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JlesaTenbHOCTh OOIIECTBCHHBIX MAIIMEHTCKUX OPraHU3aliii MHOTOTPaHHA: OKa3aHHE FOPUINICCKOMN IOICPIKKHU MallHeHTaM
B 1[EJIX 3aIIUThI UX 3aKOHHBIX MPaB, MH)OPMAIIMOHHAS M POCBETUTEINbCKAs paboTa, MPOBEICHHE KIIKOJ», OKazaHue crienudu-
YECKHX BHJIOB ITOMOIIH, KOTOPbIE MOTYT MPEIOCTaBUTh MPUYACTHBIC K mpodieme juia. OOIIeCTBEHHbIE MAMEHTCKHE Opra-
HU3AIIH SBISIOTCS «TOJIOCOMY BCEX OOJBHBIX ¢ Op(aHHBIME OOJIC3HAMY B PEIICHUU UX MPOOJIEM Ha YPOBHE BBICIIUX 3IIEIOHOB
BJIACTH.

B 2016—2017 roms! B PedepeHc-rieHTpax BPOKICHHBIX HACICACTBEHHBIX 3a00JICBAHMM, TEHETUYCCKUX OTKIOHECHHH, op(haH-
HBIX M APYrux peakux 3adoneBanuii ['BY3 «Mopososckoit JII'KB JI3M» o crienuanbHO pa3pabOTaHHOW aHKETE IPOBEICHO
COIMOJIOTHYECKOE MCCIIEIOBAaHKE, ITOCBIIICHHOS HH()OPMUPOBAHHOCTH POIMTENCH JeTeH, CTpamaronmx opaHHBIMH OOJIC3HIMH,
00 OOIIECTBCHHBIX MAIMCHTCKAX OPraHU3alusIX.

OOIECTBEHHbIC OPraHM3alMi OKa3bIBAIOT MH(OPMALIOHHYIO M FOPUIMUECKYIO TTOJ/IEPIKKY, KOHTAKTHPYIOT ¢ (hapMalieBTH-
YECKMMH KOMITaHISIMH, YYaCTBYIOT B PEIICHUH IIPo0IeM OONBHBIX Ha TOCYIapCTBEHHOM ypPOBHE.

B xo1e uccienoBaHus BELICHIIOCH, YTO 3HACT O CYIIECTBOBAHUU OJIArOTBOPHUTEILHBIX OPTraHU3aINi, OKa3hIBAIOIINX CIIOH-
COPCKYIO TOIIEPIKKY CEMBSIM C JETHMH, MMCIOIUMH PEIKHIE 3200 ICBaHUs, KaXKIbIi YeTBEPTHIA pecrioHeHT. OMHAKO SBIIOTCS
YIEHAMH TAIMEHTCKIX OPTaHM3aIli TOJIBKO JIBa pecroHaeHTa. HecMoTpst Ha To, 4TO 0OIIECTBEHHBIE OOBEIMHEHNS UMEIOT IIIHPO-
K€ ITOJTHOMOYHS U IIPU3HAHBI TOCYAApPCTBOM, Oosiee 70% pecrioHAeHTOB He 3HAJIHM O HANWYUU TaKUX OpTaHU3aIui.

YuuTtsiBas mpaBa ¥ BO3MOKHOCTH OOILIECTBCHHBIX OOBEIMHCHHUM, BpayaM HEOOXOIMMO MH(POPMHUPOBATH POIUTEIICH O CyIIe-
CTBOBaHUHU OJIATOTBOPHUTEIIBHBIX OPTaHHU3ANUN U MPHUOOIIATh UX K OOIICCTBEHHBIM MAIIMCHTCKUM OPTaHU3alHsIM, a TAKKE
K YJaCTHIO B pabOTe MIKOJ 3I0POBBS IS POAUTENEH.

KioueBsie ciioBa: penkue (opdannsie) 3adboseBanus (Ob), nHpopMupoBaHHOCTH poauTesell nerei, crpagaomux OB,
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BBEAEHUE

Bo MHOrux crpanax Mupa CyIIeCTBYET CETh
001IecTBEHHBIX opranu3anuid narueHToB Ob. DT
OpTraHMU3aIi CIOCOOCTBYIOT TOMY, YTOOBI JIFOISIM
¢ Ob mpenocTaBisUIUCh YCIYyTH, aJalTUPOBAHHBIC
K X H3HEHHOH CUTYaIllH, YTOObI TIOBBIIANACh J0-
CTYIHOCTh JICYCHHSI, YTOOBI MAIUEHTHI UMENH BO3-
MOKHOCTh JIETTUTHCSI CBOUMH MPOOIeMaMu, OIIBITOM
U yUUThCS JpyrT y apyra. OOIecTBeHHbIe OpraHu-
3alliM OKa3bIBalOT MH(POPMAIIMOHHYIO U FOpUANYe-
CKYIO TIOJJIEPKKY, KOHTAaKTUPYIOT C hapMarieBTHYe-
CKUMH KOMITAaHHUSIMH, YYaCTBYIOT B PELICHUU TPOO-
7ieM OOJIBHBIX Ha TOCYIapCTBEHHOM ypoBHE [ 1, 2].

B 2009 r. oGpa3zoBan «Bcepoccuiickuii coro3
OO11eCTBEHHBIX 00BETUHEHUI MAIUEHTOBY, B KOTO-
phIii Bonwio 17 oO0mecTBeHHBIX OpraHu3anuii 00JIb-
HBIX Pa3HBIMHU peaKuMU 3a0oneBanusmMu. B 2012 .
co3nana «Bcepoccuiickas opranuzanus op(aHHbIX
3aboneBanuit» (BOO3), o0bequHsAmOmas caMbIX
«penakux OOJBHBIX» M WICHOB X CEMEU, Bpaueu
u BojioHTepoB [3]. BOO3 npencrasisieT malueHToOB
35 opdanubix Gonesneit uz 46 cyorextoB PO. O6-
IIECTBEHHbIE MAallMEHTCKUE OpraHu3aluy 1o opdan-
HBIM 3200JIEBaHHUSIM COTPYIHUYAIOT ¢ EBponeiickoit
opranmzanueii o peakum 6omuesnsm — EURORDIS
(4, 5].

B nameii ctpane npo6iema Ob BriroueHa B Ha-
LIMOHAJIBHYIO ITporpammy «31opoBsex» [6] ¢ 2006 ro-
Ia. 3a mpOIIeAINe TObI OTKPBITHI CIIeUATH3UPO-
BaHHBIC JJabopaTopun Ha 0a3e KPYMHBIX KJIMHUK
U IMaTHOCTUYECKUX LIEHTPOB, JOCTUTHYTHI yCIIEXH
B OKa3aHuu momoim O6onbHbM. [lognepxkana u yc-
TMEIIHO Pa3BUBAETCS UHUIMATHBA CO3/IaHMs OOIIeCT-
BEHHBIX OOBETMHEHUI TAlMEHTOB, OOJBHBIX Pa3Iuy-
HBIMU peaxkuMu Oonesnsmu [7, 8]. Llupoko nmpakTu-
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KyeTCsl TIOMOIIb TSXKETO00IbHBIM JIETSIM OOIIECT-
BEHHBIMU OJIaroTBopuUTenbHbIME GoHAaMU. OHHU
(UHAHCHPYIOT MTPOTPAMMBI Pa3BUTHSI HOBBIX MEIIH-
[IUHCKUX TEXHOJIOTUH B ()apMUHTyCTPHHU H JICYCHHH,
3aKyTIKy JIEKAPCTBEHHBIX MPEMapaToB 3a pyoekom,
npuobpereHne 00OPYIOBAaHUS M TPAHCIOPTHBIX
CPEeICTB IS HHBAIHIOB U Jp. [9].

HecMmotpst Ha akTHBHOE y4acTue OOIIECTBEHHBIX
OpraHM3alvii B 00IIeM Mpoliecce OKa3aHUs TTOMOIIH
netsim ¢ Ob, nHGOPMUPOBAHHOCTD POAUTEIICH JTETEH,
crpagaromux OB, 0 CylecTBOBaHUH TaKUX OPTaHH-
3alUi U UX BO3MOXKHOCTSIX OCTA€TCS HAa HU3KOM
YpOBHE.

Leapb ucciaenoBaHus: oeHKa HHGOPMHUPOBaH-
HOCTH POJIUTENEH eTel, CTpagaromux oppaHHbBIMUA
00s1e3HsIMHU 00 OOIIECTBEHHBIX MAIMEHTCKUX Opra-
HU3AIHSIX.

MATEPHWAJ1bl U METOADI

N3ydyenne nHGOPMHUPOBAHHOCTH POJUTEIEH
nerei, crpagaronmx OB, 0 00IIeCTBEHHBIX MAIUEHT-
CKMX OpPTraHu3alisIX OCYIIECTBIIUIOCh Ha MaTepuase
COLIMOJIOTHYECKOTO HCCIIEJOBAHUSA, ITPOBEJAECHHOTO
B Mockse B 2016—2017 romax.

OOBeKTOM HCCIIeIOBaHUS OBUTA POIUTENH Jie-
tel, ctpanatomux Ob. B onpoce mpunsiinm yuactue
213 genoBek. COMMOIOTHIECKHI ONIPOC POAUTENCH
JeTeH, CTPaJaoNIX PEAKUMU OOJIEe3HSIMU, TPOBO-
muiicst B PedepeHc-1ieHTpe BpOXKIEHHBIX HAaCeICT-
BEHHBIX 3a00JIeBaHMI, TeHETHUECKUX OTKJIOHEHHH,
ophaHHBIX U Opyrux penkux zadonesanuii 'bY3
«Mopo3zosckoit AI'Kb JI3M» [10] o cnenuanbHO
pa3paboTanHO#l aHkere. Pa3paboTaHHas aHKeTa
Y TIPOBEJICHHE HCCIIEIOBAaHUS 0JJOOPEHO KOMUCCHEH
nio BonpocaMm 3tuku I'bY «HUM O3MM [I3M».

OPUT'MHAJIbHOE MCCJIEAJOBAHHME. OPTAHU3ALIVA 3JPABOOXPAHEHNM I 11 OBILIECTBEHHOE 3/I0POBLE
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CornacHo XenbcUHKCKOM neknapanuu Beemump-
HOU MeauuuHcKoi accouuarun (WMA Declaration
of Helsinki — Ethical Principles for Medical Re-
search Involving Human Subjects, 2013) y Bcex
poauTeneit ObUIO MOTYy4YeHO HH(OPMUPOBAHHOE CO-
rJlache Ha y4acTHe B MCCIIEJJOBAaHUHU M OOPabOTKY
NEPCOHAIBHBIX JTaHHBIX.

Jnst 06paboTKM aHKET OBUIM CO3JaHBI Oa3bI
naHHBIX B MS Access. BeruucineHus mpoBOAUIUCH
C TIOMOIIBI0 BCTPOEHHBIX A3bIKOB SQL m Visual
Basic for Application. Beraucisuinch: KoJIU4ecTBO
OTBETHBIIIUX HA BOMPOC, MPOIIEHT OTBETOB Ha BO-
POC OT KOJMYECTBA aHKET, KOJIMYECTBO OTBETOB
Ha MOJBOIIPOCHI M MPOLIEHT OT KOJUYECTBA OTBETOB
Ha BoIpoc. {5 BeIYHMCIIEHUSI HETapaMeTPUIECKUX
CTaTUCTUK (MEIuaHbl, MUHUMYMa U MaKCHUMYyMa,
BEPXHETO U HIKHEro KBapTWJIS) U MMOCTPOECHUS Ipa-
(GuKOB TaHHBIE U3 0a3 JaHHBIX YKCIIOPTUPOBATIUCH
B MPOTPAMMy CTaTUCTHUYECKON 00pabOTKU JaHHBIX
STATISTICA for Windows 10.

[Ipu cpaBHEHMHU 1O KOJIMYECTBEHHBIM IPHU3HA-
KaM HCIIOIL30BayIcs TecT ManHa— Y utHu. O1ieHu-

BaJICsl YPOBEHb JOCTOBEPHOCTH p, PA3IUYMsI CUUTA-
JUCh JOoCTOBEPHBIMU TipH p < (,05.
[Ipencrasisemple B TAOIUIAX KOTMUYECTBEHHBIE
JaHHBIE WLTIOCTPUPOBAIHUCH MIPHU MOMOIIU METOA
rpaduIecKoi BU3YyAIN3aIINH <SIIIUK C yCaMI»y. ITOT
METO/I HATJISITHO BU3YaJU3UPYeT paclpeeseHue
BBIOOpPKU: MEIUaHy, MUHUMYM U MaKCUMYM, BEpX-
HUE ¥ HIKHUE KBapTWiIH. B «smmk» Bxomut 50%
3HAYEHHH, OTPAaHUYCHHBIX BEPXHUM M HIKHUMH
KBapTUIISIMU, HIDKHUN «yC» TIOKa3bIBAET MHHUMAITb-
HOE 3HAYCHUE MOKA3aTelNsl, BEPXHUMA «yC» — MaK-
cuMalibHOe. TOuKoM 0003HaUEeHa MeaMaHa.

PE3YJIbTATbl UCCNTEAOBAHUA

Onporeno 213 ponutenel, B TOM 4HCIe MaTe-
peit — 182 (85,0%), otuoB 24 (11,3%), 4 6a0yKu
(1,9%) u npyrue poaACTBEHHUKHU (OTYUM, Mauexa,
Ters, onekyH) — 4 (2,0%). Bo3pact poguteneii
HaxoJuics B npenenax ot 16 et no 70 net, npuyem
BBIBAJICHO, YTO BO3PACT OTIIOB JOCTOBEPHO CTapIIe
Mmarepeit (puc. 1).

[Ipu sToM UHGOPMUPOBAHHOCTH CEMEH, HYX-
JIAFOIIIMXCS B TIOMOIIIH, IOCTaTOYHO HH3Kas (Tadu. 1).
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Puc. 1. Bo3pacTHoli cocTtaB poautenei getei, ctpagatowmx Ob /
Fig. 1. Age composition of parents of children suffering from orphan diseases
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Tabmmua 1/ Table 1

UHdopmMupoBaHHOCTb poguTeneii o 6J1aroTBOpuUTesibHbIX OOLLLECTBEHHbIX OPraHu3aLusx U LIKoNax ais pogurenei /
Awareness of parents about charitable public organizations and schools for parents

Ne MokazaTens / BapwvaHTbl 0OTBETOB / KonunyecTtso oTBeTOB /
Indicator Answer choice Number of responses
abc. / ab. %

1 BnarotBopuTenbHble opraHm3aumn / | Aa, 3Hato /| know 54 26,2
Charitable organization HeT, He 3Hato / | don't know 152 73,8
(n=206; 96.7%)* 3Hal0, HO HE SIB/SIIOCH €€ Y/IeHOM / 46 22,3

| know, but I'm not a member
ABNSAIOCH YIEHOM OpraHusauuu / 2 1,0
| am a member of the organization

2 LLIkonbl gnst pogmtenein / aa, 3Hato / | know 6 ,
Schools for parents HeT, He 3Hato / | don't know 179 86,1
(n=208; 97.7%)* cnbiwan(a) / heard 23 11,1

*Heckosibko BapnaHTOB OTBETA.

B xope ompoca BBISICHHIIOCH, YTO 3HAET O CY-
[IECTBOBAHUHU 0JIarOTBOPUTEIbHBIX OpraHU3AIINM,
OKa3bIBAIOUINX CIIOHCOPCKYIO MOJJEPIKKY CEMbAM
C JIETbMH, IMEIOIIUMHU PEAKUE 3a00JI€BaHUS, KaKIbIHI
YETBEPTHIN pecrnoHaeHT U3 206, JaBIIUX MMOJI0KHU-
TeNbHBIN 0TBET — 54 (26,2%). OgHaKo ABIAIOTCS
YIeHaMH MalWeHTCKUX OpraHu3aluil TOJbKO JBa
pecnionienTa. HecMoTpst Ha To, 4TO 0OIIECTBEHHbBIE
00beIMHEHNS UMEIOT IIMPOKHE MOTHOMOYHS U MPHU-
3HaHblI rocynapctBoM, 152 (73,8%) pecnonnenra
HE 3HAJIM O HAJIMYMH TaKUX OpraHu3aIui.

Y CcTaHOBJIEHO, YTO MOTPEOHOCTH B TIOCTOSTHHOM
UCIIOJIb30BAHUU JIEKAPCTBEHHBIX MPENapaToB WK
CHEUATN3UPOBAHHBIX MPOAYKTOB JIeueOHOrO MUTa-
HHSI UCHBITBIBAET COOTBETCTBEHHO 64,4% 1 58,2%
6onbHbIX Aetei [11—I14]. M3 nux OecrnaTtHO moiy-
qaloT JiekapcTBeHHbIe mpenapatsl (JIIT) 52,2% nereit
U CHEUUATU3UPOBAHHBIC MPOIYKTHI JIEYeOHOTO MH-
tanus (CIUIIT) 35,9% nereit. edunut neueOHbIX
CpEJICTB KOMIIEHCHPYETCS X IPHOOPETEHHEM 3a CUET
oromxera cembu JIIT — 33,8%, CIIJIIT — 31,1%
¥ B HEOOJIBIIIOM TIPOIIEHTE CIydaeB yepes Oiaro-
TBOpUTENbHbIE opranuzamuu — 3,3% u 1,9% ciy-
4aeB COOTBETCTBEHHO.

OBCYXAOEHUE PE3VYJIbTATOB

CoznanHbie 00IIECTBEHHBIE OPTraHU3alUUA PO-
JIMTEJIEN U MAMEHTOB BHOCAT BECOMBIN BKJIAJl B pa3-
BUTHE CHUCTEMbI OKa3aHMsI MTOMOIIM JIMIaM ¢ opdaH-
HBIMHU 3200JIEBaHMSIMH, B TOM YHCJIE B TIPEIOCTaBIIC-
HUE JIGKAPCTBEHHBIX MPEMapaToB, CICIHATN3UPOBAH-
HBIX MPOJIYKTOB JI€4eOHOT0 MUTAHUS, MPEIMETOB

yX0Jla, TEXHUYECKUX U TPAHCIOPTHBIX CPEICTB
[15—18].

DTy TO3UIUIO PA3JCIIAIOT PECIIOHICHTHI, SIBJIS-
IOIIMECS WICHAMH POJIUTEIBCKUX aCCOIMAINI WITH
OCBEJOMJICHHEIE 00 UX JEATENHLHOCTH.

OrieHKa BO3MOYKHOCTEH OOIIECTBEHHBIX Opra-
HHU3AIUA B OKa3aHUHU PA3JIMYHBIX BHJIOB MTOMOIIH
M0 TaHHOW TpoOsIeMe, 10 MHEHHIO PECTIOH/ICHTOB,
MpeACTaBICHA MO MATHOATUTHHON ITKaJe B Ta0I. 2.

Paz6poc 6am10B 10 yKa3aHHBIM IIECTH ITapaMeT-
paM HaxoauTcs B MHTEpBaie oT 3 1o 5. IIpu atom
OannbHas orieHKa 1o meaunane (50% OTBETOB) AOJK-
Ha OBITH He HIDKE 5 miId 1 1 6 MO3ULKH, HE HIKE 3
1 4 no3unuu. B 1ienom, OalIbHBIN aHAIA3 BO3-
MO>KHOCTEH OOIIECTBEHHBIX OpraHU3aIUid, 10 MHE-
HUIO 75% pecnoHAEeHTOB (BEPXHUN KBapTHIIb),
MOXET B BBICOKOH cTenenu (5 0anaoB) BIUATH HA
CHUTYaIIUIO OKa3aHUs MOMOIIIH, MTOTyYeHUE KOHCYIThb-
Tarmi yepe3 BeO-caifThl, THPOPMUPOBAHHOCTH O Me-
TOJIaX W CPENICTBAX JeUeHUs peAaxux Oosezneit (1,
2, 3, 6 mo3unuu). Bimsiaue o01ecTBEHHBIX OpraHu-
3alliil Ha MOJYyYEeHUE CBEJCHUN 00 UCCIeIOBaHUIX
B 00J1aCTH JTaHHOM TATOJIOTMU U HAa KOHTAKTHI C Bpa-
YaMHu-CrieraicTamMu (4, 5 TIO3UIMH) OIICHEHO pec-
noHjieHTaMu B 4 Oayta. Takum oOpa3zom, KauyecTBEH-
Hasl XapaKTePUCTUKA PECIOHICHTAMH NI TeILHOCTH
OOIIECTBEHHBIX OpraHU3aIlUi IEMOHCTPUPYET IIH-
POKHE BO3MOKHOCTH IO OKAa3aHHUIO MOMOIIU JJIs
yIy4dlIeHUs KadecTBa >KU3HU OO0JIBHOTO pebeHKa
U ero ceMmpu. Bpauam HeoOXoamMo aapecoBaTh
MalKEHTOB HAa B3aUMOJCHCTBUE C OOIICCTBEHHBIMU
OpTraHHU3aIHSIMH.
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Tabnmuya 2 / Table 2

OueHKa BO3MOXXHOCTe 06LeCTBEHHbIX OpraHM3auuii no naTMéannbHou cucreme /
Assessment of opportunities of public organizations on a five-point system

Mosu- B03MOXHOCTV 0OLLECTBEHHbIX OpraHN3aLmii / n % Bannbl / Points
uns / Opportunities of public organizations ;
Posi- KBapTunam / quartile
tion med | minim | max | HWKHWIA KBapTUib / | BEPXHWIA KBApTUb /
the lower quartile | the upper quartile
1 KoHcynbTaummn n nopgaepxka yepes Bed-calitol / 5 2,3 5 3 5 5 5
Advice and support via websites
2 CBefieHus1 0 HOBbIX JIEKapCTBEHHbIX Npenaparax / 5 2,3 4 3 5 4 4
Information on new drugs
3 CBepneHusi 0 BapuaHTax fieqeHus / 5 2,3 4 3 5 4 4
Information about treatment options
4 CBefeHus 0 CyLLeCTBYIOLLMX UCCNea0BaHUSAX / 5 2,3 3 3 5 3 3
Information on existing studies
5 KoHTakT ¢ Bpasamm-cneyyanmuctamm / 5 2,3 4 4 4 4 4
Contact with specialist doctors
6 BnuvsiHMe Ha cuTyaumio — okasaHue nomowm getam /| 5 2,3 4 4 5 4 5
Impact — helping children
BbIBOZbI 4. 3axaposa E.FO. MexmyHapoaHble 0OIEeCTBEHHbBIE Opra-
uuzarun // Penkue 6omesnu B Poccun. 2012, Ne 01.
bonbime nonoBunsl pomguteneit aereir ¢ Ob C. 12—13.

(73,8%) He 3HAIOT O CYIIECTBOBAHHH OIar0TBOPH- 5. Eurordis. European Organisation for Rare Diseases. URL:
b . . .
TEJBHBIX OPTAHM3AIMI ¥ HX BO3MOKHOCTSX. BEI URL: http://www.eurordis.org/sites/default/files/

p . N ’ publications/fact_Sheet RD.pdf.
ABIICH N€(QUINT 3HAHUH y POIUTENEH HE TOIBKO 6. TIpHOPHTETHBIH HALMOHATIBHBIH HPOEKT «370POBBEY.
10 Pa3JIMYHBIM acleKTaM paboThl OOIIECTBEHHBIX URL: https://ru.wikipedia.org/wiki/.
6J'Ial"OTBOpI/ITeJ'II>HBIX OpFaHHSaHPIfI, HO U 110 BOHpO' 7. Coxonos AA, AﬂeKcaHdpoea O.1O. HoBas MOJCJIb 3/1pa-
caM MEIMIMHCKOM oMo netsiv ¢ OB, YauTbisas BOOXpAaHEHMs], CBSI3aHHAs C PEIKUMU 3360neBaHI/Is{MI/I“.
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Abstract. The activities of public patient organizations are multifaceted: providing legal support to patients in order to protect
their legal rights; information and educational work, conducting “schools”, providing specific types of assistance that can provide
those involved in the problem. Public patient organizations are the “voice” of all patients with orphan diseases in solving their
problems at the level of the highest echelons of power.

From 2016—2017 years in the Reference center of congenital hereditary diseases, genetic disorders, orphan and other rare
diseases of GBUZ “Morozovskaya DGKB DZM” on a specially designed questionnaire conducted a sociological study
on awareness of parents of children suffering ABOUT the public patient organizations.

Public organizations provide information and legal support, contact with pharmaceutical companies, participate in solving
the problems of patients at the state level.

Taking into account the rights and opportunities of public associations, it is necessary for doctors to inform parents about
the existence of charitable organizations and their involvement in public patient organizations, as well as to participate in the work of
health schools for parents.

Key words: rare (orphan) diseases (ABOUT), awareness of parents of children suffering ABOUT, public charitable
organizations, sources of information, schools for parents.
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