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MyKoBucUnA03 — 0AMOPraHHOE reHeTu4ecKoe 3abo/IeBaHUE, COKpallatLllee npoAOIKNTENbHOCTb XN3HU M TPebyIo-
ljee 3aTpaTHON KOMITIEKCHOM Tepanun. SKOHOMUYeCcKoe 6pemMsi MyKOBHUCLMA03a OrpeaessieTcss CTOMMOCTbIO JIeHeHUs,
YC0BUSIMW ONTUMM3ALIMU MEAMLIMHCKUX TEXHOJIOMMI Ha OCHOBAaHUU 3MUAEMNOIOMMYECKUX 3HAHUI O XapaKTepe TeYeHUs
3a60/1eBaHMsI U Pe3YILTaTUBHOCTH MPOBOAMMON Tepannn. Bo MHOrmx ctpaHax co3gaHbl PerucTpbl 60/1bHbIX MyKOBUCLIMAO-
30M, M03BOJISAIOLNE OL|EHMBATL KA4Y€CTBO, 3Q(PEKTUBHOCTb M ONTUMAasIbHOCTb MEAULIMHCKOM NOMOLLN. Pernctpel coopmu-
pOBaHbl Ha PErMoHaIbHOM, HaLMOHa bHOM U MEXAYHapOoAHOM YPOBHSIX, YTO CrIOCO6CTBYET CO0PY MOJIHbIX U JOCTOBEPHbIX
cBefleHnI 0 60/1bHbIX A/11 NOCAEAYIOLIEro aHaan3a, CPaBHEHNS M 0606LLEHUS KIMHUKO-3MMAEMMOIOMMYECKMX OKa3aTe-
nen. O630p roCBSLEH aKTyabHbIM Ha CErOAHSALWHUIA J€Hb MPUHLMNaM OpraHmn3aLmnmn 0TEYECTBEHHbIX U HEKOTOPbIX 3apy-
6eXKHbIX PErucTpoB 60/1bHbIX MyKOBUCUMAO30M. B cTaTbe BbIGOPOYHO NPUBOAATCS NMPUMEPbI CBEAEHMHN, COAEPIKALUMXCS
B pernctpax. [IpumMeHeHHUe MosioKMTEIbHOr0 OnbiTa PaboThbl 3apy6eKHbIX PErMCTPOB B POCCHM MOXKET yy4LMTb KA4€CTBO
MeANLMHCKOM MomMolLm 60J1bHbIM MyKOBUCLIMAO30M.

KnroyeBblie cnoBa: MyKoBUCUMA03, KUCTO3HbIN GUOPO3, PErucTpbl, ONTUMUIaLIMSI MEAMLMHCKON NOMOLYH, peaKne 3aborie-
BaHMs1, BbICOKO3aTpaTHbIe HO30/10r 1.

(Ana untupoBaHuns: Angpees [.A., bawnakoBa E.E., XayaHoBa H.B., Jasbigosckas M.B. Peructpbl 60/1bHbIX MyKOBUCLM-
[I030M: OTEYECTBEHHbIN U 3apybexHblit onbIT. [Teguatpudeckas papmaxonorus. 2017; 14 (2): 115-126. doi: 10.15690/
pf.v14i2.1726)

BBEAEHMUE

MyKoBuCLUMAO3 — Haubonee pacnpocTpaHeHHoe cpe-
OW npeactaBUTENEen eBPONMeoMAHOM pacbl HacneaCTBEH-
Hoe 3aboneBaHuWe, COKpalaloliee MNPOAOSIKUTENBHOCTb
KU3HU M Tpebylollee 3aTpaTHOM KOMMNEKCHOM Tepanuu
[1-3]. Mo pa3HbiM MCTOYHWMKAM, B MWPE HaCYUTbIBAET-
ca oT 70 go 100 Tbic. 60MbHBIX MYKOBMUCLMAO30M [4—06].
Y npeactaBuTener eBpONeouaHOW pacbl MYKOBUCLMAO3
BCTpeyaeTcs ¢ Yyactoton oT 1 Ha 600 go 1 Ha 17 000 HoBoO-
poxaeHHbIX. B Poccuickon Pefepauun 3T0T nokasartenb
coctaBnseT 1 Ha 10000 HoBopoxaeHHbIX [7]. B CLUA ¢ BHe-
APEHNEM HOBbIX MEAMLMHCKUX TEXHOMOMMM, NMO3BOSIOWMX
flydlle AMarHoCTMpOBaTb M N€YUTb MYKOBMCLIMAO3, Hame-
TMNacb TEHAEHUMS K YBENMYEHMIO BbIXKMBAEMOCTW, 3Ha-

YUTENbHOMY YBENMYEHUIO OONM B3POC/bIX nauueHToB [8].
BbixknBaeMocTb 60/bHbIX B PP TakKe Bbipocna M AOCTUT-
Nna K KoHuy 2013 r. B MocKoBCcKOM pervoHe 39,7 roaa,
a B uenom no ctpaHe — 16 net [9]. HecmoTpss Ha 3To
Mo-NpeXHeEMY MHOTMEe MauueHTbl yMUPatoT B paHHEM BO3-
pacTe [10]. CKnagpiBatowasncsa cuTyauns TpebyeTt NpuHaTUsS
[OMONHUTENbHBIX Mep Mo cucTemMatTusauum MHbopmalmu,
nomoraiwen BbIIBUTb U OLEHWUTb MOTPEOHOCTU NauMeH-
TOB C LieNblo YNy4YLeHUs JOCTYNHOCTU COBPEMEHHbIX Meau-
LIMHCKUX TEXHOMOrnm ans GONbHbIX Kak B AETCKOM, TaK
M BO B3POC/IOM CErMeHTE CWUCTEMbl 3APaBOOXPaHEHMUS.
BonbHble MYKOBUCLIMAO30M HYXJAOTCA B 3aTpaTHOW Meau-
LIMHCKOM MOMOLLM, BK/OYAIOWEN OKa3aHWe KOMMNEKCHbIX
BbICOKOCMELMANU3NPOBaAHHbBIX MEAULMHCKUX YCAyr, npo-
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BeJeHWe afjleKBaTHOM JIeKapCTBEHHOW Tepanuu LOoporocro-
AWMMKU Npenapatamu. B 4acTHOCTW, MoKasaHo, 4YTo 3aTpa-
Tbl B MOCKBE Ha MeAMKaMEeHTO3Hyl Tepanuio Ais OAHOro
60/1bHOroO Bbipocnu B nepmoa ¢ 1993 no 2013 r. 6onee 4em
B 10 pa3s (c 1,8 go 21,9 Tbic. gonnapos CLLUA cooTBETCTBEH-
HO, Mo Kypcy LleHTpanbHoro 6aHka Poccuu), 4To conpoBo-
Aanocb yBenmMyeHneM BbIXXMBaAEMOCTU 60JIbHbIX B PErMOHE
[11]. Ana onTUMMU3auUMKM KadecTBa MeAMLMHCKOW MOMOLLM
60/1bHbIM, MPOrHO3MPOBaHMA NoKasaTenen 3aTpaTbl—adPeK-
TUBHOCTb, 0606WEHUS 3NUAEMUOSIOTMYECKON CUTyaLnu,
OLIEHKM BbI)KMBAEMOCTW, aHaM3a eCTECTBEHHOr0 TeYeHUs
N TSXKecTn 3abonieBaHus, pa3paboTkn 3GPEKTUBHbBIX MHHO-
BaLMOHHbIX TEXHONIOMMI B Poccuu 1 psiie 3apybexHblx cTpaH
OblM cO3aaHbl PerncTpbl 60bHbIX [12-14].

[MoHsTUE «perncTp naumMeHToB» CHOPMYIMPOBAHO B SiUTe-
patype cneayiouwum obpasom: «Peructp nauyuMeHtoB — 370
OopraHvM30oBaHHasi cuUcTema, KoTopas Mcronb3yeT obcepBaLiy-
OHHble MeToAbl UCCeaoBaHus Ana c6opa OAHOPOAHBIX AaHHbIX,
MCMONb3YEMbIX 4151 OLEHKW pPe3ynsTaToB NPUMEHSAEMbIX Meau-
LIMHCKKUX TEXHOMOI WK, U CITYXXUT ONpeaeneHHON Hay4HOM, KITUHHU-
4YEeCKOW UM opraHn3aLoHHOM Lenw» [15]. Pernctpbl nauneHToB
OKa3alucb He3aMeHUMbIMM B OOecneyeHun wccnefoBaHum
XPOHMYECKMX 3aboneBaHnin 6narogaps anuaemMuonornyeckomy
onucaHuio TeyeHus 3abonesaHus [15]. OCO6EHHO MoNe3HbI
perncTpbl peiknx 3aboneBaHni, TakMX Kak MyKOBUCLMA03 [5],
Korga nosyvyeHve OTBETOB Ha BOMPOChbl O eCTECTBEHHOM Teye-
HWK 3a60N1eBaHNA BO3MOXHO TOJIbKO MyTEM BbIMOIHEHUS 60/1b-
LUMX MHOTOLEHTPOBbIX UCCNeA0BaHWUM, NOCKONbKY B OTAENbHbIX
pervoHanbHbIX LIEHTPax MyKOBMCLMAO3a Habnopaetcs orpa-
HWYEeHHOoe 4Yncno 60nbHbIX [15]. Pernctpbl peakux 3abonesa-
HUMN OGBEAMHSAIOT U CUCTEMATU3UPYIOT CBEAEHUS MO HebOoJb-
WKMM rpynnam O0NbHbIX B €4MHWUYHBIX LIEHTpax, 4To Aenaet
BO3MOXHbIM MpoBefeHne Habntogate/bHblX WCCefoBaHUM
W NNaHWpoBaHWe 3aTpaTt Ha MEAMLIMHCKYIO NOMOLLb [16].

B 2013 r. B Poccun OyHKUMOHMPOBANo 57 AETCKMUX
1 10 B3pOCnbIX pernoHanbHbIX LEHTPOB AN1S le4eHns 60/b-
HbIX MyKOBMCLMA030M. B 60NbWNHCTBE N3 HUX CO34aHbl UK
CO3/aloTCs pervoHasibHble PErncTpbl, C MOMOLbIO KOTOPbIX
yaaeTcs nosiyYnTb NonHoe npefctaBieHne 06 anuaeMmono-
TMYECKMX, AMArHOCTUYECKMX, KITMHUYECKUX XapaKTePUCTUKaX
TeyeHua 3abonesaHus [9]. Kpome TOro, B Poccun cunammu
MuHucTepCcTBa 3ApaBooOXpaHeHns co3aaHbl PeaepanbHbin
M PoCCUMCKMIM HauMOHaNbHbIM pernctpbl. B HacToswem
0630pe paccmaTpualoTCcs BONpochbl GOPMUPOBaHUS, CTPYK-
Typbl U GYHKUMKU Hanbosee 3Ha4YUMbIX POCCUMUCKMUX U HEKO-
TOPbIX 3apyberKHbIX PerncTpoB 60MbHbIX MYKOBMUCLMAO3OM.
BmecTe ¢ onvMcaHuem pervcTtpoB NpUBOASTCH MPUMEpPbl MX
KNOYEBbIX AAHHbIX.

®ENEPAJIbHbIA PEFTUCTP BOJIbHBIX

7 BbICOKO3ATPATHbIMU HO30JIOTUAMHU

B Poccun chopmupoBaH deaepanbHblit perucTp 60osbHbIX
reModuaMen, MyKoB1MCLMA030M, TMNOPU3apHbIM HAHU3MOM,
6onesHbio olwe, 310Ka4YeCTBEHHbIMM HOBOOOGPA30BaHUAMMU
NMMPOULHON, KPOBETBOPHOM WM POACTBEHHLIX MM TKaHEW,
paccesiHHbIM CKNepo30M, nL, Nocne TpaHcnaaHTauun opra-
HOB U/UNKN TKaHen. CeMb NEPEYUCIEHHbIX HO30/10MMI CUYUTa-
t0oTCS BbICOKO3aTpaTHbIMKU. Co3aaHne perncrpa o6ycnoBieHo
HEOOX0AMMOCTbIO 3DPEKTUBHOIO pPacxogoBaHUA dUHAHCO-
BbIX CPeACTB Ha ob6ecrneyeHne 60JbHbIX bFOTHbIMU Meau-
LUMHCKUMK YyClyraMu U fiekapcTBamu, CTOMMOCTb KOTOPbIX
KOMMEHCUpPYeTCs 3a cyeT cpeacTB deaepanbHOro GloaKeTa.
Pernctpauus ceefeHuin o 60/bHbIX 3aKpenieHa 3aKkoHoaa-
TenbHOM 6a30M, peryampyetcs HOpMaTUBHLIMKU MPaBOBbIMU
aKTamu, npeactaBfieHHbIMK B Tabn. 1 [17].

CornacHo HOpMaTUBHbIM JOKYMEHTaM, PErMcTp 60/bHbIX
7 BbICOKO3a@TpaTHbIMKU HO30/M0rMsAMKU BeaeT MUHUCTEPCTBO
3apaBooxpaHeHns Poccuinckon Peagepaumun. OCHOBHbIE CBeE-

[EeHUs 0 NaumeHTax ¢ MyKoBMucLMao3oMm B PepepalibHOM
pernctpe BKAOYAIOT KOA 3a60neBaHus, AaHHble CBUAETENb-
CTBa O pPOXAEHUMM Nnb6O MNacrnopTHble AaHHble NauUMeHTa,
afpec MecTa MMUTeNbCTBa, CTPaxoBble CBeAEHMs, MHOPp-
MauMio O BbIMUCKE M OTNYCKE JIEKApCTBEHHbIX MNpenapa-
TOB M HECKONIbKO APYruMx XapakTepucTuK. Pernctp Bepetcs
B 9/IEKTPOHHOM BMWAE C MOMOLbID aBTOMaTU3MPOBAHHOM
CUCTEMbI perucTpaumm aaHHbix [18]. HecmoTpsa Ha obulero-
cyaapcTBeHHbIM MacwTtab denepanbHOro peructpa, Ymcno
cobrpaemblx NapaMeTPoOB B HEM OrPaHUYEHO, U B €ro CTPYK-
Type OTCYTCTBYIOT JaHHbl€ O Te4EeHUM 3a60NEeBaHUSA, KIMHUYE-
CKMX XapaKTepUCTUKax NaunMeHToB, UCX04axX U MHOTWE apyrue
HyXKHble cBeaeHus. Mo dopme 1 coaepaHuio — 310 peectp
60/1bHbIX. TaKUM 06pPa30M, AaHHbIN UHCTPYMEHT HE MOXET
NPUMEHATLCS ANS PELIEeHNs BCEro Kpyra 3ajay, CBA3aHHbIX
C ynpaBieHWEM Ka4eCTBOM MEANLIMHCKOM NOMOLLM GOJTbHbIM
MYKOBMCLIMAO30OM.

PEFUCTP PEAKUX XPOHUYECKUX 3AEO0JIEBAHUI

JNIETKMX Y RETEW

MyKoBMCLIMAO3 BK/IKOYEH B CMUCOK pPeaKkux (OpdaHHbIX)
XPOHMYECKMX 3aboneBaHnn nerkux. B Poccuickon depepa-
UMK 3TUMU PEdKMMM NaTonorMsamMm ctpagaeTr He meHee 1%
[eTcKoro Hacenenus [19]. ns pelleHns BOMPOCOB OKa3a-
HUA KBanUOULMPOBAHHON MEAULMHCKON NOMOLLM 6OSIbHbIM
opdaHHbIMU XPOHUYECKUMKU 3ab0neBaHUsAMU NEerkux nopg
PYKOBOACTBOM creumanuctoB Hay4Ho-uccnefoBaTenbCKoro
KMHMYECKOro MHcTUTyTa negunatpum N6OY BIMO «Poccuinckunim
HaLMOHaNbHbIKN McCcneaoBaTeNbCKUA MEAULMHCKUA  YHU-
BepcuTeT uMm. H.W. Nuporosa» Munsgpasa Poccun cospaH
peructp. B cnvcok napameTpoB peructpa BOWIW AeMO-
rpaduyeckme xapakKTepucTuKK, aHaMHe3, CoLMalibHbIM CcTa-
TYC, pes3ynbTaTbl JIe4eHUs U MNPOBEAEHHbIX MaHUMYNSaLUNM.
B HacTosllLee BpeMs permcTp HaxoamMTcsa Ha atane GopmMuUpo-
BaHMWS B COOTBETCTBMM C PEKOMEHAAUMAMMU U NPU MOAAEPHK-
Ke crneunanuctoB PocCUMMCKOro neaMaTtpuyeckoro pecnupa-
TopHoro o6uiectBa [20].

HALMOHAJIbHBIA PEFTMCTP BOJIbHbIX

MYKOBUCLIMA030M POCCUICKON ®EAEPALIUU

B cBSI3n ¢ HEOGXOAMMOCTbIO HaKOMIeHUs, 06pabOoTKK
N cuctematusaumm 6onee nNogpo6HOW FeHETUHECKOW, Kiu-
HWYECKOM, TepaneBTUYECKOMW, AMarHOCTMYEeCKOM WHbopMa-
LMK pa3paboTaH NPOEKT HaLMOHANbHOrO perncrpa 60/bHbIX
MyKoBMcLIMAO030M Poccuiickon depepaunn. OT4eT 0 pea-
nM3aumm npoeKkta nybauMKyeTca exerogHo. Mctopus cos-
JaHua perncrtpa Hadanacb B 1998 r. npu yvactum HUU
NyN1bMOHONOMMKU, Koraa Oblin cobpaHbl AaHHbIe MO BbIXKK-
BAemMoCTM W [0NM B3POCNbIX U3 6 perMoHoB. OaHako, aTa
paboTa 6blna npepBaHa Mo psagy NpuUynH, B pesynbrate Yyero
pasBMBaNiUCb NWWb OTAENbHblE PErvoHabHble PErncTpbl,
He UMeloLLMEe eIMHOW CTPYKTypbl U BKIOYatolme nHbopma-
LMIO TONMbKO MO 60/bHbIM AeTCKOro Bo3dpacTa [12]. B HacTo-
dlee BpPemsl NMPOEKT MO BefeHWio PoccuicKoro perucrpa
60/IbHbIX MYKOBWUCLMAO30M peannusyeTcs 0o6LepoCCUMCKon
06LecTBEHHOM OpraHun3aumen «Poccuinckas accouunaumsa ans
60/bHbIX MYKOBUCLIMAO30M» U POCCMMCKUM pecnupaTtopHbIM
obuiectBom. CBeaeHns 0 6OJIbHBIX COOUPAIOTCH B €AUHYIO
HauunoHanbHylo 6a3y AaHHbIX. Pernctp Begetcs cneuuanu-
cTamu POCCMIMCKOro AEeTCKOro (Hay4yHO-KIMHMYECKOro oTae-
na myKoBucumngosa PrbHY «MeanKo-reHeTM4ecKuin HayqHbIn
LleHTp») M B3pocsioro (nabopartopua MykoBucumaosa OrbHY
«HUW nynbmoHonorun» ®MBA Poccumn) LIEHTPOB MYKOBUCLIN-
[o3a. HayyHo-KanHMyeckuin otaen mykoBucumaosza PrbHY
«MeOnKO-reHETUYECKNIA HayYHbIM LEeHTP» BbIMNONHAET YHK-
LMK POCCUIMCKOro LIEHTpa MYyKOBMUCLMAO3a U KOOPAMHUPYET
paboTy pernoHanbHbIX LIEHTPOB. [locneaHnn Nogpo6HbIA OTHET
no PoccuiickoMy peructpy 60bHbIX MYKOBUCLIMAO30M OnMy-



Ta6nuua 1. HopmaTuMBHbIE JOKYMEHTbI, pernameHTUpyloLune opraHnsanmio u BegeHne degepanbHoro peructpa 60nbHbIX remobunuen,
MYKOBUCLKAO30M, rMnodr3apHbIM HaHU3MOM, 601e3Hblo loLwe, 3/10Ka4eCTBEHHbIMWM HOBOOGPA30BaHUSIMU NUMPOULHON, KDOBETBOPHOM
M POACTBEHHbIX UM TKaHEN, pacCesHHbIM CKIepO30M, UL, Noc/e TpaHcnaHTauMmM opraHoB U/Wan TKaHewn [17]

Table 1. Regulatory documents regulating the organization and management of the Federal Registry of patients with hemophilia, cystic
fibrosis, pituitary abscess, Gaucher disease, malignant neoplasms of lymphoid, hematopoietic and related tissues, multiple sclerosis, of
people after organ and/or tissue transplantation [17]

JloOKyMeHT [arta Bbixoga Ha3BaHue (I AT A
Ha anpenb 2017 r.
[MocTaHoBNEHME 26.04.2012 06 yTBepxaeHuu Mpasun BegeHns degepanbHOro peructpa [enctButeneH
MpaBuTenocTBa (pea. ot NnL, 60NbHbIX reModunnen, MyKoBMCcLUA030M, rMnopusapHbIM
P® Ne 404 09.04.2016) HaHW3MOM, 60ne3Hbto Mowe, 310Ka4eCTBEHHbLIMU
HOBOO6Pa30BaHUAMU NTMMPONOHON, KDOBETBOPHOM M POACTBEHHbIX
UM TKaHEeNn, paccesHHbIM CKNePO30M, UL, MOCe TPaHCMIaHTauum
OpraHoB U (MNK) TKaHen
MNMocTaHoBneHue 09.04.2016 O BHeceHun n3ameHeHun B Npasuna BeageHns PeaepansHoro [ewnctButeneH
MpaBuTenbcTBa perucTtpa nuu, 60MbHbIX reModunnen, MyKoBUCLMAO30M,
P®d N2 288 rmnodumsapHbIM HaHNM3MOM, 60/1e3Hblo loLle, 310Ka4eCTBEHHbIMU
HOBOO6GPa30BaHUAMM TMMbOUAHON, KPOBETBOPHOM U POLCTBEHHbIX
UM TKaHEeN, paccesHHbIM CKNePO30M, UL, NOC/e TpaHcnaHTauum
OpraHoB v (MNK) TKaHemn
Mpukas 15.02.2013 O Mepax no peanusaumm noctaHoBNeHUs [paBUTENbCTBA [encteuteneH
MuH3gpaBa (pea. ot Poccuiickoin depepaumnm ot 26 anpens 2012 r. N2 404
Poccumn N2 69H 10.04.2015) «06 yTBepxaeHuu Mpasun BegeHns degepanbHOro
perucTpa nuu, 60/bHbIX reModUInER, MyKOBUCLIMAO30M,
runodm3apHbIM HAHU3MOM, 60J1Ie3HbI0 [oLLe, 3N0KaYeCTBEHHbIMMU
HOBOOGpa3oBaHUAMU NTMMOONAHOM, KDOBETBOPHOW U POACTBEHHbIX
WM TKaHEeN, paccesHHbIM CKNEePO30M, WL, NMOC/e TPpaHCIaHTauum
OpraHoB U (MNK) TKaHen
MpuKas 28.11.2007 06 opraHe, ocywecTensiowem sBegeHne egepanbHoOro perncrpa [enctButeneH
MuH3apaBcoL- (pea. o1 21.05.2008 | 601bHbIX reMobuUnen, MyKOBUCLIMAO30M, TMNodU3apHbIM
pasBuTtuns PO N 234H) HaHU3MOM, 60n1e3Hblo lMolwe, MMEeNonenko3oM, paccesiHHbIM
Ne 727 CK/1IEPO30M, @ TaKKe Nnocne TpaHCnaaHTaLun OpraHoB U (MK) TKaHewn
depepanbHbli 21.11.2011 06 ocHOBax OxpaHbl 340pP0BbA rpaxkaaH B Poccuitickon ®epepaunn | [enctBureneH
3aKOH (pea. ot
N2 323-93 03.04.2017)
depnepanbHbIi 26.04.2016 O BHeCEHWM n3MeHeHWI B PeaepanbHbli 3aKoH «O6 ocHoBax [ewnctBuTEeneH
3aKOoH oXxpaHbl 310p0BbS rpaxaaH B Poccuiickon deaepaumm
Ne 112-93
PacnopsixxeHue 26.12.2015 MNepeyeHb NeKapcTBEHHbIX NpenapaToBs, NpeAHa3HaYeHHbIX [enctButeneH
MpaBuTenocTBa ana obecrnevyeHuns nuL, 60nbHbIX remoduanen, MyKoBucLMa030M,
P® N2 2724-p rmnodumsapHbIM HaHU3MOM, 60/1e3Hblo [olle, 310Ka4YeCTBEHHbIMU
MpunoxeHune N° 3 HOBOOGpa3oBaHUAMU NTMMOONAHON, KPOBETBOPHOW M POACTBEHHbIX
UM TKaHeN, paccesHHbIM CKNePO30M, UL, NMOCe TpaHCnIaHTauum
OpraHoB U (Mn) TKaHen
PacnopsixeHne 28.12.2016 06 yTBEPKAEHMU NEPEYHS HMBHEHHO HEOBXOAUMbBIX U BaXKHENLIMNX [encteuteneH
MpaBuTenocTBa NleKapCTBEHHbIX NpenapaToB AN1 MEAULMHCKOTO MPUMEHEHNUA
P® N2 2885-p Ha 2017 rog
depnepanbHbli 27.07.2006 O nepcoHanbHbIX AAHHbIX [enictButeneH
3aKoH N2 152-93 (pea. 01 22.02.2017
N 16-$3)

6nuKkoBaH B 2016 1. B Hero Bolwna uHbopmaumsa 3a 2015 r.
13 81 cy6beKkta Poccuiickon deaepaumm, BKIOYatoLaa AaH-
Hble 2916 nauMeHToB, B T.4. 2877 MBbIX U 39 yMepLIuX.
[aHHble no 4 cybbeKkTaM He BoWwu B oT4eT 3a 2015 r. [21].
C 2011 r. 4Mcno NaUMEHTOB B PErucTpe HenpepbiBHO
pacTeT (¢ 1026 B 2011 1. 1o 2916 B 2015 r.). Micnonb3ytoTcs
KPUTEPUU BKIOYEHUS NALLMEHTOB, NO3BONSIOLMNE UHTEMPUPO-
BaTb COOpaHHble AaHHble B MexAyHapoaHbli EBponencKuni
peructp. B ot4eTbl no pernctpy 3a 2014-2015 rr., no cpas-
HEHWIO C OTYETaAMM MPEAbIAYLIMX NET, BOLWAN AOMNONHUTENb-
Hble TPad®UKK, PUCYHKK, TabnuLbl, NPUBOASATCA MNOAPOOHbIE
reHeTM4ecKkne AaHHble, NpeacTaBfieHa OLUEHKa OXuaaemomn
NPOLOIKUTENBHOCTU XM3HU OONbHbIX AETEeN, POXKAEHHbIX
nocne 2010 r. CnegyeT OTMETUTb, YTO B HaCTOsILLEE BpPEMS
reHEeTUYECKNIN AMarHo3 MOXET ObiTb MCNONb30BaH Ans Bbl6O-
pa TaKTWKW Ie4EeHUs, U COOTBETCTBYIOLME CBEAEHWS B PErn-
CTPe BaKHbl 415 onpefeneHns NoTpebHOCTEN U YUCIEHHOCTH

LleneBon Nonynsuun NaLmMeHToB ¢ NoKa3aHUsIMK K Ha3Have-
HUIO MHHOBALMOHHbIX NpenapaTos [21, 22].

CTpyKTypa peructpa BK/OYaeT AaHHble Mo Aemorpa-
dUYECKNM XapaKTEePUCTMKAM MaLMEHTOB, KIMHUYECKOMY
W reHETUHECKOMY CTaTyCy, MPUMEHSAEMON Teparnuun, pasBuUTUIo
OCNIOXHEHUW 3aboneBaHus, BbIXXMBAEMOCTU U T.4.— BCEro
0KOJ0 75 NapaMeTpoB, Haubonee 3Ha4MMble U3 KOTOPbIX Cre-
Aylolime: nos, Bo3pacT HAa MOMEHT YCTaHOB/IEHUS AMarHo3sa,
HanMyne MEKOHMEBOrO Weyca Mpu POXKAEHUW, pe3y/bTaTbl
NOTOBOM NMPOGLI M FTEHETUYECKOrO aHanmM3a, 06beM GOpPCUpPo-
BaHHOro Bbljoxa 3a nepsyto cekyHay (OPB, ), dopcruposaHHas
YKU3HEHHas eMKoCTb nierkux (PHEJ); poct u macca Tena nauu-
€HTa, U3MEpPEHHbIE B eHb NPOBeAeHNS CMMPOMETPUN; HaNK-
yne unHdeKummn Pseudomonas aeruginosa, Staphylococcus
aureus, Burkholderia cepacia, Stenotrophomonas maltophilia,
Apyron rpamoTpuLaTenbHON Gopbl, HETYGEPKYIE3HOr0 MUKO-
6aKTepUo3a; pasBUTUE OCITIOXKHEHWUI B OTHETHOM rofy; NPOBO-
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aMMas Tepanus; Haanyne OHKONOrMYecKux 3aboneBaHui;
TpaHCNAaHTaums NevyeHn; MHAEKC Macchl Tena (MOXET BblyunC-
NATbCS B aBTOMATUYECKOM pPEXMME Nporpammoi BcemupHom
opraHusauuun 3gpasooxpaHeHus Anthro npu nposefeHwn
KOMMbIOTEPHON OLIEHKM pa3BuTUs pebeHka) [12, 21-23].

MHdopmauumsa no naumeHTam B oT4yeTax 06e3nnyeHa, npo-
Lueaypbl XpaHeHus U 06paboTKM MHOpMaLMKM nonagatoT noa
nencteue denepanbHoro 3akoHa «O NepcoHasbHbIX JaHHbIX»
[24]. B yacT1 ot4eTa, NOCBSALLEHHOM HEMOCPEACTBEHHOMY aHa-
JIMTU4ECKOMY OMUCaHWUIO MoKa3aTenen perunctpa 3a 2015 r.,
copepxutca 15 pasgenos: o6was nHbopmaLms, Bo3pacTHas
1 nonoBas CTPyKTypa 60/bHbIX, AMAarHOCTMKA MYKOBMCLMAO3a
(BO3pACT ycTaHOBAEHMS AMarHo3a, A0NS MauMeHToB C ycTa-
HOBJIEHHbIM [MArHO30M MO HEOHaTalbHOMY CKPWHWHIY, A0Ns
GONbHbIX C MEKOHWEBBLIM WIEYCOM), IMAarHOCTUKA B OTHETHOM
2015 ropy (aHanornyHas MHGopmaLMs No nauueHTam ¢ Bnep-
Bble YCTAHOB/MIEHHbIM JMarH0O30M MYKOBUCLMA03a B OTYETHOM
rogy), NOTOBbIA TECT, reHeTUKa, MUKPOBMONorus, pecnupa-
TopHas GYHKLUMS, HYTPUTUBHbBIM CTaTyc, pasfen ¢ onucaHuem
3aBMCUMOCTM CMUPOMETPUYECKMX BEIMYMH OT HYTPUTMBHOMO
cTaTyca, OCNIOXXHEHUS 3a60NeBaHNs B TEKYLLEM FOAy, le4eHue,
TpaHCcMAaHTaUms, BblXXMBAeMOCTb, 3aKktodeHmne. CneunanbHas
rpada noceslleHa TpaHCNAaHTaLuuMKn, B KOTOPOW OTPaXeHo
BO3pocLiee Y1CNo 60MbHbIX NOC/E NEPEeCagKM NErKUX U NeYEHN
(9 M 3 60MbHBIX COOTBETCTBEHHO 3a OTYETHbIM 2015 ron).
B NpunoxeHuMn K OTHETY YKasaHbl Cpeau MpoYMX KpUTepuu
BKJTIOYEHMS NALIMEHTOB B PETUCTP, NEPEYEHb JaHHbIX PerncTpa,
CMUCOK PeKOMeHLyemon nutepatypsl [21]. JaHHble npuBeseHbl
Mo PasfiM4HbIM pernoHaMm W AenalT BO3MOXKHbIM NpoBeje-
HWe CpaBHUTENBbHOrO aHannsa WHdOopPMaLMK, YTO NO3BONSET
onpefennTb COBOKYMHOCTb afpecHbliX Mep Mo o6ecneyeHunto
NeKapcTBamu 60MbHBIX M YNYHLWEHUIO KayecTBa MeAULIMHCKON
MOMOLLY B OTAEbHbIX PErMoHax cTpaHbl. Moapo6HbIe OTHETHbIE
pesynsTathbl No perucTpy 3a nepuog ¢ 2011 no 2015 r. goctyn-
Hbl 1151 03HAKOMJIEHNS B ceTU NHTepHeT.

lNpoBeaeHa pabota MO MHTErpauuun v cTaHAapTU3aL MK
nepeyYyHs AaHHbIX perucTpa B COOTBETCTBUM C TpeboBaHu-
MM MO NpefocTaBfeHU0 MHbOpPMaLMK B MexayHapoa-
HbIY perncTp EBponenckoro o6uiectBa No MyKOBUCLMAO3Y:
Habop pPernucTpupyembix xapakKTePUCTUK B POCCUICKOM peru-
CTpe BO MHOroM coBnajaeT ¢ nepeyHeM napameTpos EBpo-
NencKoro perncrTpa MyKoBucLMAo03a (CM. gasnee), a no HeKo-
TOpbIM pasgenam Aaxke npefactaBneH WM npoaHannM3vpoBaH
6onee nogpo6Ho.

OcHoBoW Poccuickoro perucrtpa aBngercd MHOOp-
Mauus, cobrpaemas U3 OTAENIbHbIX PErTMOHOB U LEeHTPOB
MyKoBucuUMao3a. lpuBnevyeHne cneuuannctoB U3 peru-
OHOB K paboTe NoO peanu3aunn MNpoeKTa YBENUYWUIO
06beM M yNyylWMNOo Ka4yecTBO O06beAMHSAEMbIX [AaHHbIX.
Bcero B pa6oTe no co3gaHuto peructpa 2015 r. B cocTa-
Be paboyen rpynnel yyactsosano 6onee 110 cneuuanu-
cToB M3 45 pernoHoB. BHeceHne HeO6XOAMMbIX M3MeEHe-
HWUW, ONTUMKU3auuUsa paboTbl NO CcOOPY U cUcTEMaTU3aLUK
nHdopmaunm 3pPeKTMBHO 6Grarogaps HalarKeHHOMY
B3aMMOAENCTBUIO CNELMaNMCTOB PernoHanbHbIX LEHTPOB
MYKOBMCLMA03a B paMKax co3aHHOM npodeccnoHanbHom
CeTu KOoHTaKToB [21].

PETMOHAJIbHbIE PEFTMCTPbI BOJIbHbIX

MYKOBUCLIMAO30M HA NPUMEPE

MOCKOBCKOIo U APOCJIABCKOro PETMOHOB

10 MHEHMIO HEKOTOPbIX aBTOPOB, HaLMOHAaNbHbIN PETUCTP
60/bHbIX MYKOBUCLIMAO30M B Hallen cTpaHe chopMUpoBaH
He [0 KOHL, B CBA3WM C YEM MOXET NPeacTaBATbLCA aKTy-
anbHbIM aHanu3 [aHHbIX B PermoHanbHbIXx perucrpax [25].
TaK, Hanpumep, B MOCKOBCKOM M FpocnaBCKOM pernoHax
3aMHTEPECOBAHHbIMU CMELMannucTaMm npoBoaniach aHa-
NUTMYeckaa paboTta No BbISBAEHUIO 0COBEHHOCTEN TEYEHUS

MYKOBMCLMAO3a Y nauueHToB. CTPYyKTypa pPervoHanbHbIX
M HaLMOHaNbHOIro pernctpoB cxoxa. O6a Buaa perucTpos
BKJIIOYAIOT JeMorpaduyeckue, TepaneBTUYECcKne, KInHUYe-
CKME, FeHeTUYECKME XapaKTepPUCTUKU. B onyGanMKoBaHHbIX
C.A. KpacoBCKMM M coaBT. pe3y/nbTaTax aHanus3a cneuu-
anbHO chopMUpoBaHHOro perncrpa MOCKOBCKOro perMoHa
(. MockBa M MocKoBCcKas 06nacTb) NMPMBOAATCS AaHHblE
no coctosHMio Ha 31.12.2012 [25]. K aTon gaTte B peructp
6b1n BKAoYeHbl 400 nauneHToB (48% 6G0NbHbIX YEHCKO-
ro nona), y KOTopbix 6bll AMArHOCTUPOBaAH MYKOBMCLIMAO3,
cpenHun Bo3dpact — 13,3 £ 10,1 roaa; aons 601bHbIX CTap-
we 18 net coctaBuna 32%. MNauneHTbl NPOXOAWIN fleyeHne
uUnn Habnoganucb B MOCKOBCKOM LIEHTPE MyKOBMCLMAO3a
Ha 6a3e [JeTCcKoW ropoACKOM KNMHUYECKOM 60nbHULbI N2 13
uM. H.®. dunatoBa, PIrbY «PoccuiicKkasa oetckas KaMHuye-
cKaa 6onbHULa», PIBY «HayyHbIM LEHTP 340pOBbS AeTemn»
(B HacToswee Bpema HaumMoHanbHbIM Hay4HO-MPaKTUYECKUI
LeHTp 3aopoBbs aeten) u PrbyY «HUM nynbmoHonorunu»
®OMBA Poccuu. Mo pesynbtatam aHanmM3a JaHHbIX 3a Nepuoj
¢ 2003 no 2012 r. MeanaHa BbIXXMBAEMOCTU BOJIbHbIX COCTa-
Buna 39,5 roga [25].

B coBmecTHOWM aHanuTM4eckon paboTe chneuunanu-
ctoB Y3 A0 «[leTckaa KIMHUYecKas OGonbHuua N2 1»
(r. ApocnaBnb) U MeauKo-reHeTU4ECKOro Hay4YHoro LeHTpa
(r. MocKBa) n3noxeHbl pesynbTaTbl OLEHKU GYHKLWMOHMUPO-
BaHWS pernctpa 60MbHbIX B ApPOCNaBCKOM PErnoHanbHOM
LeHTpe mykoBucumaosa [13]. Peructp Begetca ¢ 2006 T.
W BKJIIOYAET AaHHble nauueHToB, Habnoaatoumxes ¢ 1990 r.
Mo aaHHbIM Ha 2011 r. B Hero 6bI1M BKIOYEHbI 53 nauueHTa
¢ MyKoBuMcUuao3om. O6Liee YACNO perucTpupyemMblx nokasa-
Tenen coctaesuno 30, BKIOYaAsA nacnopTHble, aHaMHeCTUYe-
CKME U reHeTmyeckue aaHHble [13]. Peructp fApocnaBcKoro
PErnoHanbHOro LUEHTPa MyKOBMUCLMAO3a BKOYAET AaHHblE
06 ncxopax y 60/1bHbIX MyKOBMCLIMAO30M, YTO CYLLECTBEHHO
obneryaet oLeHKYy 3OPEKTMBHOCTU U 6e30MacHOCTU Tepa-
NeBTUYECKMUX MOAXO/I0B.

PEFMCTP EBPOMEWCKOr0o OGLECTBA

no MyKoBucLuaosy

B HacTosWwem 0630pe cnegyet oCTaHOBUTLCA NOApobOHee
Ha opraHuM3dauuu paboTbl peructpa EBponenckoro obuye-
CcTBa N0 MYKOBMUCLIMAO3Y, T. K. HAKOMIEHHbINA OMbIT 0COGEHHO
BaXXeH /15 NOCTPOEHMS 1 YNPaBAEHUS HaLMOHaNbHbIMWU UK
pernoHanbHbiMK pernctpamu. B ctatbe L. Viviani u coaBT.
coobuaeTtcs, 4To B dopMe MHOOPMMPOBAHHOIO cornacus
nauMeHToB U B Ny6GAMYHbIX 3/IEKTPOHHBLIX MaTepuanax 060-
3HayeHa cneaylollas Leb pernctpa, yTBepaeHHasa nepsom
paboyen rpynnomn: «...oLueHKa, 0630p 1 CpaBHEHWE acneKToB
TEYEeHMNS MyKOBMUCLIMAO3A U €ro SIeYeHUs B CTPaHax-y4acTHu-
Lax, U Kak cneficTBUe CTUMYNMPOBAHUE MOSBNEHUS HOBbIX
cTaHAapToB No 6opbbe ¢ 3TMM 3aboneBaHMeM, NpeaocTaB-
fIeHWe [aHHbIX ANS 3NUAEMMONOTMYECKUX WccneaoBaHun
M BbIIBIeHWE OCOObIX FPynn MNauneHToB, NOAXOAAWMX AN
MHOIOLEHTPOBbLIX MccnegoBaHui. MHdopmaunsa obneryut
[ONrOCPOYHOE MNIaHMPOBaHME pacnpeneneHns pacxoaoB
Ha 3paBoOXpaHeHNE 1 pa3BUTUE 0BLLEN CUCTEMbI EBPONEN-
CKOM noaaepKun» [26, 27].

B ot4eT no EBponeickomy peructpy 3a 2014 r., KOTOPbIN
6bin ony6nukoBaH B 2016 r. Ha Beb-canTe EBponencKkoro
obuectBa 60NbHbIX MyKOBUCLMAO30M, BKIOYEHbI pe3y/b-
TaTbl aHanu3a BefeHuns 35582 nauneHToB M3 26 CTpaH,
JaBlWWX cornacue Ha 06paboTKy AaHHbIx [28]. 3HayeHus
psida KI4YEBbIX MapaMeTpPoB, XapaKTEePUIYIOLLMX PEerucTp,
npuBeaeHbl B Tabn. 2 [28]. B peructp BKIoYanu nauueH-
TOB, OTBEYAMOLWINX YCTAHOBMAEHHbLIM AWMArHOCTUYECKUM KpU-
Tepusam [28]. TeKyllaa o6HoBEHHAa MHPOPMaLUS B OoT4eTe
paboTbl peructpa ob6obueHa B Buae Tabnuu, rpadukos,
COMPOBOXAAEMbIX 3/IEMEHTAMK ONWUCATENbHON CTATUCTUKM,



Ta6nuua 2. NpMMep OCHOBHbIX JaHHbIX oT4eTa 3a 2014 r. no EBponencKkomy pernctpy 60/bHbIX MyKOBUCLMAO30M (M3 UCTOYHMKA [28])
Table 2. An example of the main data from the report for 2014 on the European Cystic Fibrosis Patient Registry (from the source [28])

MapameTtp HKeHuwmuHb! MyK4YUHbI CymmapHoO
Yucno naumeHToB, a6e. (%) 16 856 (47,4) 18 726 (52,6) 35 582*
BospacT Ha MOMeHT HabnoaeHus, rogbl (kuBble Ha 31.12.2014)
° cpegHee 3HavyeHue 20,0 20,9 20,5
* MeauaHa 18,0 19,3 18,6
MauneHTbl = 18 net (kmBble Ha 31.12.2014), % 50,1 53,3 51,8
Bo3pacT Ha MOMEHT NOCTaHOBKM AnarHosa**
® cpegHee 4yncno, roabl 4,1 4,0 4.1
° MeauaHa, Mec 3,6 3,6 3,6
He meHee 1 myTtaHTHOM F508del annenn**, % 81,7 81,5 81,6
TpaHcnnaHTauuns nerknx**, aée. (%) 841 (5,5) 860 (5,1) 1701 (5,3)
TpaHcnnaHTauus nedyeHn**, a6e. (%) 60 (0,4) 109 (0,6) 169 (0,5)
MauneHTbl, cKoH4YaBWwwMecs B 2014 r.¥** ab6ce. (%) 203 (1,3) 183 (1,0) 386(1,1)
BospacT HacTynneHus cmepTu, rogbl***
® cpefHee 4nucno 27,8 29,6 28,7
° MeauaHa 25,0 29,0 27,0

lMpumeyvaHume. * — ans gemorpaduyecKkux Lenen gaHHole no benbrum 3a 2013 1. (N = 1186) 6binW BKIOYEHbI B 06LLEEe YUCIO;

** — npepfcTaBieHbl TONbKO NaLMeHTbI, KOTOPbIX Habahanun B TeyeHue roga. anHble no benbrum 3a 2013 1. (n = 1153) He BK/IIOYEHbI.
CymMapHoOe KoNn4ecTBo npeacTtaBieHHbIx nauneHtTos 32 514; *** — npeactaBfiieHbl TO/IbKO NaLMEHTbl, KOTOPbIX HAabNoaanu B Te4eHne
roga. JaHHble no benbrun 3a 2013 1. (n = 1153) He BKAOYEHbI. BKoYeHbl AaHHble No BennkobpuTaHum, Kacatowmnecs Bcex
Hab6no4aeMblx NaLUeHTOB C NOATBEPKAEHHBIM AMarHO30M MyKoBucLmaosa (n = 10 580). CymmapHoe HMCNo npeacTaBieHHbIX NauneHToB

33 664 [28].

W npejctaBiieHa Ha €BPONENCKOM YPOBHE U MO OTAENbHbBIM
cTpaHam. [lpoaHann3npoBaHbl NEPBUYHbLIE AaHHblE, 4TO
No3BOJISET MNPOBOAUTb COMOCTaBNEHME MeXAy CTpaHamu,
KOTOpble HEBO3MOXHO CpaBHMBaTb Ha OCHOBaHUU JaHHbIX,
npeacTaBieHHbIX B FOA0BbIX OTYETaX OTAe/bHbIX CTpaH [28].

[MpK BbINyCKE OTYETOB B pas3fes, NOCBAWEHHbIW nauu-
eHTaM, 6blfa BKoYeHa MHPopmaunsa ansa obpaTtHOM CBS3KU
W OTNpaBKK KOMMeHTapueB. ABTOPbI OTYETOB chenanu Mx
cofepxaHue 6osee MOHATHbIM U AOCTYMHbIM AN NauneH-
TOB. Bbln cocTaBfeH cnoBapb cneunasnbHbiX TEPMUHOB ANS
Nyylwero NOHUMaHWUa BU3yanbHbIX MaTepuanoB U ONUCaHWm
K HuM [27, 28].

B npouecce dopmupoBaHus peructpa co3gaH CTaH-
[apTM30BaHHbIN MepeyeHb NapamMeTpoB, KOTOPbIM MPUBO-
autes B Tabn. 3 [28]. Pabota no GOpMUPOBAHUIO NEPEYHS
perucTpupyembix napamMeTpoB MNPOBOAMIACb B HECKOJNIbKO
atanoB. CHavyana ans onpeneneHns orpaHM4eHHoro Habopa
CTaHAapPTHbIX PEerucTpupyembix napameTpoB, OTBeYatoLmx
Llensm peructpa, oblfia co3jaHa Hebonblas paboyas rpynna
cneumanucToB. 3ateM No peaynbrataM cbopa MHbopmaLumn
M3 HaLMOHaNbHbIX PEFMCTPOB B TECTOBOM PeXMme, BO Bpe-
M$i KOTOPOro pernctpmpoBanv 49 npobHbIX XapaKTEPUCTUK,
onpeaenuan Te U3 HUX, AaHHbIe MO KOTOopbIM Gblin BHeEce-
Hbl MOJIHOCTLIO MO BCeEM nauueHTam (aemorpaduyeckue
XapaKTEPUCTUKK: MON, MECSL, U Tof POXAEHUS) UIK TONbKO
YaCTUYHO MO He3Ha4yuUTeIbHOMY YMCy GOJIbHbIX (CouManb-
Has U KJIMHMYEecKas MHbOPMaLMa: CEMEWHOE MOJIOKEHME,
MCMoNb30BaHWe HEKOTOPLIX NpenapaToB U T.4.). OTcyTcTBHE
onpeaeneHHon MHGopmaLmm 0 MHOTMX NaLuneHTax 06 bACHS-
J10Cb TEM, YTO HEKOTOPbIE LIEHTPbI HE PErMcTPUpoBas Heob-
XOAMMbIE MapameTpbl coriacHo TpeboBaHUAM EBponencKoro
peructpa. Ha 3aBeplatoulem atane noAroToBKM CTaHAapT-
HOIO MepeYHs PerMcTpupyeMblx NnapameTpoB paboyas rpyn-
na npoBena aHanna pes3ynbTatoB MPo6HOro céopa AaHHbIX
W NPeanoXuna NepecMoTPeHHbIN nepedeHs [27].

Mpouenypa craHgapTMdauuMmM M BblGOpa PErucTpupy-
€MbIX MapamMeTpoB, NO MHEHWIO W OMbITY CMELMUanncTos,

ynpaBnsolnx paboton EBponencKoro pernctpa, Hanbosnee

CNoXHa W TpebyeT MHOro BpemMeHu. OoCKOoNbKy perncrtp

ABNSETCS MEXAYHapOAHbIM, TO MPUXOAMTCS 3aTpavyMBaTb

MHOIO YCW/IUWA Ha MHTErpaLmio yxe CoO3[AaHHbIX HalMoHalb-

HbIX PErucTpoB, B KOTOPbIX MCMNONb3yeTcs COOGCTBEHHas

CTPYKTYypa.

B nutepaType onucaHbl ABa crnocoba cb6opa uHbopma-
unn B EBponencknmn pernctp [27]:

1) py4YyHOW BBOA AaHHbIX NaUMEHTOB B UHOOPMaLMOHHYIO
aBTOMaTM3MPOBAHHYIO CUCTEMY peructpa (npeaHasHa-
YeH [Ona cTpaH, B KOTOPbIX HET HalMOHaNbHbiX 6a3
JaHHbIX);

2) MMnopTMpoBaHuWe WMHbOPMaLMK MO MauMeHTam, comep-
allencs B 6asax [AaHHbIX HaUMOHasbHbIX PErucTpoOB,
B MHPOPMALMOHHYIO aBTOMAaTU3UPOBAHHYD CUCTEMY
perucTpa.

Cxema cbopa, 06paboTKN U NPOBEPKMN KadecTBa AaHHbIX
EBponenckoro peructpa npeacraBneHa Ha puc. [27].

Mpun c6ope faHHbIX HalaxeHa cuctemMa obpaTHOM CBS-
31 EBponencKoro perucrpa ¢ HaunoHanbHbIMK LLlEHTPaMu
CTpaH-y4YacTHUL. Pernctp HanpaBnseT oT4eT O pesy/bra-
TaX aHOHMMHOIO COMOCTaB/IEHUS HanpaBAEHHOW MHPOP-
MauWn C AaHHbIMW APYIUMX LEHTPOB M CTPaH B LEEHTP, npe-
LOCTaBASOWNI UCXOAHbIE AaHHble. KoHbMAeHUWanbHOCTb
0606LWeEHHbIX AaHHbIX MO LeHTpaM coxpaHseTtcs.
MpeaycMoTpeH ABYXYPOBHEBbLIN KOHTPONb MPaBUAbHOCTH
BBOJA AaHHbIX [27]:

1) aBTOMaTM3MPOBAHHbIN KOHTPO/b C MOMOLLbIO MPOrpaMm-
HOro o6ecrneyeHus;

2) KOHTPO/b NnofpasgeneHnem ynpaBneHns JaHHbIMU.

B HacTtosillee Bpems NPUMEHSIOTCA MPUHUMMbLI NOALEP-
aHWa KayecTBa paboThbl perncrpa, U3NoxKeHHbIE B PEKOMEH-
Jaumax EBponenckon nnatdopmbl NO Ka4eCTBEHHOMY Beje-
HUWIO PErncTpPoB peaxkux 3abonesaHun [29]. Mpu 3TOM oaHUM
M3 crnoco6oB CTUMYIMPOBAHUSA MNPEAOCTaBNEHUS TOYHbIX
W NpaBWbHbIX AaHHbIX LeHTpamu B EBponenckui pernctp
CcTano BK/IOYEHWE MNpaBoobnagatenen nepBuYHOM WHOOP-
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Ta6nuua 3. lMepeyeHb napameTpoB EBponenckoro perncrpa 60/bHbIX MyKOBUCLMAO30M (M3 UCTOYHUKa [28])
Table 3. List of parameters of the European Cystic Fibrosis Patient Registry (from the source [28])

AemorpaduyecKue xapakTepUCTUKH

Koa ueHTpa mykoBUCcLMA03a
Ko naumeHTa

loa HabnoaeHus

[ata poxaeHus (roq u mecsu)
Mon

CTaTyc nauueHTa

MpnynHa cmepTH

[ata cmepTtun

AunarHocTtuka

MNoaTBepKAEHHbIN AMarHo3

Bo3pacT Ha MOMEHT NOCTaHOBKM iMarHosa
Bua notoBoun Nnpo6bl

ONeKTPONUTLI

YpoBeHb XN0pPUI0B

MeKoHWeBbIN uneyc

HeoHaTaNbHbI CKPUHUHT

FeHeTHYecKui cTaTtyc

MNepBasa myTayus
BTopas myTtauus

Ha6nopenne
* [laTa peructpauuu nydwero nokasatensd OPB, B oTyeTHOM rogy

JNyqwmit nokasatens OPB, B oT4eTHOM rogy
JNlyyqwni nokasatens GHKEJ B oTyeTHOM roay

PocT, U3MepeHHbIt B AeHb perncTpaLmu nyywero nokasartens OdB,
(Mnn, B cnyyae oTcyTcTBUS nokasatens OPBy, nocneaHee 3HaveHne

pocTa, 3aperncTpMpoBaHHOE B OTYETHOM rogy)

Bec, n3amepeHHbiit B ieHb perncTpaunm nydwero nokasartens 0dB,
(1nu, B cnyyae oTcyTcTBMA Nokasatens OPB,, nocneaHee 3HaveHue Beca,

3aperucTpmMpoBaHHOe B OTYETHOM roay)

TpaHcnnaHTauusa

TpaHcnnaHTauus nevyeHu

oA, B KOTOPbIV NPOBOAMAACH NOCNEAHAS TPAHCNNAaHTaLMUsA NeYeHn
(ecnn TpaHcnNaHTaL s BbINONHANACh 10/B TEYEHUE OTYETHOIO roaa)

TpaHcnnaHTauus Nerknx

oA, B KOTOPLIV MPOBOAUNIACK MOCNEAHAS TPAHCMIaHTaLuUs Terkux
(ecnu TpaHcnaHTaLMs BbiNoHANACh 40/B TeYEHME OTYETHOro roaa)

Tepanusa B oTyeTHOM rogy

e [inuTenbHoe NPUMEHEHUE UHIaNSALMOHHOMO
runeptoHuyecKkoro pactesopa NaCl

° [AnuTenbHoe NPUMEHEHNE HIaNALUOHHBIX
aHTUOUOTUKOB

e [inuTenbHOe NPUMEHEHUE WMHTaNALUOHHbIX
6poHxoaMnaTaTopoB

* Kucnopogotepanus

¢ [lpuMeHeHue aopHa3sbl anbda

e [inuTenbHoe NpUMeHeHWe a3auTpoOMULLMHa
(MK apyrux MakponnaoB)

e [puMeHeHWe ypCOAEe30KCUXONEeBOM KUCOTbI

* [lpuMeHeHne NnaHKpeaTUYecKnx GepmeHToB

OcnoxHeHusa

° Annepruyeckuin 6poHX0NEeroyHbI acneprunnes
B OTYETHOM rogy

e CaxapHblil AuabeT c exeAHEeBHbIM MPUMEHEHNEM
WHCY/IMHa B OTYETHOM rofy

* [lHeBMOTOpaKc, NoTpeboBaBLWWA APEHUPOBAHUSA
B OTYETHOM rogy

* T[lopaxeHue nevyeHn B OTYETHOM roay

¢ KpoBoxapKaHbe 06bEMOM XUAKOCTH,
npesbiwalowmm 250 M1, B OTHETHOM rogy

e CocCTOofHWE NOAXENYyL04YHON Xenesbl: anacTasa B
Kane

e CocTosiHMe NoaXKenyaoyHowm xeneabl: GeKanbHbl
KUP

* Hanuyne oHKONIOrMyecKoro 3abosieBaHns B
OTYETHOM roay

MuKpoGuonoruyecKkme nokasarenu

e XpoHudeckoe nHbuumnposaHue Burkholderia cepacia
complex

* HeTy6epKynesHblt MUKOGaKTEPUO3 B OTYETHOM roay

¢ XpoHuyecKoe nHduumnpoBaHue Pseudomonas
aeruginosa

° XpoHu4yecKkoe nHobuumnposaHue Staphylococcus
aureus

e Stenotrophomonas maltophilia B oT4eTHOM rogy

Puc. Mpoueaypbl c6opa M NPOBEPKK AaHHbIX EBponencKoro perncrtpa 60/bHbIX MyKOBUCLMAO30M (M3 cTaTbM L. Viviani u coaBT. [27],

pacnpocTpaHsemMow B COOTBETCTBUU ¢ ycnoBuamu Creative Commons Attribution License (http://creativecommons.org/licenses/by/2.0),
KOTopas paspellaeT HeorpaHMYeHHoe UCMNOoNb30BaHKe, pacnpocTpaHeHne U BOCNPOU3BeAEHNE NOGbIM CNOCOGOM NPKU YCIOBUU YKa3aHUs
OpUTrMHanNbHOM paboTbl U €e aBTOPOB)

Fig. Procedures for collection and verification of data from the European Cystic Fibrosis Patient Registry (from the article by Viviani L.
et al. [27] distributed under the conditions of the Creative Commons Attribution License (http://creativecommons.org/licenses/by/2.0),
which allows unrestricted use, distribution and reproduction in any way, subject to the indication of the original work and its authors)
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MalLMKM B CMUCKM aBTOPOB OPUIrMHaNbHbIX MCCNeaoBaHUM
perucTpa, NybiMKyeMblx B peLeH3MpyeMbIX ypHanax [27].

C6op, 06paboTKa M XpaHeHWEe AaHHbIX B Lensax dbopmu-
poBaHus EBponencKkoro peructpa OO/MKHbI perynnpoBathb-
Csl 3aKOHaMW, YTBEPXAEHHbIMW OpraHaMu BAacTu COOT-
BETCTBYIOLMX CTPaH M NPUBEAEHHBIMKU B COracue C eBpo-
NEeNCKMMU HopMamMu npaBa. EBponenckuin pernctp GyHKUM-
OHMPYET MO WMHCTPYKLMSAM, COCTaBNEHHLIM B COOTBETCTBUM
¢ OupektnBon 95/46/EC ot 24 oktabps 1995 r. EBpo-
nenckoro napnamerHta u CoseTa EBponenckoro cotosa no
3alWmTe npaB 4YacTHbIX WL, NPUMEHUTENbHO K 06paboTke
nepcoHanbHbIX JaHHbIX U CBOOGOAHOMY MEPEMELLEHNIO TaKmX
JaHHbIX. CBeAeHWs B PErucTpe XpaHaTcs aHOHWMMHO TaKuM
06pa3oM, YTO MaeHTUdMKaLMSA NaLUMeHTa BO3MOXKHA TONbKO
no Mecsily/rofly POXAEHUS W crneuuanbHoMy LndppoBOMy
Koay. [Ans nonyvyeHns AoCTyna K AaHHbIM NaLMeHTOB B Hayuy-
HbIX Lensx cneayeT HanpaBuTb 3anpoc B KoopanHaLMOHHbIN
COBET perncrpa. 3anpockbl CO CTOPOHbI Pa3paboTYNKOB U NPO-
M3BOANUTENEN JIEKAPCTBEHHbIX CPEACTB paccMaTpuBaloTCs
EBponenckMm 06LecTBOM Mo MyKoBucumaosy. lMpoueanypbl
3anpoca PerynuMpyloTcs eBPOMeNCKMM W NIOKalbHbIM 3aKo-
HoJaTenbCcTBaMu. BO3MOXKHO npegocTaBneHne ToNbKO 06e3-
JIMYEHHbIX AAHHbIX, TAGANUL, U BU3yanbHbIX MaTepuanos [30].

B xone ¢opmupoBaHua EBponencKoro perncrpa nosis-
NA0TCA BOMPOCHI, CBA3aHHbIE C ynpaBiieHWEM AaHHbIMMU.
B nutepatype uccnegoBaHbl M 0606lieHbl BCe 3aTpya-
HEHUS W MPEASIOKEHbl BO3MOXKHbIE MYyTU WX PELIEHMS.
B Ttabn. 4 npeactaBneHbl pe3ynbraTbhl 3TOMO UCCEA0BaHUS,
ony6nuKoBaHHsble L. Viviani n coaBT. [27].

PazpaboTaHbl METOAMYECKME NOAXOAbI K MONYYEHUIO Kade-
CTBEHHOW 3MWAEMMOSIOTMYECKON WM OPYron Hay4yHoW WHOp-
MaLMK, CnyKallerh OCHOBOM [A1si NMPOBEAEeHWUs KIMHUYECKMX
ncenenoBaHuin 1 PeErncTpaLmMmn 1eKapCcTBEHHbIX CPEACTB.

PEFMCTP BOJIbHbIX MYKOBUCLIUAO30OM

B BEJIHKOBPUTAHUHU

KpynHbIM pernctp 60bHbIX co3aaH B BennkobputaHuu.
B otyete 3a 2015 ., Bbiwegwem B aBrycte 2016 r., chopmy-
NIMpoBaHa KOHeYHas Leflb paboTbl peructpa — ynyyweHue
COCTOSIHUS 340POBbS NaLMEHTOB. 3TO JOCTUraeTcs cnemyio-
wrmm cnocobamu [31]:
®  CTUMYIMPOBAHUEM MPUHATUS NaLMEHTaMW OCO3HaHHbIX

PELIEHUIN Ha OCHOBE 3HAHWUW O MYKOBUCLMAO3E;

° obecnevyeHnem nHbopmaLlmen KIMHULUCTOB NpY BbINOS-
HEHWW AEVCTBUIM MO YNYYLIEHUIO Ka4YeCcTBa MEANLIMHCKOM
NoMOLLYK;

®  MOHWTOPUHIOM 3OPEKTUBHOCTU M 6E30NACHOCTU NeKap-
CTBEHHbIX CPeACTB C NpefocTaBfieHUEM pe3ynbraToB
3anHTepecoBaHHbIM UCCNeA0BaTENSAM;

® MOArOTOBKOM MHPOPMALIMK, HEOOBXOAUMOW ANS ONTUMMU-
3auuu 3aTpar.

B 2015 rogy 4ucno 3apeructpupoBaHHbIX 60/bHbIX
pocturno 10 810. lMpoBeaeHWe NOAHONO aHanM3a AaHHbIX
no peaynbraTaM CBOAHbIX NMEPBUYHbLIX FOAOBbLIX OTYETOB 3a
2015 r. oKa3anocb BO3MOXHbIM A8 9587 nauuneHTos [31].
B KoropTe nmaumMeHToB C NOMHbIM Ha6OPOM [aHHbIX B OTYET-
HOM rofy (9587 6onbHbIX) MeanaHa Bo3pacTa 60JbHbIX
coctaBuna 19 net, a MegnaHa Bo3pacTta yCTaHOB/IEHUA Aua-
rHo3a — 2 Mec. [pu aTomM Jona B3POoCnblX 60/bHbIX B BO3-
pacte 16 net u crapwe 6bina 59,9%; mMeavaHa Bo3pacTa
HacTynneHus cmeptu — 28 neT. PacyeTHas MeavMaHa BblxKuU-
BaeMocTu goctmrna 45,1 roga no AaHHbIM Ana BCex naum-
€HTOB, 3aperncTpmpoBaHHbiX B 6a3e gaHHbIx (10810 yeno-
BeK). B oT4yeT BKIOYEHA UHDOPMaALUA 0 GEPEMEHHOCTU U ee
ucxogax y nauneHTok. Mpu BeaeHun pernctpa 60bLloe BHU-
MaHuWe yaensieTcs KadecTBy XWM3HKM nauuneHToB. C deBpans
2016 r. BBeAeHa HoBas 3/IEKTPOHHas CUCTeMa permcTpauumn
CBEAEHMI O KA4YeCTBE HU3HM U KIIMHUYECKNUX UCCedOBaHU-

ax. Perncrtpauuns faHHbIX B PErMcTpe paspeliaetcs TONbKO
C MHOOPMUPOBAHHOIO cornacusa nauueHToB. MHbopmaumsa
cobupaetcs Yyepes 3awmiieHHbin MHTepHeT-nopTan [31].

PEFMCTP BOJIbHbIX MYKOBUCLIUAO30OM
BO ®PAHLIUM
B NUHTepHeTe onyb6anKoBaHbl OTYETbI perncTpa 60/bHbIX

MyKoBMCLMAO30M BO PpaHumm [32]. B oTtyeTe 3a 2015 T.

coobLaeTcs, YTO perucTp ocHoBaH B 1992 r. B cneaytoumx

uenax [33]:

® HaKonjJeHWe 3HaHWM O KJIMHUYECKUX W coLMaNbHbIX
acneKkTax MyKOBMCLMAO03a, a TakKe 06 adPeKTUBHOCTH
Tepanuu;

° pelleHWe BOMPOCOB, CBSA3AHHbIX C 3KOHOMMYECKUMMU
3aTpaTamy;

°  MHPOPMALMOHHASA MOAAEPIKKA 3aUHTEpPeCcOBaHHbIX NuL,
BK/IlOYas TeX, KTO y4acTBYET B NiaHUpPoOBaHUN GUHAHCO-
BOro o6ecneyeHuns LLEHTPOB;

° npeaocTaBfieHWe AaHHbIX, HEOOBXOAUMbIX 15 OpraHu3a-
LMW KNMHUYECKUX UCCnefoBaHui;

°  ynyylleHWe A0CTyNna K HOBbIM IEKAPCTBEHHbLIM CPeACTBaM.
Mo nHdpopmaumn, cogeprallencsa B otyete 3a 2015 r.,

YUCNEHHOCTb MONYyNsALMM BCEX 3aPErMCTPUPOBAHHLIX Ma-

LIMEHTOB C M3BECTHbIM BMWTaNlbHbIM CTATyCOM COCTaBASET

6585 yenosek. Yncno naumeHToB, HabNAABLUMXCA B OTHET-

HOM rogy, aocturno 6547. CpeaHuin Bo3pacT 60/1bHbIX COCTa-

Bun 21,3 roga; meanaHa Bo3pacta 60nbHbIXx — 19,4 roaa

[33]. Peructpupyemble napaMeTpbl BKIOYaAM [MarHos,

pes3ynbTatbl NMPUMEHEHUS Tepanuu, aHTPONMOMETPUYECKHNE

noKasaTesnn, pecnupaTopHylo GYHKLMIO, MUKpoGUonoruye-

CKMWe JaHHble, TeyeHne 3aboneBaHus, CoLnanbHOe U ceMen-

HOEe MONOXKEeHUe, cBedeHMss O 6GepeMeHHOCTH, ydacTue

B K/IMHUYECKMUX UccnefoBaHusax. Ona céopa AaHHbIX UCMOSb-

30Balficid BOMPOCHUK. MHpopMauus noctynana Henocpen-

CTBEHHO Yyepe3 MHTepHET-canT B GyMaxKHOM BMAEe UK B BUAE

3NIEKTPOHHLIX dannoB nauneHtoB. C 2010 roaa cBeaeHus

B perncrtp cobmupatotcs He TONbKO M3 LIEHTPOB MYKOBWCLIU-

[103a, HO ¥ U3 APYIrMX MCTOYHMKOB. 3TO HEOGXOAMMO B LIeNax

yNyYlIeHUst KayecTBa M TOYHOCTM AaHHbIX O AMarHose (cBe-

aeHns n3 PpaHuy3CcKon accoumalmm No CKPUHUHIY U Npo-
dUnaKkTMKe AEeTCKOM UHBANUAHOCTM U U3 MONEKYISAPHO-6MO-

NIorMyeckux nabopaTopui), CMepTeNbHbIX UCXOAaxX (CBeAeHUs

13 3NUAEMMUONOTMYECKOro LIeHTpa No MEeAULUHCKUM NMpUYK-

HaMm cMepTH), TpaHcnnaHTaumn (cBegeHns 3 EBponerncKon

60onbHMUbl MMeHn opxa Momnuay, Mapwk). Kpome Toro,

OHNaMH-BOMPOCHUK OblN cneunanbHO ynpouweH ans obec-

nevyeHmsa 6onee TOYHOrO W MOMHOro c6opa MHPOPMaLUK

0 couManbHOM cTaTyce W TpaHcnnaHTauuu. MNpu obpaboTke

JlaHHbIX NPUMEHAETCS NPOLECC HEMOTHOro 06e3NMYNBaHNUS.

®dpaHLYy3CKMI perncTp TakkKe oTnpaBaseT 06e3/MYeHHble

[laHHble B pernctp EBponeickoro o6uiectBa No MyKOBMC-

umMao3y ans ob6o6ueHns, cpaBHEHUS M OOMeHa AaHHbIMM

C Apyrumu ctpaHamu [33, 34].

PEFMCTP BOJIbHbIX MYKOBUCLIUAO30OM

B HUAEPNAHAAX

B otyete 3a 2015 r. coobuwaeTtcs, 4To B HuaepnaHaax
Ha OTYEeTHbIM Mepuoa HacyMTbiBaNoCb MNPUOGIN3UTENBHO
1540 naumeHToB, CTpagaloLMx MyKOBUCLIMAO030M MK 3a60-
NleBaHWeM, accoLMMpoBaHHbIM C MyKoBMcLMAO30M [35].
[Jons nauneHToB B BO3pacTe cTaplie 17 neT npeBblla-
eT 50%. B 6a3y gaHHbIXx perucrtpa Bowna uHPopmauus
no 1521 6onbHOMY. [JOCTOBEPHbIV AMAarHo3 MyKOBMCLIMAO3a
6b1n noaTeepxaeH y 1409 (93%) nauumeHTtoB [35], 20 yeno-
BEK He MpefoCcTaBWIM CcOrfacus Ha BK/OYEHWE MNepco-
HaNbHbIX JaHHbIX B pernctp. MeanaHa Bo3pacta 60MbHbIX
B 2015 r. coctaBuna 21 rog, cpeaHumn Bo3pact — 22,7 roaa,
MeAuaHa Bo3pacTa HacTyneHmsa cMmepti — 42 roga. bonee
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Ta6auua 4. 0630p NONOXKEHUI, perynupyioLmx paboTty no opmmpoBaHuio EBponencKoro pernctpa, v pelleHum, BbiMoaHAEMbIX
EBponericknm o6LecTBOM N0 MyKOBUCLMAO03Y ANs UX peanu3daLunu (M3 ctatbu L. Viviani n coaBT. [27], pacnpoCcTpaHieMon B COOTBETCTBUU
c ycnosuamu Creative Commons Attribution License (http://creativecommons.org/licenses/by/2.0), KoTopas pa3pelaeT HeorpaHu4yeHHoe
MCNnoNb30BaHWe, pacnpocTpaHeHne M BOCNPOM3BeEHME NTOGbIM CNOCO60M MPU YCIOBUM YKa3aHUS OPUrMHaNbHON paboThl 1 ee aBTOPOB)

Table 4. Review of the regulations governing the formation of the European Registry and the decisions taken by the European Society for
Cystic Fibrosis for their implementation (from the article by Viviani L. et al. [27] distributed under the conditions of the Creative Commons
Attribution License (http://creativecommons.org/licenses/by/2.0), which allows unrestricted use, distribution and reproduction in any way,
subject to the indication of the original work and its authors)

BaHble NYHKTbI

PeweHune

OnpepaeneHue ueneu cospaHua
peructpa

06cyKaeHue Lenei B paboymnx rpynnax, BKAOYaIoLUMX 3aMHTEPECOBaHHbIX nL,
B T.4. NpeACTaBuTENE NaLeHToB

OnpeaeneHue nsyyaemon
nonynsauuu

Onpeaenexune Kputepres
BKJIIOYEHUS

OLeHKa COOTBETCTBUSA
3aperncTpmpoBaHHbIX NaUMeHTOB
KpUTEpPUamM BKIKOHEHNA

O6LWUPHbIV NUTEpaTyPHbIA NOUCK, N3BAEYEHNE HEOBXOANMON HDOPMALMK N3 CYLLECTBYIOLLNX
PEerncTpoB, rapMoHM3aLMa KpUTEPHUEB, NPEAIOKEHHbIX paboyer rpynnon, BBeaeHne paboymx
onpegeneHunin, Kotopble MOryT 6biTb UCMONb30BaHbI AN LieNeil permctpa B Ka4ecTBe Kputepmen
BKJ/lOYEHUS

B vaeanbHbIx ycnoBusx Heo6xoaMma peructpauus Bcen MHbopmaLum Ans NpoBepKU
NPaBUIILHOCTH AMarHo3a, Ho Ha MPaKTUKE MOJIHOMOYMS MO OLLEHKE KPUTEPUEB BKIIIOYEHUS
1 NOATBEPKAEHUIO AMarHo3a AenernpyoTcs cneumManuctam, BHOCSIUM JaHHble

OnpeaeneHne o6bEKTa OLLeHKHU
U METOAUKU OLLEHKH
O6bEKT OLEHKM

MeToaunKa OLEeHKHM

CocTtaBneHue 0630pa nutepaTypbl U 06CYKAEHUEe pa3InYHbIX MOHATUA HeBGOoNbLIOW paboyen
rpynnow aKcnepToB

HayunHatb c60p He6O/bLIOrO KONMYeCcTBa NapaMeTpoB U MPOBOAUTL TECTUPOBAHNE

NPUMEHUMOCTU UX MOHATUM B MUNOTHOM UCCIEA0BaHUN

Ecnu ucnonb3dyemoe onpeaeneHme He MAEHTUYHO B pa3HbIX CTpaHax:

® ocTapaTbCsi ero rapMOHU3MPOBaThb, lenas NoHAThE 6oee 06LLNM;

° MpUBIEKaATb 3aUHTEPECOBAHHbIX JIUL, K AUCKYCCUN 06 UBMEHEHUU MOHATUS U cornacoBaTb
€nHOoe NoHATHe.

Ecnv onpeaeneHunsa napaMeTpoB MOryT 6biTb MPUHATBI, TO HEO6XOAUMO Pa3bACHUTb

B Ny6MKaLMSaX BO3MOXHbIE Ppa3iMynsa B MOHATUAX

YnpaBneHue AaHHbIMU U KOHTPO/b
KayecTBa faHHbIX
YnpaBfieHne JaHHbIMK

KoHTponb KayecTBa AaHHbIX

KonnekTuBHas aneKTpoHHas nnatdopma Ana céopa AaHHbIX C aBTOMATUHECKUMU BblHUCEHUAMU
NPOUCXOASALLMX OTKIOHEHWI, MO3BOASIOWANA YNPaBAaTb BBOAOM AaHHbIX U yAaNeHHON 3arpy3Kom
[aHHbIX.

Mcnonb3oBaHue TEXHONOMUI (TaKux, Kak XML), o6ecneynBatolinx Heo6xoanmbln dopmaT AaHHbIX
1 X WwuodpoBaHue

ABTOMaTUYECKWUI M OIHOBPEMEHHbI KOHTPO/Ib Ka4yecTBa AaHHbIX Ha BXo/e (3ajaHHbIi
BO3MOMHbII IManasoH, COrNacoBaHHOCTb BHYTPU IPynmbl JaHHbIX, COOTBETCTBUE MHbOPMALIUK
JlaHHbIM, 3aM1caHHbIM paHee Ha NPOTAKEHWUM NET)

Mcnonb3oBaHue BbiNajalollero MeHio ¢ GMKCMPOBaHHbIMKU BapMaHTaMu BXOASLMX JaHHbIX
(Hanpumep: aa, HET, HEU3BECTHO)

MpuHATHE COrNalleHWs C HaLMOHaNbHBIMU PEFMCTPAMM MO KOHTPOSIIO IaHHbIX BO U36exaHune
Ny6/IMPOBaHNUA UAEHTUYHBIX MPOLLECCOB KOHTPONSA KayecTBa AaHHbIX

Mcnonb3oBaHWe KOHTPOSIA YTOYHEHHbIX JaHHbIX, OCHOBaHHOI0 Ha PedEePEHTHbIX A1 JaHHOMO
nosia 1 Bo3pacTta 3Ha4YeHUsx

Pa3paboTka npoueaypbl Ha cyyai olWMGKK BO BXOAALWMX JaHHbIX: MporpaMMHoe o6ecrneyerune
aBTOMATUYECKU NPeaynpeKAaeT nosb30BaTens v yKa3blBaeT Ha [laHHbIe, KOTOPbIE HYXKHO UCMPaBHUTb

Moaxoa K HEAOCTAIOLWMUM JaHHbIM

Yno6Hoe B UCNOIb30BaHMK NporpamMHoe obecrneyeHne 1 nonesHas obpaTtHas CBA3b
CTUMYNIUPYET Y4aCTHUKOB BHOCUTb AaHHble

Mcnonb3oBaHWe ACHbIX, HO MPUMEHUMbIX B PYTUHHOM MEeAULIMHCKOM NpaKTUKe onpeaeneHnn
HepaBycMbicneHHOe ajeKBaTHOE KOAMpOoBaHWe napameTpoB 6e3 3ajjlaHHbIX 3Ha4YeHUN

N36eratb BKIOYEHUS NMYHKTOB, A€ HYXXHO NOCTaBUTb rafoyKy, KOTOPblE KOAUPYIOT OAMHAKOBbIM
CnocoboMm OTCYTCTBUE OTBETA U HEraTUBHbLIN OTBET

Pa6oTa ¢ cywecTByOLWUMIU perucTpaMmu nNo afganTMupoBaHUIO NOHATUI

OGecnevyeHue
KOHOUAEHLMANBbHOCTU NALMEHTOB

PasgenbHoe xpaHeHue 3alndpoBaHHbIX MEPCOHaNbHbIX AaHHbIX U aHOHUMHbLIX HOMEPOB LIEHTPA.
MNceBaoaHoHMMU3aLMA Ans o6ecnedyeHns KOMMYHWKaLMKU C LEHTPaMU B LENSIX UCTIPaBNEHNUS
ownboK

PacnpocTpaHeHue faHHbIX

KoaeKc noBefeHns — JOKYMEHT OTHOCUTENIbHO Npas Ha Ny6/MKaLimio, aBTopcTBa 1 AocTyna
K AaHHbIM paspabaTbiBaeTcs (NpeanoyYTUTeNsHO) B caMoM Havane npotecca

4yemM B MONOBMHE Cy4YaeB MYKOBWCLMAO3 AMArHOCTMPOBA- BaH B MeXAayHapoaHyto EBponencKkyto cuctemy perncrpaumm
M Y NauueHToB B BO3pacte A0 2 Mec. TeM He MeHee nauneHToB, TO ONpeaeneHne PerncTpupyeMbIx noKasartenen
y 7,1% nauneHToB AuMarHo3 6bl/l YCTAaHOB/IEH MOCne AOCTU- COOTBETCTBYET CTaHAapTaM, MPUHATbBIM Ans EBponencKoro

eHusa 18-neTHero Bo3pacTta. Tak KaK perncrp MHTerpupo- perunctpa [35].



PEFTMCTP AMEPUKAHCKOIo ®OHAA

MYKOBUCLMAO03A
Pernctp AMepuKaHCKoro ¢oHaa MnoMolWn 60/bHbIM
MYKOBMCLMAO30M — OAMH M3 KPYMHEWLWMX W CTapenLmnx

B MMpEe — BEJET CBOK UCTOPUIO C 1966 T. M COOAEPKUT MaK-
CMManbHO MOAPOGHYIO AemMorpadUYecKyld U KIIMHUYECKYIO
nHdopmaumio no 6onbHbIM [36, 37]. Mo AaHHbIM AuTEpaTy-
pbl, B peructpe cobpaHbl cBegeHuns 6onee 4yem no 300 napa-
MeTpam [37]. B oTtyeT 3a 2015 r., pa3MelleHHbI B CETU
NHTEpHET, BOWAN XapaKTEPUCTUKK 6onee 28 ThbiC. NaLMEH-
ToB [38]. B pernctp BKItoYann 60/bHbIX C YCTAHOBIEHHbIM
AMarHo30M MyKOBMCLIMAO3a MK 3a6oneBaHus, acCoLumnpo-
BaHHOrO C TPaHCMEMOpPaHHbIM PerynsTopomM MyKOBUCLIMAO-
3a, NpefocTaBUBLLMX MHOOPMUPOBAHHOE cornacue 1 nony-
YaBLWKWX NeYeHne B akKkpeanToBaHHbIx LeHTpax [39]. Cneayet
OTMETUTb, 4YTO B oT4yeTe 3a 2015 r. o6o6uUleHa LeHHas
MHbOPMaLMS O colManbHOM cTaTyce NauueHToB, BKIOYato-
LleM ceMenHoe nonoxeHne, o6paszoBaHMe, 3aHATOCTb U T. .
Kpome TOro, npeacraBneHa nHodopmMauma o6 obecrniedeHmm
yCcnyramu MmeamumMHCKUX CTPaxoBbix opraHn3aumi [38].

B ctatbe M. S. Schechter 1 coaBT. npMBOAUTCS ONUcaHue
cuUcTeMbl ynpaBieHus AaHHbiMU. UHbopmauuMs B peructp
cobupaeTcs NMepcoHaNoOM aKKPeAMTOBaHHbIX MEAULIMHCKMX
yypexaeHnin n ¢ 2003 1. BBOAMTCS HENOCPEACTBEHHO B 3NEK-
TPOHHYt0 6a3y Yepe3 NHTepHeT-nopTtan PortCF, pa6oTtatowwmm
B 3aliueHHOM pexunme [37]. BonpocHuK ans cbopa cae-
[IeHUI NpunaraeTcs K oT4eTy no perunctpy [38]. Boigensercsa
He 6osiee 5 MOMHbIX CTaBOK AN MPUBIEYEHUs K paboTe
COTPYAHMKOB, KOTOpble BeayT [OOKYMEHTaLMIO, NEPENUCKY,
obecrneynBalT KayecTBO MHPopmauunm u becnepebonHoe
YHKLMOHMPOBAHUE MPOrpamMMHOro obecrneyeHusi, Noaro-
TaBNMBAIOT exerofgHble ot4yeTbl [37]. AMEPUKAHCKUIA GOHA
nomoLMn 60/1bHbIM MYKOBUCLIMAO30M MPOU3BOAWT BbinnaThl
LLEHTPaM 3a KOMMYEeCcTBO U Ka4yeCTBO BHOCMMOW MHOOpMa-
umn. laHHble NpoBepstOTCH aBTOMATU3MPOBAHHON CUCTEMON
NMyTEM OLIEHKWM OTKJIOHEHWW PETUCTPUPYEMBIX MapameTpoB
OT AOMNYCTUMbIX rpaHul. [MpeaycMoTpeH AONONHUTENbHbIN
pPYy4HOM cNoco6 NPOBEPKM OCHOBHbIX JaHHbIX, KOTOPbIM YacTo
npumeHseTcs B nocneaHee Bpems [37].

CBefeHna perncrtpa OTKPbITbl AN CNELManucToB, Npo-
BOASALMX KITMHUYECKMUE UCCEeOBaHUS C y4acTUeM B60MbHbIX

MyKkoBucungosom B CLUA. ®oHa nomolm GonbHbIM MYyKO-
BMCLIMAO30M NpefoCTaBAsSeT AaHHble perncrpa mno crneum-
anbHOMY 3anpocy C Lenblo NpoBeAeHUs HabnogaTenbHblX
Hay4YHbIX MCCefoBaHUW. 3anpoc paccMaTpUMBaETCH KOMMU-
TeTOM Mo Hayke. B cnydae nonyyeHus 3anpallvBaemblX
MaTepuanoB crneuuanuctam pekomeHayetcs nybanMkoBaTb
pesynbraTbl Hay4HOW PaboTbl B peLeH3MpPYyEMbIX XKypHanax
W [OKnagbiBaTb 0 HMX Ha CeBepoaMeprKaHCKON KOHdepeH-
LMK No MyKoBucLmaosy [40].

KAHAICKMiA PEFTUCTP BOJIbHbIX

MYKOBUCLIUAO3OM

KaHagcknin peructp sBAsieTCs HauWoHanbHOM 6a3oM,
KoTopasa Oblna BNepBble co3daHa B Hadane 1970-x rogos
W COOEPXMUT aemorpaduyeckoe W KIMHUYECKOE onucaHue
60/IbHbIX MYKOBUCLMA030M [41, 42]. [naBHasa KOHeYHas uenb
co3aaHusa peructpa B KaHage — noBbllleHWE KayecTBa
KM3HM MaLMEHTOB C MyKOBMCLMAO30M. Perunctp obecneyu-
BaeT MHOGOPMaALIMOHHON MOAAEPKKON 3MUAEMUONOrMYECKNE
nccnefoBaHus, obpasoBaTesibHble MporpamMbl U Coaep-
UT AaHHble, KacalollMecs BOMPOCOB HYTPUTMBHOIO cTaTy-
ca, COMYTCTBYIOLWIMX WUHDEKLMOHHbBIX OCNOMHEHWW, Tepanuu
1 T. 4. Takas nHbOpMaLMOHHasa NnoaaepxKa NomoraeT Bpadam
B NOBCEAHEBHOW KNMHUYECKOW NPaKTUKe OLEeHMBaTb COCTOS-
HWe BblGpaHHOM NoNynsaunn 60bHbIX. B 2016 . Bbilen oT4eT
no peructpy 3a 2014 r., B KOTOPbI BOW/IM AaHHbIE NO 60/b-
HbIM U3 42 KIMHUYECKMX LLeHTpoB [41]. OnucatenbHas 4acTb
oT4yeTa MO PErnucTpy NpeacTaBaeHa cneaylolmMmmn pasaenamu:
ob6ulan MHdopmauusa No pPerucTpy, KiloYeBble MokasaTenu,
aemorpaduyeckue faHHble, AnarHocTUKa, aTHUYECKUE MOoKa-
3aTenun, reHoTun, pecnupatopHas QYHKUMSA, HYTPUTUBHbLIN
cTatyc, MMKpoburonorus, guabet, acCoLUMMPOBAHHbBIN C MYKO-
BMCLMAO30M, (U3MOTEpPanusl, NeKapCTBEHHaAs Tepanus,
rocnuTann3auns, TpaHcnnaHTauus, BbhXuBaemocTb [41].
lMoHMMaHKWe oTyeTa o6/eryatoT cneumnanbHO COCTaBEHHbIE
peKomeHaaLUnu no YTeHuto Ana nonb3osaTtens. Mpumep Kito-
YyeBbIX AaHHbIX KaHagckoro peructpa 60/bHbIX MYKOBMUCLM-
[1030M NpuBeaeH B T1abn. 5 [41].

Hanb6onee 3Hauynmble pasgenbl OT4yeTa MO PErucTpy
3a 2014 r. nocBslWEHbI aHanM3dy KIMHUYECKUX XapaKTe-
PUCTUK MauMeHTa, TaKuxX, Hanpumep, Kak UHAEKC Macchl

Ta6nuua 5. Mprmep 0CHOBHbIX AaHHbIX KaHaACKoro perncrpa 60/bHbIX MyKOBUCLMAO030M 3a 2014 1. [41]
Table 5. An example of the main data from the Canadian Cystic Fibrosis Patient Registry for 2014 [41]

MapameTtp 3HauyeHue

Momoulb B cneumann3npoBaHHbIX KIMHUKaX, abc. 4100
Yucno cneumanm3nMpoBaHHbIX LLEHTPOB 42
MepaunaHa Bo3pacTta 60/bHbIX, FoAbl 21,9
Yucno HoBbIX Cily4aeB MykoBucumaosa B 2014 1. 120
3aboneBaHne MarHOCTMPOBAHO Ha NEPBOM rofy XnU3Hu, % 58,8
CymMMapHas ANUTeNbHOCTb FOCNUTaNbHOrO HabAOAEHUS, CYT. (ANS BCEX NaLUEHTOB) 25000
CyMMapHOe YUCNO BU3UTOB B KNMHUKY B 2014 1., abce. (4N BCEX NaLMEHTOB) 15500
PacyeTHas MmeMaHa BbI*XMBAeMOCTH 6OJbHbIX, FOAbI 51,8
MauneHTbl, Hy)aawlwmecs B npueme GpepMeHTOB NOAXKENYA0HHON Kenesbl, % 86,2
MyUYUHBI CO CHUXKEHHBIM BECOM (MHAEKC Macchl Tena < 20 Kr/M2), % 18,9
HEeHLWMHbI CO CHUXKEHHbIM BECOM (MHAEKC Macchl Tena < 20 KI’/M2), % 28,7
MauuneHTbl, MHdULMPOBaHHbIEe Pseudomonas aeruginosa, % 47,4
MauneHTbl, UHOMLMPOBaHHbIE Staphylococcus aureus, % 374
Yucno naumeHToB nocnie TpaHcnnaHtaumm B 2014 r., abe. 33
MauneHTbl ¢ AnabeTom, 06YCNOBNEHHbIM MYKOBUCLMA030M, % 24
MauneHTbl XoTa 6bl C 0gHOM Konven myTaunn F508del, % 89,7
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Tena, Hanu4uMe oTaeNbHbIX MyTauui. BbinonHeHa oueHKa
KoNnyecTBa AHEN, NMPOBELEHHbIX B CTaLlMOHaApe U Ha oMY,
YTO CYL,EeCTBEHHO o6jieryaetr aHanauM3 MeAUKO-3KOHOMMU-
YeCKUX nokaszaTenen. [aHHble oT4yeTa MpeacTaBneHbl
B AOCTYNMHOM ANS NauMeHTOB M HecneuuvanuctoB BU3Y-
anbHon ¢opme. CpaBHeHWe MoKasaTenen no MHAMBUAY-
allbHbIM MNauueHTam cO cpefHMMK obLlieHaLnoHalbHbI-
MW AaHHbIMWM KaHaAcKoro perucrpa no3BonsfeT yayyluTb
3DDEKTUBHOCTb M KayeCTBO OKa3blBaeMbIX MEAMULMUHCKUX
ycnyr nytem OnTUMU3auuu MeAULMHCKOW MOMOLLM KOH-
KpeTHoMy nauueHTy [41].

ABCTPAJIMMCKHUIA PEFTMCTP JAHHBbIX BOJIbHBIX

MYKOBUCLIUAO30OM

HauunoHanbHbIA pPerncTp AaHHbIX GONbHbIX MYKOBWCLIM-
fo3om B ABcTpanuu Bepetca ¢ 1998 r., Korga 1/3 Bcex
6O0NbHbIX, BXOAAWMX B PErncrp, COCTaBAsAAM B3pPOC/ble.
o aHanUTMYeCKOMY aHanu3dy [AaHHbIX, COAeprKalinxcs
B oT4yeTe 3a 2014 r., gons B3poc/biX nauueHtos (18 net
n ctapue) coctaBuna 51,1% [43]. YBennyeHune gonn B3poc-
NbIX NaLUEHTOB B MONyNAALMKU pPErMcTpa CBA3aHO C MOBbI-
LWUEHNEM BbIXXMBAEMOCTU O6O0/bHbIX, YTO KOCBEHHO CBMU-
[eTenbcTByeT 06 yNAyylWleHWM KayecTBa OKa3blBaeMblX
MeauUMHCKKX ycnyr. Bcero B 2014 r. B ABCTpPasMNCKui
peructp O6blin BKAOYEHbl cBeaeHuns o 3294 60NbHbIX.
CpenHuni Bo3pacT 60/bHbIX B pernctpe — 20,5 roga, meam-
aHa Bo3pacTta — 18,4 roaa [43]. ABCTpPaNMNCKUIA perncTp
BedeTcs Npu nomolm Habopa NoKasaTenien, BKIOYAOLWMX
noapo6Hylo aemorpadmnyecKyto, reHeTUYEeCKylo, KIMHWUYe-
CKYIO ¥ TepaneBTUYeCKY0 nHbopMaLmio. Kak u BO MHOrune
3apyberkHble perncTpbl, B ABCTPalIUMCKUN PErncTp BKIItO-
YyeHa counanbHas MHoopmaumsa o 601bHbIX MYKOBUCLMAO-
30M C YKa3aHuem 3aHATOCTU, TPYAOCNOCOOGHOCTHU, YPOBHS
ob6pas3oBaHus, CEMENHOro nonoxeHusa. O6HapyKMnochb, 4To
[ona 60/bHbIX, 3aHATbIX OMnna4YMBaemMbiM TPYAOM, COCTaB-
nsaet 67%. OgHako, B otyeTe 3a 2014 r. coobuLaeTcs, 410
He BCe LEHTPbl MyKOBMCLMAO3a B MONHOM 06bemMe BHOCHAT
3T daHHble. MogobHaa MHGopMauMa HYXHa AN OUEHKM
3KOHOMMYECKMX U COLManbHbIX NMoKasaTenen, CBA3aHHbIX
C MYKOBMCLMAO30M B Le/I0M, BK/ItOYas MPsiMble U KOCBEH-
Hble 9KOHOMMWYECKMe NoTepPH B CBA3U C 3a601€BAEMOCTbIO
TPYLOCMOCOBGHOr0 HacefeHus, a TakXKe ANd opraHusauuu
couManbHOM NOAAEPKKN 60NbHbIX [43].

B nocneagHee Bpems B ABCTpanuu Bce 60/blie NauMeHToB
C MYKOBMCLIMAO30M MO/b3YIOTCS HOBbIMW JIEKAPCTBEHHbI-
MU CpeacTBaMu, 4TO CMNOCOOGCTBYET YNYyYWEHWIO KayecTBa
¥W3HU. AHanNM3, B YacTHOCTU, FrEHETUYECKON MHDOPMaLUK,
nomMoraeT B Bblbope U obecrnevyeHnn naumeHToB apdeKTUB-
HbIMM NpenapaTamu. Tak, B OoT4eTe no peruncrpy 3a 2014 r.
yKa3blBaeTcs, 4To MyTauus G551D ctana BTopow no yacTtoTe
y 60JIbHbIX MYKOBUCLMAO30M B ABCTpanuu. OHa o6HapyeHa
y 203 naumeHTOB B Bo3pacTe 6 net 1 crapuwe. lNayneHtam
¢ myTaumen G551D yacto Ha3HavyaeTcs npenapaT nBakad-
TOp, @ KOMOGMHWPOBAHHbLIM MpenapaT nymakadtop + uBa-
KadTop noKasaH 60/bHbIM, Y KOTOPbIX OGHapyXuBaloTCH
aBe Konuun mytaumm F508del. Mpenapat nymakadTtop + nBa-
KadTop yKe 0gobpeH K npumeHeHnto B CeBepHon AmepuKe
M OTAENbHbIX pernoHax EBponbl y naumMeHToB cTtaplue 12 net.
B ABcTpanuu 4ucno 60MbHbIX, KOTOPLIM MOXET ObITb MOKa-
3aHO fledyeHue npenapaTtoMm nymakadTop + wmBakadTop,
pocturaet 1024 4yenoBeK (YMCNO FOMO3UIOTHbIX MO MyTaLuu
F508del nauueHToB cTapwe 12 neT No AaHHbIM OT4yeTa
3a 2014 ropg) [43]. ABCTpanuMMCKUM cneunanncTam ele npea-
CTOWUT OLIEHUTb NpenMyLLLecTBa NPUMEHEHNS HOBbIX IEKAPCTB.
Mpennonaraetcs, 4TO LWMPOKOE BHEAPEHUE 3TUX HOBbIX Mpe-
napaToB B ABCTpanuu No3BOAUT yyYWKUTb NOKa3aTenn Kaye-
CTBa XU3HU 60JIbHbIX MyKOoBMcLMA030M [43]. Mpu aTOM AaH-
Hble perucTpa O 4YacToTe BCTPEe4YaeMOCTW OMpeAeneHHbIX

MyTaLuit Y GObHbIX MYKOBUCLIMAO30M [eNaloT BO3MOMXHbIM
nposeaeHne GpapMaKO3IKOHOMUYECKOro aHanm3a 3aTparhbl—
3 PEKTUBHOCTb B LIENEeBbIX rpynnax naLnMeHToB.

OBCYXAEHME

B KAMHMYECKUX perucTpax COAEPHKMUTCA MNOMHbIN paj
cBefleHu, obecnevynBatomnx MHOOPMALMOHHYIO NOAAEPHK-
Ky CrneunanuctoB npu Bbli6Ope OMTUMabHbIX MpPOrpamMm
neyenns [44]. HoBble TepaneBTUYECKME CXeMbl ycrew-
HO pas3pabaTbiBaloTCqd NyTeM KOMOMHWPOBAHHOMO aHa-
Nn3a pesynbTaToB KIMHWYECKUX MUCCNEeAOBaHUN U AaHHbIX
KPYnHbIX pernctpos [45]. Hay4yHbI MOUCK 3KOHOMMWYECKHU
paunoHaNbHbIX METOAOB IeYEHUS U NPOPUNAKTUKM OCIOXK-
HEHWI MOXET OCYWEeCTBNATbCS Ha OCHOBaHWM aHanusa
MHAMKATOPOB MCXOAOB, 3aMUCaHHbIX B KIMHUYECKUX pPeru-
cTpax [46]. CnenyeT OTMETUTb, YTO 3HA4YMMbIM GaKTOPOM
OLEHKM MCcX0A0B U 3OOEKTUBHOCTU NevyeHus y nauueH-
TOB C MYKOBMCLMAO30M CYMUTaAETCs OonpeaeneHuve Kade-
cTBa ¥U3HU [10]. BKnwoyeHne B 6yayuiem B PoccuincKkum
PErncTp napameTpuyecKmx nokasaTesnen KayecTBa KU3HM
MOET crnoco6CTBOBaATbL NPOLLECCY ONTUMMU3aL MK MOMOLLM
60/IbHbIM. 3apy6GeXHbli ONbIT yNpaBieHUs MeAULUHCKUMU
[aHHbIMUW NONe3eH A9 pelweHns BonpocoB GopMUPOBaHUS
perucTpos B POCCUM Ha HaLMOHANbHOM W PEernoHasbHOM
YPOBHSX. B npeancnoBum K otyeTy ABCTPaiIMMCKOrO perun-
CcTpa NPOAEMOHCTPMUPOBAH NPUMEP UCMONb30BAHUS 3HAHWM
0 FEHETUYECKMX MYTaLMSX Yy NaLMEHTOB NPU NIaHUPOBaHWUMU
YUCNEHHOCTU LeNneBon nonynaumm GO0NbHbIX AN WHHOBA-
LMOHHOIO flekapcTBeHHoro obecneyeHuns [43]. B oTyeTax
no perncrpam psga 3apybexHblx CTpaH npeacTaBieHbl
[JaHHble O coLManbHOM cTaTyce MauMeHTOB, KOTOpble Yy4u-
TbiBalOTCA MNpU pa3paboTKe CcOoLManbHO-3KOHOMUYECKMX
Mep 1S Ka4eCTBEHHOIro BeAeHNS 60JIbHbIX. B 0T4eTbl MOryT
[ONOJIHUTENbHO BKIOYATLCA CBEAEHMS O KONMYECTBE AHEN,
NpoOBeAEHHbIX B KIMHWKE. Ha 3TW faHHble MOXHO onupaTh-
cs NpW NnaHMpoBaHWM GWHAHCOBBLIX 3aTpaT M CPeacTB
MEeAMLMHCKOro obecneyeHnss 60MbHbIX MYKOBWUCLMAO30M
Ha perMoHanbHOM W HauMoHanbHOM ypoBHe. C60p 1 obpa-
60TKa AaHHbIX BO BCEX PACCMOTPEHHbIX PErMCTPax Beaetcs
Ha OCHOBaHMM NOJIY4EHHOro MHGOPMUPOBAHHOIO COrflacus
nauneHTOB W PErYIMPYETCA MECTHLIMU MW MEXAYHaPOHb-
MU HOpMaM#u npaBa. BegeHune pernctpos B Poccuu perynu-
pyetcs ®eaepanbHbiM 3aKoHOM OT 27.07.2006 N2 152-03
«0 nepcoHanbHbIX JaHHbIX», PEMAaMEHTUPYIOWNM JENCTBUS,
npaBa M 0693aHHOCTM onepaTopa MepCoHasbHbIX AaHHbIX
[15]. Ona BepuduKaunn M aHanM3a faHHbIX Lenecoobpas-
HO UCNOMb30BaTh cneLmanbHOe aHaInTUYecKoe NporpamMmm-
Hoe obecneyeHune [47].

AHanu3 cBegeHun Poccuiickoro obueHaunoHanbHOro
peructpa, nposeaeHHbir C. A. KpacoBCKMM 1 coaBT., ony6/u-
KoBaHHbIV B 2014 r., noOKasan, 4To B LEe/IOM Mo CTpaHe npo-
MCXOOWUT OTCTaBaHME OCHOBHbIX KIMHUKO-GYHKLMOHANbHbIX
rnokasaTefnien OT TaKOoBbIX B perucrpax crpaH 3anaga [12].
HaKkonneHne ¥ cpaBHEHWE XapaKTepUCTMK POCCHICKOro
perncrpa ¢ 3apyberKHbIMM aHanoramu no3BonseTr obHapy-
¥WTb MPUYMHBbI NOJOGHOIO OTCTaBaHUS M ONpPeaenuTb Kpyr
Oyaywmnx 3aga4y CuUCTeMbl 3[paBooxpaHeHus. CpaBHeHWe
CBEEHMI PErnCTPOB PasMyYHbIX CTPaH HeobxoaAMmo AfA
NMOHUMaHMSA OOLLMX W YaCTHbIX TEHAEHLMN, ONpeaenstowmx
nopTpeT 60/bHOr0 MyKOBMCLMAO30M M KayecTBO OKa3bl-
BaeMbIX MEAMLMHCKUX YCNyr B OTAENbHbIX CcTpaHax [48].
B cBS3M € 3TMM NOSIBMJICA BOMPOC, KacaloWwMhcs CTaH-
JapTu3aumm napamMeTpoB M WX MOHATUK, npoueayp cbopa
CBelleHMI, a TaKKe NOBbIWEHNS KayecTBa AaHHbIX AN afeK-
BATHOIO CPaBHEHUS COAEPHKALLMXCA B perucTpax CBeaeHuNn.
Hanpumep, aHanuM3 perucTtpoB HEKOTOPbIX €BPOMENCKUX
ctpaH (benbrusa, ®paHuma, lfepmaHua, HuaepnaHabl) noka-
3an, 4To A0 10-24% naumMeHTOB, BKIIKOYEHHbIX B PErUCTPbI,



He 0TBeYaloT YCTaHOBNEHHbIM AUArHOCTUHECKUM KPUTEPUAM
MyKoBMcLMA03a [49]. 3TO BAMSAET Ha KOHEYHble pe3y/bra-
Tbl @aHann3a NEePBUYHBIX AaHHbIX U NMPUBOAUT K MONYYEHUIO
He COBCEM MpaBW/bHbLIX MOKa3aTenel CPaBHEHUS Mexay
peructpamu. Mpu cpaBHEHUM AaHHbIX PETUCTPOB TaKKe BaXK-
Ha yHUOUKaLMS NepeyHs BKIIOYEHHbIX CBeAeHuin. B nute-
paType onucaHbl MONOXWTENbHblE pe3ynbTaTbl onpeaene-
HUSi BO3MOXHOIMO MWHUMyMa CTaHAapTHbIX MapameTpos,
o6ecneynBarLMx MHOOPMATUBHOCTb perncrtpa G0MbHbIX
MyKoBUcUMAo30M [50]. Kpome ocyllecTBAEHUS Ha NpaKTUKe
npouenyp cTaHgapTU3aLmMu JaHHbIX U TEPMUHOB, YAydlleHne
®YHKLMKU PEerncTpoB MOXET OblTb LOCTUIHYTO MyTem aBTo-
MatTu3auun, 06beanHEHWS, YKPYMHEHWUS U LeHTpanu3auuu
CYLLECTBYIOWMX PErucTpoB Ha HaLMOHaNbHOM W MeXAyHa-
POAHOM YPOBHE.

3AK/TIOYEHUE

B Mupe aKTMBHO CO3[aloTCs M pa3BMBalOTCA PErncTpbl
60/1bHbIXMYKOBMCLMAO30M. KpynHenmne U3 HuxX, Takue Kak pe-
rucTpbl EBponenckoro obuectsa 60/bHbIX MYKOBWCLIM-
1030M, AMepMKaHCKoro ¢oHaa 6GOo/bHbIX MYKOBWUCLMAO-
30M, cofepxaT 06006LeHHy0 UHbopMaLuio no 60JbLo-
MYy KonuyecTBy nauueHToB. Llenn cospaHus peructpos
CXOXM BO MHOIMMX CTpaHax M HanpasfieHbl Ha pelleHue
rMaBHOM 3ajayu — ynydlleHWe KadecTBa nomouwm 60/b-
HbIM. Micnonb3oBaHWe NOMOXKMTENLHOMO OMbiTa OpraHu3a-

CMUCOK JINTEPATYPbI

1. Pittman JE, Ferkol TW. The evolution of cystic fibrosis care.
Chest. 2015;148(2):533-542. doi: 10.1378/chest.14-1997.

2. Griesenbach U, Alton EW. Recent advances in understanding
and managing cystic fibrosis transmembrane conductance regulator
dysfunction. FL000Prime Rep. 2015;7:64. doi: 10.12703/P7-64.
3. Hollin IL, Robinson KA. A scoping review of healthcare costs
for patients with cystic fibrosis. Appl Health Econ Health Policy.
2016;14(2):151-159. doi: 10.1007 /s40258-015-0211-4.

4. Quon BS, Rowe SM. New and emerging targeted therapies for
cystic fibrosis. BMJ. 2016;352:i859. doi: 10.1136/bm);.i859.

5. KellyJ. Environmental scan of cystic fibrosis research worldwide.
J Cyst Fibros. 2017;16(3):367-370. doi: 10.1016/j.jcf.2016.11.002.
6. cfww.org [Internet]. Cystic Fibrosis Worldwide (CFW) [cited 2017
Apr 9]. Available from: https://www.cfww.org/.

7. bapaHoB A.A., HamazoBa-bapaHoBa J1.C., CumoHoBa O.U.,
n op. CoBpemMeHHble NpPeAcTaBieHUs O AWArHOCTUKE W NeYeHUn
[eTen ¢ MyKoBucLmMao3om // lNeagnatpuyeckas Gapmakoiorns. —
2015. — T. 12. — N2 5 — C. 589-604. [Baranov AA, Namazova-
Baranova LS, Simonova Ol, et al. Contemporary understanding of
diagnosis and treatment of children with cystic fibrosis. Pediatric
pharmacology. 2015;12(5):589-604. (In Russ).] doi: 10.15690/
pf.v12i5.1462.

8. MacKenzie T, Gifford AH, Sabadosa KA, et al. Longevity of
patients with cystic fibrosis in 2000 to 2010 and beyond: survival
analysis of the Cystic Fibrosis Foundation patient registry. Ann Intern
Med. 2014;161(4):233-241. doi: 10.7326/M13-0636.

9. KanpaHos H.W., Kawwupckasa H.1O., Aweposa W.K., n ap. Ucto-
pUYecKne M COBpPEMEHHbIE acneKTbl MyKoBucUKnao3a B Poccumn //
lNegnatpuyeckas ¢papmaxonornsa. — 2013. — T. 10. — N2 6 —
C. 53-60. [Kapranov NI, Kashirskaya NY, Asherova IK, et al.
Historical and modern aspects of cystic fibrosis in Russia. Pediatric
pharmacology. 2013;10(6):53-60. (In Russ).] doi: 10.15690/
pf.v10i6.896.

10. lopnHoBa 10.B., CamcoHoBa M.C., CumoHoBa O.10., BuHap-
cKkas W.B. 3mepeHne KayecTBa XU3HW Npu MyKOBUCLMAO3E: AOCTH-
EHUSA U orpaHnYeHunst // POCCUICKMI neanaTpu4eCcKui x)ypHai. —
2013. — N2 5 — C. 40-45. [Gorinova YuV, Samsonova MS,
Simonova OlI, Vinyarskaya IV. Measurement of the quality of life in
cystic fibrosis: achievements and limitations. Russian journal of
pediatrics. 2013;(5):40-45. (In Russ).]

11. Kawwnpckaa H.IO., Kpacosckun C.A., YepHak A.B., n ap.
[nHamM1Ka NPOAOIKUTENBHOCTU XMU3HU 60STbHBIX MYKOBUCLIMAO30M,

LMW PErnCTPOB 3apybeXKHbIX CTpaH MOXET cNoco6CTBOBaTh
BbINOJIHEHUIO 3TON 3a4a4un B Poccuu.

[danbHenuiee pacliMpeHMe eauHoro MHGOPMaLMOHHO-
ro MpoCTpaHCTBa, YHUPUKauMa Habopa perncTtpupyembix
napameTpoB, LEHTpanu3auus XpaHeHWs AaHHbIX MO3BO-
NaT Nydwnm obpa3omM NpPoBOAUTb PA3HOCTOPOHHUI aHanu3
W HarnagHoe npeactaBieHne pesynbTaToB, KOHTPOJb TOY-
HOCTW U CBOEBPEMEHHOCTM BHECEHHbIX JaHHbIX, COBEpLLEH-
CTBOBATb CTPYKTYPYy U Hay4HO-METOAMYECKOE OoGecrneyeHune
PErucTpoB, YTO Ba)XHO AN peanus3aunn nporpamm anuie-
MWONOTMYECKUX U KIIMHUYECKMX UCCNeaoBaHWi MyKOBUCLM-
[103a, opraHM3auumM KavyecTBEHHON U aPpPeKTUBHON Meau-
LIMHCKOM NOMOLLMY BOMbHbIM.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpPbI CTaTbWM MNOATBEPAMAU OTCYTCTBME KOHPIUKTA
MHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLINTD.

ORCID

A.A. Augpees http://orcid.org/0000-0003-0745-9474

E.E. BawnakoBa http://orcid.org/0000-0003-4343-3538
H.B. XauyaHoBa http://orcid.org/0000-0002-4943-4630
M.B. laBbigoBcKas http://orcid.org/0000-0002-8294-0893

npoxusatwmnx B MOCKBe, U ee CBA3b C MONy4aeMon Tepanuen:
peTpoCneKTUBHbLIM aHanu3 3a 1993-2013 rr. // Bonpockl coBpe-
MeHHon negnatpmn. — 2015. — T. 14. — N2 4 — C. 503-508.
[Kashirskaya NY, Krasovsky SA, Chernyak AV, et al. Trends in
life expectancy of cystic fibrosis patients in Moscow and their
connection with the treatment received: retrospective analysis for
1993-2013. Current pediatrics. 2015;14(4):503-508. (In Russ).]
doi: 10.15690/vsp.v14.i4.1390.

12. Kpacosckuit C.A., YepHsik A.B., Kawupckasa E.W., n ap. Myko-
Bucumao3 B Poccuun: Co3gaHue HauWOHanbHOro peructpa //
lNegnatpuss um. .H. CnepaHckoro. — 2014. — T. 93. — N2 4 —
C. 44-55. [Krasovskiy SN, Chernyak AV, Kashirskaya NYu, et al.
Cystic fibrosis in Russian Federation: the establishment of the
national registry. Pediatria. 2014;93(4):44-55. (In Russ).]

13. AwepoBa W.K., KanpaHoB H.W. Peructp Kak cpeacTtBo ynyy-
LWEHNS KayecTBa MEAMLMHCKOW MOMOLWM GOSIbHbIM MYKOBUCLM-
posom // [lepgmnatpmyeckas ¢papmakonorns. — 2012. — T. 9.
— N2 3 — C. 96-100. [Asherova IK, Kapranov NI. The register
as a means of improving the quality of mucoviscidosis patients’
treatment. Pediatric pharmacology. 2012;9(3):96-101. (In Russ).]
doi: 10.15690/pf.v9i3.330.

14. Buzzetti R, Salvatore D, Baldo E, et al. An overview of
international literature from cystic fibrosis registries: 1. Mortality
and survival studies in cystic fibrosis. J Cyst Fibros. 2009;8(4):229—-
237. doi: 10.1016/j.jcf.2009.04.001.

15. AryanHa PU., lutBuHeHKO M.M., CopokoBukoB W.B. Peructpbl
nawuMeHTOB: CTPYKTypa, GYHKL MU, BO3MOXKHOCTU UCMONb30BaHUA //
dapmakosKoHoMuKa. CoBpeMeHHasi apMaKo3IKOHOMMUKa 1 papma-
koanuagemmonornsa. — 2011. —T. 4. — N2 4 — C. 3-7.[YagudinaRI,
Litvinenko MM, Sorokovikov V. Patientsregistry: structure, functions,
opportunities of appliance. Farmakoekonomika. Sovremennaya
farmakoekonomika i farmakoepidemiologiya. 2011;4(4):3-7.
(In Russ).]

16. Ky6aHoB A.A., Anma3oBa A.A., borgaHoBa E.B. Poccuickuin
pernctp 60/bHbIX XPOHWYECKUMWU 3aboneBaHUSAMU KOXU //
BectHuk gepmatonorun u BeHeposaormm. — 2015. — N2 3 — C.
16-20. [Kubanov AA, Almazova AA, Bogdanova YEV. Russian
register of patients suffering from chronic skin diseases. Vestn
Derm Vener. 2015;(3):16-20. (In Russ).]

17. CnpaBo4yHas npasoBas cuctema «KoHcynbTaHT [ntoc». 2017.
[Spravochnaya pravovaya sistema «Konsul'tant Plyus». 2017.
(In Russ).] AocTtynHo no: http://www.consultant.ru.

N
ol
=
~
<
~i
=
(@]
=
~
N~
-~
o
N
~
=x
=
=
o
=
=)
x
<
=
o
<
©
xR
<
x
O
w
T
=
=
<
=
(=3
Ll
=



18. MNoctaHoBneHwue MpasuTensctea PP ot 26.04.2012 N2404 «06
yTBepaeHuu lMpaBun BeaeHns degepanbHOro pernctpa L, 60/1bHbIX
remounei, MyKoBUCUMAO30M, rMrnodmuaapHbIM HaHU3MOM, 60/1€3HbIO
loLwe, 3/10Ka4eCcTBEHHLIMU HOBOOOPA30BaHUSIMM TIMMPOUAHOM, KPOBET-
BOPHOW M POACTBEHHBIX UM TKAHEH, paccesiHHbIM CKIepPO30M, UL oc/1e
TpaHcnaaHTaumm opraHoB U (unm) TkaHen» (pegd. ot 09.04.2016). — M.;
2012.[Decreeofthe Governmentof Russian FederationN404 (amended
April 09, 2016) «Ob utverzhdenii Pravil vedeniya Federal’nogo registra
lits, bol’nykh gemofiliei, mukovistsidozom, gipofizarnym nanizmom,
bolezn’yu Goshe, zlokachestvennymi novoobrazovaniyami limfoidnoi,
krovetvornoi i rodstvennykh im tkanei, rasseyannym sklerozom, lits
posle transplantatsii organov i (ili) tkanei» dated April 26, 2012.
Moscow; 2012. (In Russ).] OoctynHo no: http://www.consultant.ru/
document/cons_doc_LAW_129079/. Ccbilka aKTMBHa Ha
17.03.2017.

19. lWapanosa 0.B., Llaperopoaues A.[., Ko6puHckuin B.A. Bcepoc-
CUICKaa AucrnaHcepu3auusi: OCHOBHbIE TEHAEHLUMU B COCTOSIHWUM
300pOBbS AeTen // PoccuiCKuii BECTHUK MNepuHaToNorum 1 neau-
atpun. — 2004. — T. 49. — N2 1 — C. 56-60. [Sharapova OV,
Tsaregorodtsev AD, Kobrinskii BA. Vserossiiskaya dispanserizatsiya:
osnovnye tendentsii v sostoyanii zdorov'ya detei. Russian Bulletin of
perinatology and pediatrics. 2004;49(1):56-60. (In Russ).]

20. Ko6puHckuit B.A., MogonbHas M.A., boropag A.E. Peructp pea-
KWX XPOHMYECKMX 3a60NeBaHUM Nerkux y ageten // Bpay n uHpopma-
LMOHHbIe TexHonormn. — 2015. — N2 3 — C. 64-70. [Kobrinskii BA,
Podolnaya MA, Bogorad AE, et al. Register rare chronic lung disease
in children. Vrach i informatsionnye tekhnologii. 2015;(3):64-70.
(In Russ).]

21. Peructp 60/1bHbIX MyKOBHUCLMAO30M B Poccurickorn ®egepaumm.
2015 rog. — M.: MeanpaKtnka-M; 2016. — 72 c. [Registr bol’nykh
mukovistsidozom v Rossiiskoi Federatsii. 2015 god. Moscow:
Medpraktika-M; 2016. 72 p. (In Russ).]

22. Peructp 60/1bHbIX MyKOBHUCLMAO030M B Poccuiickorn ®egepaumm.
2014 rog. — M.: MeanpaKtunka-M; 2015. — 64 c. [Registr bol’nykh
mukovistsidozom v Rossiiskoi Federatsii. 2014 god. Moscow:
Medpraktika-M; 2015. 64 p. (In Russ).]

23. who.int [Internet]. World Health Organization. Child growth
standards. WHO Anthro (version 3.2.2, January 2011) and
macros [cited 2017 Apr 12]. Available from: http://www.who.int/
childgrowth/software/en/.

24. depepanbHbll 3aKoH oT 27.07.2006 N2152-d3 «O nepco-
HalbHbIX AaHHbIX» (ped. oT 22.02.2017). CnpaBoyHas npaBoBas
cucrtema «KoHeynbtaHT Mntoc». — M.; 2017. [Federal Law of Russian
Federation N 152-FZ (amended Feb 22, 2017) «O personal’nykh
dannykh» dated July 27, 2006. Spravochnaya pravovaya sistema
«Konsul'tant Plyus». Moscow; 2017. (In Russ).] ocTtynHo no: http://
sudact.ru/law/federalnyi-zakon-ot-27072006-n-152-fz-0/ Ccbinka
aKTMBHa Ha 17.03.2017.

25. Kpacosckunt C.A., AmenuHa E.J1., YepHsik A.B., u ap. Ponb
perucTpa MOCKOBCKOrO pernoHa B BeieHWU GOMbHbIX MyKOBUCLMAO-
3om // MynbmoHonorms. — 2013. — N2 2 — C. 27 -32. [Krasovskii SA,
Amelina EL, Chernyak AV, et al. Rol’ registra moskovskogo regiona
v vedenii bol'nykh mukovistsidozom. Pul’'monologiya. 2013;(2):
27-32. (In Russ).]

26. ecfs.eu [Internet]. ECFS Patient Registry. Introduction [cited
2017 Apr 12]. Available from: https://www.ecfs.eu/projects/
ecfspatient-registry/intro.

27. Viviani L, Zolin A, Mehta A, Olesen HV. The European Cystic
Fibrosis Society Patient Registry: valuable lessons learned on how
to sustain a disease registry. Orphanet J Rare Dis. 2014;9:81. doi:
10.1186/1750-1172-9-81.

28. ecfs.eu [Internet]. ECFS Patient Registry Annual Data Report.
2014 [cited 2017 Apr 12]. Available from: https://www.ecfs.eu/
sites/default/files/general-content-files/working-groups/ecfs-
patient-registry/ECFSPR_Annual%20Report%202014_Nov2016.pdf.

29. epirare.eu [Internet]. EPIRARE: Guidelines for data sources and
quality for RD Registries in Europe [cited 2017 Apr 12]. Available
from: http://www.epirare.eu/_down/del/D4_Guidelinesfordatasou
rcesandqualityforRDRegistriesinEurope.pdf.

30. ecfs.eu [Internet]. Guidelines for the ECFS Patient Registry [cited
2017 Apr 12]. Available from: https://www.ecfs.eu/projects/efcs-
patient-registry/guidelines.

31. cysticfibrosis.org.uk [Internet]. UK Cystic Fibrosis Registry.
Annual Data Report. 2016 [cited 2017 Apr 12]. Available from:
www.cysticfibrosis.org.uk/registry.

32. vaincrelamuco.org [Internet]. Registry and cystic fibrosis in figures
[cited 2017 Apr 12]. Available from: http://www.vaincrelamuco.
org/2014/12 /21 /registry-and-cystic-fibrosis-figures-294.

33. vaincrelamuco.org[Internet]. Registrefrancaisdelamucoviscidose
— Bilan des donnees 2015. Vaincre la Mucoviscidose and Institut
National d’Etudes Demographiques (Ined) Paris, March 2017 [cited
2017 Apr 12]. Available from: http://www.registredelamuco.org.

34. vaincrelamuco.org [Internet]. Registre francais de la muco-
viscidose — Bilan des donnees 2013. Vaincre la Mucoviscidose et
Institut national d’Etudes demographiques (Ined). Paris, Avril 2015
[cited 2017 Apr 12]. Available from: www.registredelamuco.org

35. ncfs.nl [Internet]. Dutch CF Registry 2015 [cited 2017 Apr 12].
Available from: https://www.ncfs.nl/.

36. Warwick WJ, Pogue RE. Cystic fibrosis. An expanding challenge
for internal medicine. JAMA. 1977;238(20):2159-2162. doi:
10.1001/jama.1977.03280210051020.

37. Schechter MS, Fink AK, Homa K, Goss CH. The Cystic Fibrosis
Foundation Patient Registry as a tool for use in qualityimprovement. BMJ
Qual Saf. 2014;23 Suppl 1:i19-14. doi: 10.1136/bmjgs-2013-002378.
38. cff.org [Internet]. Cystic Fibrosis Foundation. Patient Registry
Annual Data Report 2015. Bethesda, Maryland: Cystic Fibrosis
Foundation; 2016 [cited 2017 Apr 12]. Available from: https://www.
cff.org/Our-Research/CF-Patient-Registry/2015-Patient-Registry-
Annual-Data-Report.pdf.

39. Knapp EA, Fink AK, Goss CH, et al. The Cystic Fibrosis Foundation
Patient Registry. Design and methods of a National Observational
Disease Registry. Ann Am Thorac Soc. 2016;13(7):1173-1179. doi:
10.1513/AnnalsATS.201511-7810C.

40. cff.org [Internet]. Patient Registry Data Requests [cited
2017 Apr 12]. Available from: https://www.cff.org/Research/
Researcher-Resources/Tools-and-Resources/Patient-Registry-
Data-Requests/.

41. cysticfibrosis.uberflip.com [Internet]. The Canadian Cystic
Fibrosis Registry. 2014 Annual Report [cited 2017 Apr 12]. Available
from: https://cysticfibrosis.uberflip.com/i/705240-cystic-fibrosis-
canada-registry.

42. cysticfibrosis.ca [Internet]. Canadian CF Registry [cited 2017
Apr 12]. Available from: http://www.cysticfibrosis.ca/our-programs/
cf-registry.

43. cysticfibrosis.org.au [Internet]. Cystic Fibrosis in Australia 2014.
17th Annual Report from the Australian Cystic Fibrosis Data Registry
[cited 2017 Apr 12]. Available from: https://www.cysticfibrosis.
org.au/media/wysiwyg/CF-Australia/medical-documents/CFA_
DataRegistryReport_2014_Final.pdf.

44, Stern M, Bertrand DP, Bignamini E, et al. European Cystic
Fibrosis Society Standards of Care: quality management in cystic
fibrosis. J Cyst Fibros. 2014;13 Suppl 1:S43-59. doi: 10.1016/
jjcf.2014.03.011.

45. Sawicki GS, McKone EF, Pasta DJ, et al. Sustained Benefit from
ivacaftor demonstrated by combining clinical trial and cystic fibrosis
patient registry data. Am J Respir Crit Care Med. 2015;192(7):
836-842. doi: 10.1164/rccm.201503-05780C.

46.1 Gliklich RE, Dreyer NA, Leavy MB, editors. Registries for
evaluating patient outcomes: a user’s guide. 3rd ed. Rockville, MD:
Agency for Healthcare Research and Quality; 2014.

47. XpomywuH B.A., Xagapuea K.A., KonblipuH W.FH0. AHann3 agaHHbIX
MEeAULIMHCKUX peructpos // Bpay u mHpopmaLMOHHbIE TEXHO/0-
rmm. — 2011. — N2 6 — C. 34-36. [Khromushin VA, Khadarceva KA,
Kopyrin 1IY. The analysis of the given medical registers. Vrach i
informatsionnye tekhnologii. 2011;(6):34—36. (In Russ).]

48. Goss CH. Country to country variation: what can be learnt
from national cystic fibrosis registries. Curr Opin Pulm Med.
2015;21(6):585-590. doi: 10.1097 /MCP.0000000000000208.
49. Thomas M, Lemonnier L, Gulmans V, et al. Is there evidence
for correct diagnosis in cystic fibrosis registries? J Cyst Fibros.
2014;13(3):275-280. doi: 10.1016/j.jcf.2013.10.010.

50. Kalankesh LR, Dastgiri S, Rafeey M, et al. Minimum data set
for cystic fibrosis registry: a case study in Iran. Acta Inform Med.
2015;23(1):18-21. doi: 10.5455/aim.2015.23.18-21.



