¢
MO® 310 NprBOAUT K NOTepe NOABKHOCTU. B HacToALee Bpema NMEETCA OYEHb Mano MHPOPMALIMU O B3aUMOCBA3M MeXAY
dursnyecknmn nNocneacTBUAMY, BAUAHNEM HA KauyeCTBO »KU3HU 1 SKOHOMUYECKUMU MOCNeACTBUAMN 3a060neBaHnsA s
mopen ¢ NO® n nx cemen.

Yto0 6bINO caenaHo?

Y106l BOCMONHUTL 3TOT Npoben, B neprog ¢ 18 sHeapa no 30 anpens 2021 r. 66110 NpPoBeAEHO NepBOe MeXAyHapoaHoe
nccnepgoBaHue 6pemenn MOD. B oHnanH-onpoce npuHAnM yyactvie nogn ¢ MNO®, Ha3biBaemble «MaLUeHTaMU», U YseHbl
nx cemeri. Onpoc nposoamnca B 15 ctpaHax 1 Ha 11 A3bikax. ViccnegoBatenn MCnonb3oBaav MHOMOYMCIEHHbIE OLLEHKN
ONA V3MepeHnsa ABUraTesIbHOM aKTUBHOCTM MALMEHTOB M MX CMNOCOOHOCTU K MOBCEAHEBHON AeATeNnbHOCTU, KavyecTBa
MKU3HU NALVEHTOB M YIEHOB VX CEMEN, NCMOMb30BaHNA NaLMEHTaMU afanTMBHbIX CPEACTB (Takke OObIYHO Ha3blBaEMbIX
NpUCNocoGNeHnAMN AN XKN3HM ), a TakxKe BNusaHMA NMOD Ha 3aHATOCTb MNALMEHTOB 1 YNIEHOB X CEMEN.

KakoBbl pe3synbTaTtbi?

Bcero 6bin10 nonyyeHo 463 oTBeTa (219 naumeHToB 1 244 unieHa cemMby). Pe3ynbTaTbl MOKa3biBakoOT, YTO Y MOXWMIIbIX NaLMEHTOB
notepsA NOABVKHOCTU 6onee BbipakeHHas, YeM Y MOJSIOAbIX MaLMEHTOB, 11 3TO MOXET OTPULIATENIbHO BANATL Ha Ka4ecTBO
VX XKM3HU. Kpome Toro, Mo mepe Toro, Kak ABMMXEHWA N CNOCOBHOCTb K NOBCeAHEBHOI AeATeNbHOCTU CTaHOBATCA boree
3aTPYAHUTENbHBIMY, NALMEHTbI CKIIOHHbI MONaraTbCA Ha 6osbluee KONMYeCTBO NPMCNOCcoGieHnin Ana xun3Hu. FOP Takxe
OTpMLATENbHO CKa3bIBAeTCA Ha MPUHATUN PELLEeHNI O TPYAoyCcTporicTae. B pesynbrate [O® MoXeT BANATL Ha GMHAHCOBOE
COCTOSIHME MaLMeHTa, OCOOEHHO 3TO KacaeTcsA MOXKWUMbIX MALMEHTOB U UX CEMEN. DTO TaKKe MOXET MMETb Cepbe3Hble
duHaHcoBble NocnencTBUA ANA CUCTEM 34PaBOOXPaAHEHNIA.

YTo 03HAUAIOT NOJNTyUeHHble pe3ynbTaTbi? [lna 03HaKOMAeHUs C FN0CCaprieM TePMMUHOB,
Pe3yanaTb| 3TOrOo onpoca NpefoCTaBNAT LLEeHHY0 I/lHd)OpMaLI,MIO, KOTOpas ncnonb3yemblX B 3TOM pe3stome, nepe|7|p,me Ha
MOKET ObITb 1CMOJIb30BaHa ONA COBEPLUEHCTBOBAHUA NEeYEHNA, yny4lleHNA nocneaHIow CTpaHuly 3TOW CTaTbU

pecypcCoB 1 OKa3aHWA NOAAEPXKKN NI0AAM C MO® v uneHam nx cemei.

[na Koro npeaHasHauyeHa 3Ta CTaTbA?

JTa CTaTbA NMpM3BaHa NoMoub noaam ¢ MO, uneHam uUx cemen 1 rLam, OCYLLECTBAIOWMUM YXOA, a TakxKe NoObIM n1Luam
WY rpynnam, oKasbliBalolmm nogaepKy nogam c NMO®, pazobpatbca B pesynbTaTax McciefoBaHUA OpemMeHn faHHOro
3ab0s1eBaHA. DTO Pe3OME MOXKET ObITb MONE3HbIM TakXKe AN1A MEANLMHCKMX PaOOTHNKOB, 0COOEHHO TEX, KTO MOXKET OKa3blBaTb
nomolpb nogam ¢ NO® B cBoel KNMHMYECKON MpakTike. OpraHn3aumumy nayvieHToB U

npeacTaBuUTeN PyKOBOAALIMX OPraHOB MOFYT WCMOAb30BaTb 3Ty WHboOpMauuvio OnA .
pacnpocTpaHeHns uHpopmaumn o nocneacteusx MO® 1 obecneyeHUn QOCTATOUHOWN Future "-'.','.‘-; S
nopaepxku ana mogen ¢ NO® n uneHoB nx cemein. Medicine ot 8
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FAe A mory HaNnTV OPUrNHaNbHYIO CTaTblo, Ha KOTOPOI OCHOBAHO 3TO pe3iome?

O3HaKOMUTBLCA C OPUrMHANBbHOW CTaTbel, onybnmkoBaHHOW B XypHane Expert Review of Pharmacoeconomics & Outcomes
Research, moxHo 6ecnnatHo no ccbinke: _https://www.tandfonline.com/doi/full/10.1080/14737167.2022.2115360.

Yto Takoe MNOD?

MO® 5710 oYeHb pefikoe reHeTNYeCcKoe 3aboseBaHue,
KOTOpbIM, MO OUEHKaM, CTpagaeT nNpUMepPHO
1 uenoBekHa 1000 000. Mpu NOD kKocTb dopmupyeTca
B MArKMX COEAUHUTENIbHbIX TKaHAX MO BCEMY
Teny, rge 310 06bIYHO HE MPOVCXOAWT, HanmpuMep, B
MbILLLIAX, CYXOXUANAX 1 CBA3KAX.

IpyaHan
KneTKa

Ckenet

CoepguHUTENbHDbIE
TKaHUN Cny<at
ornopo Ans Tena n ero
OpraHoB 1 NMomoratoT
coxpaHATb Gopmy
Tena.

O6pa3zoBaHMe ONOSTHUTENbHbBIX KOCTE B 061acTaAX
Tena, roe ux OO6bIYHO HeT, MOXeT MNpUBeCTU K
cepbe3HOl nmoTepe noaskHocTu. Jliogn ¢ NMNOO
MOTYT MCMbITbIBaTb MPOOGMEMbl C ABMXEHVEM B
CyCTaBax, a VIMEHHO B KOJIEHHbIX, 6efpeHHbIX,
3anACTHbIX, rOfIEHOCTOMHbIX,

LIEeNHBIX, MSIeYeBbIX, JIOKTEBbIX, , /
W/VNN  YenoCTHbIX — CyCTaBax. (@O

Y nogen ¢ NMO® Take NoBblILLEH

PUCK  MEepenomMoB  KOCTEWN, 0
TpaBM  TOJIOBbl, HAPYLUEHWN

nMleBapeHns, noTepu Cyxa,

6051 1 3HAUNTENbHOW NOoTepu Beca.

310 MOXeT  CYLIeCTBEHHO
3aTPYAHNUTD NoBCceAHEBHYIO
AeATeNbHOCTb.

PocT HOBOM KOCTU

MO® aBnAeTcA HacNeACTBEHHbIM FrEHETUYECKIM
3aboneBaHreMm, a 3TO 03HaYaeT, YTo YesloBeK C
MO® cTpapaeT oT poxaeHuA. B 97% cnyuyaes
MO® BbI3bIBAETCA OQHVM U TEM XKE U3MEHEHKEM
B reHe nof Ha3BaHvem

ACVR1.TeH 3TO yyacToK

[HK, cogepawymmn

WHCTPYKLMW MO CO3aHuIo

6uonornyeckoro

BeLLeCTBa, Hanprmep

6enka. leH ACVR1

KOHTpONMpYyeT pocT 1

pa3BuUTME KOCTe.

Y nopen c MNOO

nHorpa bbiBatoT

o6ocTpeHus,

KoTopble MOryT

Bbl3blBaTb k\
oTek, 60sb,

CHUPKEHNE

NoaBUMKHOCTH,

CKOBAHHOCTb

n/vnn

NoBblILLEHNE

Temnepatypbl B

MArKUX TKaHAX. A

O60cTpeHuns

MOTFYT Pa3BUTbCA HEOXKMNAAHHO M OblTb Bbl3BaHbI
MbILLIEYHOW YCTaNoCTblo, HE6ONbLIVMU TPaBMamy,
NafeHUAMU, MHBEKLMAMU NN BUPYCOM, Hanpumep
npw rpunne. Hekotopble 060CTPeHVA MOTYT MPUBECTY
K MOCTOAHHOMY POCTY HOBbIX KOCTer. OgHaKo

POCT HOBOW KOCTU TaKXe MOXKEeT MPONCXOAUTb 6e3
CMMMTOMOB 06OCTPEHMS.

NHdopmaLma Ha 3Toii CTpaHuLe B3ATa U3 PecypcoB, KOTOPbIe MOXHO HaiiTy Ha Be6-caiTe MexayHapogHas accounauma MOO (IFOPA): www.ifopa.org.
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dKoHoMuueckne nocneactauna MO® ansa nauMeHToB 1 UneHos ux cemein  Pestome I"Iy6nvu<a Umn ,EI,OCTyrleIM A3bIkoM

Kak MO® BnusaeT Ha niopen pasHoro Bo3pacra?

Kak npasuno,

HOKUNEIE MR € TMogsam ¢ ®OMM vacTo TpebyeTtca Jlogm ¢ NOO® Kak npasuo,
noo mcnonb;q or VIHBaNMAHas KonAcka Korga KUBYT 0 56 net OgHako
y oHu gocturatoT 30 net MPOAOIKNTENbHOCTb

6onbllie }KN3HEHHbIX
npucnoco6neHnn ,
yem 6oree mosnogple
noan c NOO®

2 13

Mpucnoco6nenna MMpucnocobneHns
ANA XKU3HU ANA XKUHU
|

KU3HW Konebnertca B
LUMPOKUX Npeaenax

O L
9 ner 15 ner

:  BonbwmHcTBy Niopei ctpapatownx NMO® TpeGyeTcs NOKN3HEHHAsA NOMOWbE
. BbIMOJIHEHE NOBCeAHEBHbIX Aen .

Yro Takoe nccnegosaHme 6pemeHn 6onesHn?

WccneposaHna 6p6MEHI/I 6onesHN ABNATCA LeHHbIM CpeacTtBoOM AnA NMOHUMMaAHUA CINOXHOIO BO3[EeNCTBMA COCTOAHMA
300pP0BbA. OueHka «6pemeH|/|» 60/1€3HN MOXKET AaTb npeAcTaBieHne O XU3HEHHbIX TPYAHOCTAX, C KOTOPbIMU CTaJIKMBAOTCA
nauymeHTbl C 3TUM 3aboneBaHueM. WccneposaHus 6pEMEHVI 60ne3HN MNO3BONAIT ncanegoeatenam, MegnumHCKUM
pa6OTHI/IKaM nnpeacTtaBuTenAmM pykoBogALWMX OpraHOB OLUEHUTb BIIAHNE 3aboneBaHuA B Pa3nnyHbIX aCcneKTax.

3auem noHago6wmnca sTot onpoc?

Ona 6onbwmHcTBa ntogen ¢ NMO® Bo BceM MMpe HET pa3pelleHHbIX NeKapcTB, HaMpPaBAEHHbIX Ha NPefoTBPaLLEHME YN
YMeHbLLIEeHNEe JOMOTHUTENIbHOFO POCTa KOCTEN, KOTOPbIN Y HUX MPOUCXOAUT C TeUYEeHVEM BPeMeHU. Yxog 3a ntogbmu ¢ MNOd
3aKJ1I0YAETCA B NPELOTBPALLEHUN YXYALIEHWA COCTOAHMA MyTeM 3aluUTbl yenoseka ¢ MO oT TpaBM. ITO MOXKET BKJIl0UaTb B
cebna OTKa3 OT onpepesieEHHbIX AeCTBUI, KOHTPOJIb 38 CUMMNTOMaMM 60/1E€3HUN 1 MOMOLLb B MOBCEAHEBHON [eATeNIbHOCTI.
lMosToMy O0CO3HaHMe TOro, B KaKoM MoafdepkrBatoLlem yxoae HyxxkpatoTcs nioan ¢ NMOO, nmeeT KioueBoe 3HaueHve Ans
ynyuLleHns 300POoBbA 1 611arononyumns nyTem novcka NyTen peeHns KOHKPETHbIX HEYAO0BNETBOPEHHbIX MOTPEOHOCTEN.

YneHbl cemby 1 iMLa, obecrneyrBaloLime yxoa, Takxke cTpagatot oT NOD, Ho 3To BANAHME HEAOCTAaTOUYHO M3yyeHo. OO —
5TO MOXM3HEHHOE COCTOAHME, CYUMMTOMbI KOTOPOro 06bIYHO MOSBAAIOTCA B AETCTBE U MEHSAIOTCA C BO3PACTOM U Pa3BUTUEM
nHeanugHoct. Oco3HaHve nocneacTBuin BavAHMs NMO®D Ha UNeHOB CeMbl 1 UL, OCYLLECTBASIOLMX YXO[, YPe3BblYaiHO
BAXKHO [/ 0becneyeHsi UM COOTBETCTBYIOLLEN NOAAEPMKKN.

370 nccnepoBaHve bpemeHmn MO ABNAETCA NePBbIM MeXAYHaPOLHbIM UCCIef0BaHNEM, B KOTOPOM U3yyatoTcA pusnyeckue
NocneAcTBUS, BIUAHNE KauecTBa XU3HN 1 3KoHoMuueckue nocnefctsus NMNOD Ha nogeln ¢ 3Tum 3aboneBaHeM 1 Ha
UIEHOB NX CEMEN.

NHdopmauma Ha 3Toi CTpaHuLe NoslyyeHa 13 pecypcoB, KOTOpble MOXHO HaliTu Ha Be6-caiTe MexpayHapoaHas accoymnayma MNOO® (IFOPA): www.ifopa.org.
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WccnepoBanne 6pemeHn MO® 6bUIO  CO34AaHO  COBMECTHO
KOHCynbTaHTaMu coobutectBa NMO® m rpynnoi mccnegoBaTesnen.
MexxgyHapogHoe coobuiectBo MO® cbirpano KioyeBylo pPoJib
B pacnpocTpaHeHUn WHPopMaumm o6 onpoce vepe3 JiMYHbIe
0obOpalleHnsi KOHCYNbTaHTOB coobuwectBa MO® m opraHu3aumu
MO®. B u4acTHOCTW, HaAMTU YYaCTHUMKOB OMpOCa MOMOIIN

MexpyHapopaHas accouyuauusa MNOO (IFOPA)
IFOPA — mexpyHapoaHasa opraHum3aumsa, Kotopas
buHaHcKpyeT nccnenoBaHus, npefocTaBnaeT
nporpammbl 06yueHNa U NOALAEPKKY, a TaKKe
noBbllaeT ocBefoMieHHOCTb o [MOO.

MexagyHapogHaa accouuauua MNO® (IFOPA) wn cnegywowme

HauuoHanbHble opraHusauuy NO®: Fundacion FOP (ApreHTtrHa), FOP Brasil (Bpa3unus), Canadian FOP Network, FOP France,
FOP eV (TepmaHnus), FOP Italia Onlus (UTtanus), J-FOP (Anoxusa), FOP Mexico, FOP Polska (Monbuwa), MO® Poccun, Korean FOP
Overcome Family (KFOPOF; IOxxHasa Kopes [Pecnybnuka Kopes]), Asociacion Espaiola de Fibrodisplasia Osificante Progresiva
(AEFOP; NcnaHus), Svenska FOP-féreningen (LLseuus; uneHbl u3 LLseuun, Hopeeruu, Janun n @unnaHaun) n FOP Friends
(CoepmHeHHOe KoponeBCTBO).

Kro npuHuman yyactve B onpoce?

Onpoc 6bIn1 JOCTYNEeH Ha oHNanH-nnaTtdopme B

15 cTpaHax 1 Ha 11 sAi3blKaX (aHIUMNCKOM, GpaHLLy3CKOM,
MTaNIbAHCKOM, HEMELLKOM, AMOHCKOM, KOPENCKOM, MOJIbCKOM,
NopTYyrasibCKOM, PyCCKOM, UCMAaHCKOM 1 LLIBEACKOM).

Onpoc nposoauncs ¢ 18 aHBapa no

30 anpensa 2021 r. Takum ob6pasom,
3aBepLUeHre onpoca CoBMasno ¢ NaHaemunen
KkopoHaBupyca (COVID-19), uto morno
NMOBNUATb Ha Pe3ysbTaTbl.

LlIBeuuna Poccuns
Kanaga  _ \‘ﬁ?
T g S CoepgviHeHHOEe
T
i *\/ = KoponeBscTBO

o, T
Ncnanna AnoHus
CoepHeHHble MonbLa -
ILivate: Hemeuknn
Mekcuka ®panuna tOxxHas Kopes

Wtanua

bpasunusa

ApreHTrHa
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SKoHoMumueckue nocneactsus MO ans NaLUNEHTOB N YNIEHOB NX CEMEN

Jliogn, npuHABLUME yYyacTue B onpoce:

Jlroan c MO® ntoboro Bo3pacTa
(Ha3blBaeMble «naLyeHTamm»)

« Onpoc nayueHTos ¢ MNO® B Bo3pacTe
00 13 net 3anonHANCA Y1eHOM CeMbU
OT UX UMEHU

Pestome My6nmkaumm JocTynHbIM A3bIKOM

OTBeTCTBEHHOE NNLO, OCyLleCcTBAAIOLLEE
yXxoF — 3TO WJIeH CeMbl, KOTOPbIA 3aABUI
O TOM, YTO HABAANCA OCHOBHbIM JIALIOM,
yxaxuBatoLmm 3a yenosekom ¢ MNOO.

YneHbl cembm nrogeri ¢ MOD (poanTenn/3akoHHbIE OneKyHbl, 6paTbs
1 CECTPbI, @ TAKXKE OTBETCTBEHHbIE INLIA, OCYLIeCTBAAIOLWE YXOA )

B Bo3pacTe 18 neT u ctapuwe

+ ITM YneHam ceMbu 6bI10 npennoxXeHo OTBETUTb Ha

A[ONONHNTENIbHbIE CnelanbHble BONPOCbl aHKETDI. BaxxHO OoTMeTUTD,

uTo coobuyectso MO nocne 3aBepLueHKA ONPOca COObLMNO, UTO
B HEKOTOPbIX CEMbAX UNeHbl CEMbY MOTYT pa3aensTb 06A3aHHOCTY

no yxonay. I'IoaTomy I'IpOCb6a TOJIbKO O4HOMY 4jieHYy CeéMbW OTBETUTb

Ha 3T OONOJIHNTENIbHblI€ BOMPOChHI, NpeAHa3Ha4yeHHble anaAa

«OTBETCTBEHHOTO J1la, OCYLLeCTBNAKOLWEro yxon», Moria oka3aTbCAa

3aTpyAHUTENbHON AN HEKOTOPbIX CEMEN

463 OTBEeTbl Ha ONpPoOChbi

l

219 naynenros

31°—| I—°108

mnague 25 netumn
8 net CTapue

40 40
8-14 net 15-24 net

CpenHuin Bo3pacT 60JIbHbIX COCTaBMI
24 ropa

future science group

!

244 YysieHamu cembn

36 '_|l|_. 163

poanTenun/ HauasbHbIN
3aKOHHble 45 yXax<vnBatoLuii
OneKyHbl GpaTbsa U cecTpbl MEPCOHAN

CpenHunii BO3pacT YIeHOB CeMbM Obisl
47 net
B 4aCTHOCTH, 417 OCHOBHbIX OMNMEeKYHOB

CcpefHuin Bo3pacT coctaBnan 49 net, n 85%
naeHTOULMpPOBany ceba Kak XeHLUHbI
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KakoBbl 06wme pesynbratbl onpoca?

OueHKa NoABMKHOCTU, coobuaeman naymeHtamum (PRMA): onpepenset cnocobHocTb ntogein ¢ NMOD BbINOAHATL
OBVI>KEHMA B CyCTaBax

- BbinonHeHo Bcemu nauvieHTamm (219 nawumeHToB)

- Obwwe oueHKM BapbmpoBanuck ot 0 go 30, npuyem
6onee BbicOKue 6annbl COOTBETCTBYIOT 6onee

Bbipa)keHHOI noTepe NoABMKHOCTY HaunmeHbLuas YpoBeHb 4
- O6Lue oLeHKY Obiny pacnpeaeneHbl no norepsA Vposewn3 __ PRMA
yeTblpeM YpOBHAM, rae YpoBeHb 1 cOOTBETCTBYeT eI\ eup 2 PRMA Obujan oueHka:
HanMeHbLuel notepe NoABUXKHOCTU , a YPOBEHb pPRMA O6Was oleHKa; 19 WV Bbilie
4 — Haubonblen notepe Yposehb1 (5 oo enka: 13-18
NOABVIKHOCTY PRMA 7212
. OmanasoH qefu'%ﬂb O6LLaA OLeHKa:
NOABUKHOCTN nneuun e
OLEHMBANN B .
c#ep,yloumx HoKTI - Okono ogHo TpeTu (34%) NauneHToB UMeNn Hanbonee
cycrasax/ ﬂgﬁi?/.k - Bblpa)XeHHYI0 NoTepio NoABUKHOCTU (YypoBeHb 4 PRMA)
efpa
ob6nacTaAx Tena: 3a|f|lﬂpc7bﬂ
N
AnanasoH 24%
NOABMKHOCTIA: KOMEHM yposeHb 1 PRMA
PacCToAHNE, Ha ypOBeHb 2 PRMA
KOTOpYIO YenoBek
MOXeT nepemellatb 229% [ yposeHb 3 PRMA
YacCTb CBOEro tena. OO bIKKIN . ypOBEHb 4 PRMA

- CBO3pacTOoM NoTepA ABMKEHNA CTAaHOBWIaCb Bce Gonee TsaxKenon
- B cpepHem, y naumeHToB A0 8 fieT 6bina HaMeHee BblparkeHHasA noTeps NOABMXKHOCTUA (ypoBeHb 1 PRMA)

- B cpepHem, nauueHTbl B BO3pacTe 25 fIET 1 CTapLUe MMeNU Harboree BbipaXkeHHY0 MOTepto NOABUKHOCTU (ypoBeHb 4 PRMA)

CpepHuii o6wnin
6ann PRMA: 12
CpenHmii 06wuiA (ypoBeHb 2 PRMA)
6ann PRMA: 9
2 PRMA
CpepHuin o6wunin (yposeHb )
6ann PRMA: 5 CpepHuin o6wuia
(ypoBeHb 1 PRMA) 6ann PRMA: 19
(ypoBeHb 4 PRMA)

I 1 1 1
Mnaguwe 8 net 8-14 net 15-24 ropa 25 net n crapuwe
(24 naymneHTa) (32 naumneHTa) (36 naymeHTa) (103 naymneHTa)

HaumeHbluas notepa ABMKEHUA p> Bonbluas noteps ABUKEHUA

- WccnepoBatenu Takke OLEHUIN CMOCOOHOCTb MALUEHTOB K MOBCeAHEBHOW AeATeNbHOCTU C MOMOLLbIO APYroro
OMPOCHIKa, Ha3biBaeMoro OnpocHrKkom dpursnyecknx dyHkumn NO® (FOP-PFQ). bnarogapa stomy onpocy n PRMA oHu
O0BHapPY>KUIK, YTO MO Mepe CHUXKEHMSA CNOCOOHOCTY ABUIaTbCA CHUMKAETCA U CMOCOOHOCTb K MOBCEAHEBHON AEATENbHOCTY
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dKoHoMuueckne nocneactauna MO® ansa nauMeHToB 1 UneHos ux cemein  Pestome I"Iy6nvu<a Umn ,EI,OCTyrleIM A3bIkoM

Bnuanune MNO® Ha KauecTBO XKN3HU NALMEHTOB N Y1eHOB UX cemeil

OnNpOoCHMK KavyecTBa XXN3HU, CBA3aHHOro co 3aopoBbem EuroQolL (EQ-5D-5L): n3mepsaeT KauecTBO XKU3HM,
o6ycnoBneHHOe 300pOBbeM

+ 3anonHsaerca:
— [laumeHTamun B Bo3pacTte 13 net u ctapLie 0 1
— YneHamm cembu

+ OTBeTbl Ha BOMPOChl KOHBEPTUPOBANUCH B OLEHKY MO
eANHNYHOMY MNoKa3atesto B rnanasoHe ot 0 go 1, rge 1

O3HaYaeT NOJIHOE 3A0POBbE YXyAleHne 300poBbs MonHoe 3p0poBbe

- Bon POCbl KaCaloTCA:

MoBceaHeBHOMN
neATesibHOCTU

Yxopa 3a
coboii

TpeBorwn/

nenpeccin MopBwKHOCTK

1

- MayueHTbl C Gonee BbipaXKeHHOI NoTepeil NOABMKHOCTY, Kak NPaBsuio, CoobLLany 0 yXyALeHNN KauyecTBa XKU3HN
— Y nauneHTOB C HaMIMeHee Bblpa)KeHHOI noTepen NoABMXKHOCTU (ypoBeHb 1 PRMA) cpenHnin nokasaTenb MHAEKCa
EQ-5D-5L coctaBnsan 0,61, UTo HAXOAUTCA NPUMEPHO NOCepeAnHe MeXAY NYYLLUMA U XYOLVMUA N3 BO3MOXHbIX
OLIEHOK KaueCTBa }KU3HU

— Y nauveHTOB C Hanbonee TAXeNoN NoTepen NoABMKHOCTY (ypoBeHb 4 PRMA) cpefiHvil noKasaTtesb MHAeKCa
EQ-5D-5L coctaBnan 0,05, uTo cooTBETCTBYET KPAalHEHU3KOM OLleHKe KauyecTBa »KU3HN

Al

Jlyywee 0,61

KauyecTBo (20 naymeHTOB) 0.46
KU3HN !
(cpenHmin (31 maymeHTOB)
6ann 0,21

VHAcKca (33 nayueHToB)

EQ-5D-5L) 0,05
(62 nayneHTOB)
0 |
YpoBeHb 1 YpoBeHb 2 YpoBeHb 3 YpoBeHb 4

>

bonbluas notepa NOABMKHOCTN
(ypoBeHb PRMA)

- MoTepsa noaBmKHOCTY NaymeHTa ¢ NOD He BAMANA HA KAYE€CTBO XU3HW YIEHOB CEMbW U OTBETCTBEHHbIX NnL,
OCyLLeCTBNAIOWNX YXOa
— Y uneHoB ceMbu cpefHUIN NOKasaTenb nHgekca EQ-5D-5L coctasnaAn 0,85
— Y OTBETCTBEHHbIX /1L, OCYLLECTBAAILWMX YXOA, CPeAHNI NoKa3aTenb nHaekca EQ-5D-5L coctasnan 0,83
+ ViccnepoBatenu Tak»ke OLeHUN KaueCcTBO MKN3HM C MOMOLLbIO APYroro ONpPOCHUKa, KOTOPbIN Ha3blBaeTcA

«MIHPOopMaLMOHHan cucTeMa OLEHKM NCXOL0B, coobLaeMblx naumeHTamm» (PROMIS). Pe3ynbTaTbl 3TOM OLIEHKIM BbIABUIN
AHANOMMYHYIO CBA3b MEXY NoTepen NOABMXHOCTY 1 KaueCTBOM »KM3HW NaLMeHTOB
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Pe3stome lMybnukaumm JocTynHbiM A3bIKOM  Anb Mykagaam, Toaap, Joyc n coasTopbi

OnpocHuk 6pemeHu 3apuTa (ZBl): n3mepseT 310pOBbe /UK NCUXMYEcKoe bnarononyune

- 3aMoJIHAETCS YIeHaMu CEMbU, ABNSIOLWUMUNCA
OTBETCTBEHHbIMW LMW, OCYLLECTBNAOLWMMN YXO[ 3a
yenosekom c NMNOO

- O6Las oLeHKa Bapbupyetcs ot 0 o 88 1
rnoapasaensieTcsa no CTeneHn BAUSHUSA: CUJIbHOE, OT
YMePEHHOro [0 CUNbHOIO, OT cnaboro [0 yMepeHHOoro n
OT HEe3HAUMTESIbHOTO 10 HYJIEBOrO

- B uenom, noutn nonoBuHa (45%) OTBETCTBEHHbIX NNLI,
OCYLLEeCTBASALWMX YX0Z, cCoobuanm o cnabom nnu
yMepeHHOM BAVNAHUM YX0Aa 3a YneHom cembu ¢ NMNOD Ha
UX 300POBbE U/UNU NCUXMYECKOe briaronosnyune

— MeHbluee Yncno OTBETCTBEHHbIX JINL,
ocyulecTeRAlLWMX yxon, (40%) coobwanu o
He3HaynTeNbHOM BANAHUN UN €r0 OTCYTCTBUM

Bnuaxue NO® Ha 3a0poBbe U/MAN Nncuxmnyeckoe 6narononyume
OTBETCTBEHHbIX JIMLI, OCYLLECTBAAIOLWNX YXO,
1%
153 oTBeTCTBEHHbIX NNLaA,
OCYyLIEeCTBAAIOLNX yXOf

MpakTnyeckn HeT

OT nerkon oo
yMepeHHOM

Il Ot ymepeHHon
[0 TAXKenoun

B Taxenoin

OT nerkoro 0 ymepeHHoro CunbHoe
—
21 40 61 88
0 20 41 60
OT He3HaAuUNTEeNbHOro OT ymepeHHOro

A0 HyJNeBoro A0 CUWJbHOro

- Mpwv aHann3e pe3ynbTaToB B 3aBNCMOCTM OT BO3pacTa
naumeHTa, 3a KOTOPbIM OCYLLECTBNANCA YXO4:

— 6onee NONOBVHbI OTBETCTBEHHbIX JIML, OCYLLECTBABLUMX
yxof, (57%) 3a nauyeHToM MnagLue 8 fiet, coobLanu o
C1AaboM N yMePEHHOM BIIUAHUM Ha UX 340POBbEe U/unmn
ncuxmnyeckoe brarononyuue
6ornee NonoBuHbl (58%) NuL, OCYLLECTBAABLLNX YXOF,
3a MauMeHTOM B Bo3pacTe 25 neT 1 cTaplue, coobwanu
0 He3HaunTeNIbHOM BAUAHUN U €ro OTCYTCTBUN
= 3TO MOXeET 6bITb 06ACHEHO HAIUUNEM

CTPEeCCoyCTOMYMBOCTA. ITO CMOCOOHOCTb CO BpEMEHEM
BOCCTAaHaBNMBATbCA 1 afANTUPOBATLCA K TPYAHbBIM
CuTYyaumsam bnarofapa obyueHuo 1 NoaaepKKe

CO CTOPOHbI coobuyectsa MO, Heobxoarmbl
LOMONHUTENbHbIE NCCe[0BaHMA MO JaHHOMY BOMPOCY

Mpumepbl BOonpocos

» AcnbiTbiBaeTe nu Bbl CTpecCC, Korga yxaXmnBaeTe 3a
POACTBEHHNKOM U MblTaeTeCb BbIMNOJIHUTb Apyrue
006A3aHHOCTN B CEMbE WU Ha pa60Te?

« YyBcTBYyeTe nn Bbl, 4TO 13-3a BpemeHu, KoTopoe Bbl
NnpoBoOAMTE C BalLUMM POACTBEHHUKOM, Y Bac He xBaTaeT
BpeMeHM Ha ce6sa?

OnpOoCHUK 3MOLIIOHaNIbHOTO N COLManbHOT0 BAMAHUA: OLIEHNBAET CTPecc, 3a60Tbl/6eCnoKONCTBO, INUHYIO

neATeNbHOCTb 1 OTHOLWEHUA

 3anoJsiHANCA BCeMU YneHamMm ceMbi (244 uneHa cembi)

- CneuwnanbHbii dopmat ana MOD, paspaboTaHHbIN AnA
JaHHoro onpoca

. AHKETVIpOBaHVIe MoKa3aJo, YTO YieHbl ceMbu:

- 85% counv cuTyaumio o4eHb/Ype3BblualiHO CTPECCOBOW,
Korgay uneHa ux cembu (naumeHTa ¢ MO®) cnyunnocs
obocTpeHne

— 68% vacTo/Bceraa 6ecnoKounncb O TOM, YTO NMaLUeHT
¢ NO® moxeT NpnUnHNTL cebe Bpen

Mpumepbl BONpocos

- Hackonbko cTpeccoBbiMu ans Bac ansoTca
npo6nembl, cBsizaHHble ¢ NOD?

+ HackonbKo cunbHbIM ABNAETCA CTPECC, KorAa y uieHa
Bawein cembu ¢ NO® cnyyaetca obocTpeHme?

10.2217/frd-2022-0013
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- B coumanbHoMm nnaHe 60NbLIVHCTBO YieHOB ceMbit (73%)
cuuTany, uto yxop 3a nayueHtom c MO® npakTnyeckn He
OKa3blBaeT HeraT1BHOMO BIAHMA HA MX COLMANBbHYO KN3Hb

- B cpenHeMm, uneHbl ceMby TPaTUIN 8 YacOB B AeHb Ha
yxo[ 3a NauneHTOM UK okasaHue UM nofaepxku. Yae
BCEro OHM OTMeYanu cnegyroLme AencTBUA Kak Te, npu
BbIMO/IHEHM KOTOPbIX OHY «BCErAa» MOMOrasnu YneHy
cembu ¢ MOO:

CoBeplueHue OpeBaHue Bbixog 13 poma
nokynok (41%) (44%) (39%)
(/
3aroToBKa/npuroTosieHve KynaHue/pyw
nuwm (49%) (48%)
future science group



dKoHoMuueckne nocneactauna MO® ansa nauMeHToB 1 UneHos ux cemein  Pestome I"Iy6nvu<a Umn ,EI,OCTyrleIM A3bIkoM

dkoHomuuyeckune nocneacreua MO ana nayMeHTOB 1 YWIEHOB NX cemenl

anlICI'IOCOG.I'IeHI/Iﬂ ANA XN3HN

KonuuectBo
- AHKeTa, pa3paboTaHHas cneyunanbHO AJisi 3TOro onpoca, NPUCNOCOGNEHN AN KN3HN
MCMoNb30Banach Ajs TOro, YTobbl MOHATL, Kak moau ¢ Moo
MCMOJb3YIOT B MOBCEAHEBHOW »KU3HW Nprcnoco6neHns ans
T OBunKeHne f
— Hanpumep, TpocTu, ciyxoBble annapartbl, TPOCTU 4518 XOAb0bI 1
NaHAyCbl ANA MHBANNAHbIX KONACOK *

« MauvieHTbl c 6osee BbipaXkeHHOV MoTepeil MOABMKHOCTH, KaK
MPaBwsIo, NCMosb30BaV 60sbLUe NPUCNOCOGNEHNIA ANA XKN3HI

+ 97% nauneHTOB CHanbonee TAXKenoi norepeil NOABMKHOCTYN
Co0o0LLanm o ToM, YTO Hy>AaloTCA B MPUCNOCO6IeHNAX ans
KM3HM, MOMOTaLNX B MOBCEAHEBHOMN AEeATE/IbHOCTH

CpefHee KONMYeCTBO NPUCNOCO6GIeHNIA ANl XKN3HM, NCMOJIb3yeMbIX NauieHTamm

HaunmeHee BbipaxeHHasn Haun6onee BbipaxkeHHas
notepsA NOABMKHOCTU (45 NaumneHTOB) noTtepsa NOABMKHOCTY (64 NauuneHTa)

MobunbHoCTb/NOBcefgHEBHAA AeATEeNbHOCTb/
onsaTa 3a oKa3aHue nomoLyu

4 oyeHusaemblx 371emeHma
CnanbHsa/BaHHaA/gom @
3 oyeHuBaeMbIX 31emMeHma |
Pabouee mecTo/TexHuKa 2 oyeHu8aemMbix
aemeHma

Lkona/cnopt @&
e_/
2 oyeHuUBaemblx 351ieMeHMa
JleyeHne/Bpaun
7 oueHusaemsolx 3ziemeHma ? 15
T T

0 1 2 3 4

Moapo6Hyio nHbOpPMaLMio 0 Brax NPeaMeToB B KaXAOI KaTeropum nprucrocobneHns ans XusHm cM. B OPUrHanbHOM CTaTbe.

TpyaoyctpoicTtBo
M3 134 nauneHToB B Bo3pacTe 18 net W13 156 YenoBek, ocyLLecTBRAIOLMX
u ctapuie 83% cunTatot, uto NO® ocHoBHo yxog, 51% cunraior,
MOBJIVAN Ha VX PeLleHNsA O Kapbepe 4TO VM HY>KHO KaKMM-TO 06pa3om
° N3MEHWTb CBOIO Kapbepy, YTobbI
Borblue naLuneHToB ¢ 6onbLueit 3a00TUTbCSA O uneHe cembu ¢ NMOD X

norepein NOABMXHOCTU COOBLLNN O

anbHenwune
BAIVSIHVIN HA peLleHNA O Kapbepe A
1CCNIefoBaHNA TOro, Kak

ST T T T T T T o - - ~ MO® BnuAeT Ha Kapbe
,' HanmeHbluasa bonbwan \ PbEpRY
| noTepsA ABVXeHUA notepsa ABvxeHna | ALY, QUIEETEEE IR 2
i 5 5 | OCHOBHOW YXOf, y
I |
- 75% 85% |

- e e e e o o e e e — -
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Pe3stome lMybnukaumm JocTynHbiM A3bIKOM  Anb Mykagaam, Toaap, Joyc n coasTopbi

YT1o o3HaualoT pe3ynbraTbl 3TOro onpoca?

« B gaHHOM nccnenoBaHum Gbla NpeAcTaBieHa NogpobHasa MHPopMaLma 0 GpUsNYEcKUX NOCNeACTBUAX, BANAHNN
Ha Ka4yecTBO XN3HU 1 SKoHoMMnYecKux nocnencteuax NMO® ana nogeit ¢ 3Tum 3a6oneBaHNEM U YIIEHOB KX CEMEN.
MonyyeHHble pe3ynbTaTbl CyLIECTBEHHO PaCLUMPAIOT Halww NpeactasneHnsa o MO® 1 o Tom, Kak 3To 3aboneBaHue BAMAET
Ha NOBCEeAHEBHYIO XMN3Hb Ntofen

« JTO MCCNIeAOBaHME MOKa3ao, YTo NoTepsA NOABUKHOCTH, Bbi3BaHHasA MNO®, MoXeT nveTb KparHe HeraTBHOe BAUAHNE
Ha Ka4yecTBO M3HU NaumeHToB. Kpome Toro, yxof 3a yenoekom c MO®, B Lienom, okasbiBaeT claboe nnm ymepeHHoe
B/IVIAAHME Ha 3[0POBbe W/UN Ncuxmnyeckoe 6aarononyyme OTBETCTBEHHONO JILLA, OCYLLECTBIIAIOLLErO YX0[, 0COOEHHO y
TeX, KTO yXaXKMBaeT 3a MasieHbKMM geTbmu ¢ [Od

— Heobxoaymbl fanbHenwme NccnefoBaHnsa AOITOCPOYHOTO BAUAHUA yxoha 3a ilogbmu ¢ MOD

+ JTO UCCNeRoBaHE MOKa3ano, YTo Mo Mepe TOro, Kak CHUXXAeTCA MOABUXHOCTb CYCTaBOB M CMOCOBHOCTb MALMEHTOB K
noBceAHeBHOI AeATenbHocTU ntoay ¢ MO, Kak NpaBuNo, HY>KAAOTCA B 60NbLIEM KONIMYECTBE NpUcnoco6neHnii ans
KN3HN

— DT0 NO3BOJIAET NPEANONOXKNTb, YTO GUHAHCOBbBIE 3aTpaTbl, CBA3aHHbIe ¢ [TOM AnA OTAENbHbIX JIML, U YEHOB X CEMEN,
MOTYT ObITb O0JIee cepbe3HbIMY 4151 MOXKUIIbIX MALMEHTOB

- HakoHeL, 310 uccnefoBaHue nokasasno, yto MO® cunbHO BAMSET Ha NpodeccroHanbHyto AeATenbHOCTb el ¢ MO n
USIEHOB UX CEMEW, UTO TaKKe MOXKET METb HEeraT/BHble GrHAaHCOBbIE N3AEPXKKI A4S OTAENbHbIX N0fAeN, Cemeli 1 obLecTBa

YTo faeT 3TO MccnefoBaHME N YTO elle MOXKHO U3yunTb B 6yayuiem?

+ WiccnepoBaHue 6pemeHm 3abonesaHusa NO® oTpaxaeT onbiT 60MbLIOro YMcnia ngei, *kusyLmx ¢ MO, a TakxKe UneHOB
1X CEMeN Co BCero Mmpa
« BkntoueHue B nccnefoBaHvie MHEHWI NALMEHTOB Oblo KNoUYeBbIM 11 AaHHOTO NCCIeJOBaHNA; KOHCYNbTaHTbI
coobuecta MOD nrpanu akTUBHYIO Posb B pa3paboTke onpoca 1 B UHTepnpeTaL M pe3ynbTaToB
+ DTOT ONPOC NPefoCTaBAET LeHHY MHOOPMALIMIO, KOTOPYHO MOXHO MCMONb30BaTb ANA YNy4lleHUsA YXO4a, PECYPCOB 1
noaaepxku nogen ¢ MO 1 uneHoB nx cemei
+ BaXKHO yumnTbIBaTh, YTO MCCNIeJOBaHE MPOBOAMIIOCH He BO BCeX CTpaHax. [o3ToMy pesynbTaTbl Onpoca MoryT He
oTpakaTb onbIT Bcex ntogein ¢ MO n uneHoB 1x cemeli, 0COGEHHO TeX, KTO XKMBET B CO06LeCcTBax C HeJ0CTaTO4HbIM
ypoBHeM o6cnyKnBaHuA
— Opa3a «coobLecTBO C HeAOCTaTOUYHbIM YPOBHEM OOC/YXMBaHMA» OTHOCUTCA K nobomy coolluecTBy, 6yab To B
pa3BMTOM WM Pa3BUBAIOLLEMCA PErViOHe, KOTOPOe He MMEEeT Takoro e AocTyna K mHbopmauun, AMarHOCTUKe,
cneumann3npoBaHHON MOMOLLY, MPUCNOCOONEHNAM Af1A >KU3HWU U/ VNV MOALEPPKKIN CO CTOPOHbI OpraHvi3aLvi NaLyeHToB,
KaK gpyrvie coobLyecTsa

— Heobxopavmbl ganbHewwme nccnegosanms BinaHuA NO® B coobLiecTBax ¢ HEAOCTAaTOUHBIM YPOBHEM 06CYKMBAHNA.

« Onpoc NpoBoAWIICA TOJIbKO B VIHTEPHETE 1, CefoBaTeNbHO, MOT ObiTb HegoCTyneH anA nogei ¢ NO® u3 coobuiecTsa ¢
OrpaHNYEHHbIM JOCTYNOM K VIHTepHeTy

- B 3TOM OnMpoce yyacTHMKam npegsaranocb NPOaHanv3npoBaTb CBOW ONbIT 3a NociiefHne 12 mecAues. Tak Kak y nogen
¢ NMO® 6biBatOT Nepuoabl 6€3 aKTUBHLIX CUMMATOMOB, TO MOJTyYeHHbIe B XOA4E ONpoca OTBETbI MOTYT He OTpa<aTb 0OLLMIA
»KM3HEHHBI OMbIT YenoBeKa. Kpome Toro, 12-MecsauHbI Nepuog, 0OXBavyeHHbI onpocom, coBnas ¢ naHgemmen COVID-19.
TO MOFJ10 MOBAMATL Ha Pe3ysbTaTbl, MOCKOJbKY AeNCTBMA 1 NMOBeAEeHNE, O KOTOPbIX CO06LIanock B onpoce, MOrn
OT/INYATbCA OT MOAESIEN MOBEAEHUA A0 U NOC/e NAaHAEMUM

Fae unTaTenu MoryT HaNTN JONONHUTENbHYI0 MHPOpMaLMIo 06 3Tom onpoce?

OpwvrnHanbHasa cTaTbs, 006Cy>KaaemMas B 3TOM pesioMe, o3arnaBnieHHas «The Impact of Fibrodysplasia Ossificans Progressiva
(FOP) on Patients and their Family Members: Results from an International Burden of Iliness Survey», 6bina onybnunkosaHa B
XypHane Expert Review of Pharmacoeconomics & Outcomes Research. Bbl MoxeTe 6ecnnaTHO 03HaKOMUTBLCA C Hell B MOSIHOM
obbeme Ha cawTe: https://www.tandfonline.com/doi/full/10.1080/14737167.2022.2115360

« JlononHutenbHyio nHbopmauuo 06 nccnefoBaHmm 6pemeHmn 6onesHn NOD MoXKHO HaTK No BApecy
www.clinicaltrials.gov/show/NCT04665323

« JononHutenbHyio nHbopmayuto o MOD n ceTax okaszaHMA noaaepKKn naymeHTam ¢ MO® MoOXHO HalTK Ha caliTe IFOPA:
www.ifopa.org
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Moccapuit TepMNHOB, NCMOJIb3YyeMbIX B 3TOM pe3siome

0 I10Tepﬂ ABUXXEeHNA — CHUXeHne CnocobHoCTU CBO60,[],HO n nerko ¢M3VI‘-IECKVI ynpaenATb CBOUM TEJIOM

+ ®usnueckue nocnencTenA NO® — BnuAHWe 3aboneBaHMA Ha CMNOCOOHOCTb YesioBeKa ABUraTbCA W BbINOJIHATb
noBcefHEBHYIO [eATE/IbHOCTb

BnvaHmne MNMO® Ha KavyecTBO KM3HU — BJUSAHME 3a00/IeBaHNA Ha OTHOLUEHME YesloBeKa K cBoemMy d)I/I3I/ILIeCKOMy n
Ncnxnyeckomy 300pPOBbIO, a TaKXKe Ha ero o6u.1ee 6narononque

SkoHomuueckue nocneactema OOM BKoYaloT B ce6s GrHAHCOBblE, MOBCEAHEBHbIE 3aTPaTbl, CBA3AHHbIE C HanUuue
MO® u/vnu yxomom 3a yenoekom ¢ MOD. OHU TakXKe BKIOYAOT B ce0A BIMAHME 3ab60neBaHNA Ha OOLECTBO B LIESIOM
NnocpeCcTBOM PacxofoB Ha 34pPaBOOXPaHEHMNE 1 MOTePY BO3MOXXHOCTM TPYA0YCTPONCTBA

OLeHKM — 3TO aHKETbI, UCMOfb3yeMble B 3TOM ornpoce Ans cbopa nHbopmaumm o Grusnyeckmx nocneacTBraAx, BANAHUN Ha
KauecTBO XMU3HW N SKOHOMMYecKmx nocnegcteumax NO®. MccnegoBaTteny UCNonb3oBany CMellaHHble GOpMbl CreLmanbHO
paspaboTaHHbix Ans MO® n 6onee 061X ONPOCHMKOB, YTOObI CpaBHUTL MOD ¢ ApYrMK COCTOAHUAMU. BONBLIMHCTBO
AHKeT, BKJIIOUEHHbIX B 1CC/Iel0BaHe, NCMOMb30BaNIMCh B MPpeablayLmx UccieqoBaHusx. Hekotopble 6binn pa3paboTaHbl
cneumranbHO AJiAa 3TOro UccaeqoBaHusa

lMoBcegHeBHanA feATeNbHOCTb — [ENCTBUSA, KOTOPble YesIOBEK COBEPLLAET B CBOEN NOBCeAHEBHOM XM3HU. OHX MOryT
BKJIIOYaTb B cebA ofleBaHUe, AyLl/KynaHue, npuemM NuLm 1 xoabby. B 3Tom onpoce oLeHrBanacb CnocobHOCTb BbINOJIHATH
3TV AencTBUA 6e3 NoCTOPOHHEN MoMoLM (HanpruMep, YieHa cemby) nnn 6e3 NomMoLY Kakoro-nnmbo npucnocobneHus
(Hanprmep, NHBaNMAHOW KONIACKMN)

Mpucnocobnenunsa AnA KU3HN — M3MeHeHUs, nomoratowue ngam ¢ NOD BbINONHATL NOBCEAHEBHYIO AeATENbHOCTb. K
HUM OTHOCATCA UHCTPYMEHTbI, MpeAMeTbl U/Unn yCTPONCcTBa (Hamprmep, CJTyxXoBble annapatbl U CONMOMUHKN ANA NUTbA),
a TaKXXe M3MeHeHUA B KWJiblX NMomelleHUnAax (Hanpmmep, NnaHOyCbl ANA UHBaNMOHbIX KOJ'IHCOK). B stom nccnenoBaHUn
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