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MyKOBUCIIHIO3 — 3TO PEIKOe T'eHETHYECKOE MYJIbTHCUCTEMHOE 3a00JieBaHue,
MOpaXKAIOIIee JIbIXaTeNbHBIE MYTH, MOKEIYAOYHYIO KeJe3y, MeYeHb, JKeTyT0UHO-KUIICUHBIN
TPaKT, CIIOHHBIC, TIOTOBBIC JKEJIE3bl, PEPOIYKTUBHYIO cucTeMy. HazBanue, cocrosiiee u3 IByX
JATUHCKUX CJIOB: «mucus» (ciu3b) u «viscidus» (JIUMKWii) B IOTHOW Mepe OTpa)kaeT CYIHOCTh
3a00NeBaHus, TaK KaK MMEHHO BsI3Kas, TATyYasl CIIM3b OKa3bIBaeT caMoOe HEOJIaronpusITHOE
BJIMSIHME HAa COCTOSTHUE OpPraHOB U CUCTeM. B ocHoBe pa3Butus mMykoBucuugosa (nainee MB)
JeKaT TEHeTUYECKUE HapyIIeHus B 7 Xpomocome. B HacTosiee BpeMs yueHble OOHAPYKUIH
6omnee 2000 myTamuif, KOTOpBIE C Pa3HOM YACTOTOW BCTPEYAIOTCA CpEIu JIOJEH pa3HbIX
HAI[MOHATLHOCTEH U MPOKUBAIOIINX B KAXKIOM OIPEICICHHOM PETHOHE MHUPA.

HccnenoBanne «OpraHuzanyss MEIULMHCKOM IOMOLIM M JIEKAPCTBEHHOTO
o0ecrieyeHus MaMeHToB ¢ MyKoBUcK030M B Poccuu B 2017 roxy» nposeneHo B hoopmate on-
line ompoca ¢ ydactuem 455 pecHoOHACHTOB (POAUTENH TMAIMEHTOB W TAIMEHTHI) U3 8§
¢denepanbHbIX OKpyroB. OTBeThl Ha 43 OTKPHITBIX M 3aKPHITHIX BOMPOCAa KOHCTaTHPYIOT
TEKYIIYI0 CUTYAIHIO [0 OPTaHU3allMN MEAULIUHCKON TOMOIIH, JIEKAPCTBEHHOT'O 00eCTIeYeHUs 1
peabmntanuu nanreHToB ¢ MB 1 npexne Bcero aereit (85% ydacTHHKOB oIpoca — pOJUTENH
nauveHtoB 10 18 ner). HccnepoBanue mnpoBeneHo Corwo30M NAUMEHTOB W MAIMEHTCKHUX
opranuszanuii mo peakum 3adoneBanusaMm u Mucturyrom EADC, npu yuactun OOmiepoccuiickon
Oo6mectBenHoit Opranm3anuu «Bcepoccuiickas acconuanus JUisi O0IBHBIX MYKOBHCIIHIO30M),
PernonanpHON OOIIECTBEHHOW OpraHHM3aIly MOMOIIM OOJIHHBIM MYKOBUCIHA030M «Ha omHOM
IbIXaHuM», PerumoHanpbHON 0OImEeCTBEHHONW opraHu3anuu MockoBckoil obOnactu  «Ilomorb
OOJIbHBIM MYKOBHMCLHUI030M», SIpOCIAaBCKOM pErMOHANIbHOM OpraHu3aldyd MOMOLIM OOJBHBIM
MYKOBHUCIUI030M «Manenpkuii Myk», MexXpernoHanbHOH 0OLIECTBEHHOW OpraHU3aIiH
«[lomomp  OGONMBHBIM  MYKOBUCIHIIO30M». B oTdere mo pe3yibraTaM HCCIEIOBAHUSA
UCIOJIb30BaHbl MaTepuansl HamnuoHansHOro koHceHcyca «MyKOBHCIMIO3: OIIPEEICHUE,
OUarHOCTUUYECKUe Kputepuu, tepanus». (HauuonanbHbli koHceHcyc «MyKoBHCIIMIO3:
OIpeJieNIeHUe, AUAarHOCTHUECKUEe KpUTEepUH, Tepamus»; Poccuiickoe 0O0IIECTBO MEIUIUMHCKUX
reHeTukoB, Poccuiickoe  pecnuparopHoe  obmectBo, Corw3  menuatpoB  Poccum,
Oobmepoccuiickas obuiecTBeHHass opranusaunusi «Bcepoccuiickas accommanusi JUist OOJBHBIX
MyKOBHUCII1030M»; Mocksa, 2016 1.).

CBoeBpeMeHHas auarHoctTuka MB obecrieunBaeT B OONBIIMHCTBE CIy4YacB paHHEE
Hayajo Tepanuu (B TOM YHMCIIE HA JOKIMHUYECKOM JTare) U YIy4IIaeT MPOrHO3 3a00JieBaHUsL.
JlnarHo3 1oJbKeH OBITh TIOCTAaBJIEH B paMKaX HEOHATAJIbHOTO CKpUHHHTA (HE MO3/IHEe 8 HEJelb).
HccnenoBanne mokaszano, 4To Toibko 46% pgereii ¢ MB Obuin BBISIBICHBI B paMKax
HEOHATaJHLHOTO CKPUHHHTA, AUAarHo3 28% MaIleHToB ObLI MMOCTABJICH B Bo3pacTe A0 | roga, a B
26% cnydaeB eule nosxe ([Juarpamma 1). YacTUuHO MO3[HAS MOCTAHOBKA JMArHO3a MOXKET
ObITh O0BSCHEHA TEM, YTO MpOTrpaMMa M0 HEOHATaJbHOMY CKpMHHHTY Ha MB nHauanace B P®
tosibko ¢ sHBaps 2007 roma (Ilpuka3 MuHuCTepcTBa 34paBOOXpPAHEHHMS U COLUAIBHOIO
pasButust P® ot 22.03.2006 Nel85 «O maccoBoMm 00cienoBaHUM HOBOPOXKICHHBIX JeTed Ha
HaCJIeICTBEHHBIE 3a00JIEBaHUN).



Juarpamma 1. Bo3pact nocranoBku aAnarsosa MB y yuacTHHKOB onpoca
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KommniekcHoe o0cnenoBaHMe ManueHTa — 3aj]or BbIOOpa YCIENIHON TaKTHKH
neuenus MB: JIHK-n1uarsoctiuka 4acThIX MyTalluidi 1 CEKBEHHUPOBAHUE T€HA ONPECISIIOT BHIOOD
3THONATOT€HETHYECKOT0 Mperapara; KOMIIBIOTEpHass ToMorpadus, AbIXaTelbHbIE TECTHI
JIUAarHOCTHPYIOT 00bEM M BUJ MOPAXKEHMS JIETKHX, YTO TaKXe OIpelesseT BBHIOOp Tepanuu;
MHUKpPOOHMOJIOTHYECKAass ~ OUArHOCTUKA  TO3BOJSIET  MHAMBUAYAJIbHO  HAa3HAYUTh  KypC
aHTHOAKTEpUAILHON Teparnuu T.1.

KomnnekcHast nexapctBeHHast Teparnuss MB TpeOyeT MOCTOSIHHOTO NPUMEHEHUS
HECKOJIbKMX Tpynn mpemnapatoB. Toinbko AopHa3a anbda (MyJIbMO3UM) NPEAOCTABISCTCS
nmanueHTaM B pamkax (enepansHoit mporpammbel 7B3H (nexapcTBeHHOE obOecrieueHHUE JIHIIL,
OOJNIbHBIX TeMO(UINCH, MYyKOBHCUUIO30M, TUNO(U3ApHBIM HaHU3MOM, Oone3nbpio [omre,
3JI0KAYECTBEHHBIMH HOBOOOPA30BaHUAMM JTMM(OUIHON, KPOBETBOPHONW M POJCTBEHHBIX HM
TKaHEeH, pacCestHHbIM CKJIEPO30M, JIMI[ IOCe TPAHCIUIAHTAMU OpPraHoB W (WJIM) TKaHEeW B
COOTBETCTBHUHM C YacThio 9.2 crathu 83 DenepanbHoro 3akoHa oT 21.11.2011 r. Ne 323-03 «O6
OCHOBaxX OXpaHbl 370poBbsi rpaxknaH B Poccuiickoit ®enepanuu»). Opranuzanus
JIEKapCTBEHHOTO obecrieueHust (PepMEHTHBIMH TpenapaTamMy, aHTHOMOTHKAaMU, MYKOJIMTHKAMH,
OpOHXOJIMTUKAMHU, TOPMOHAIBHBIMHU ITpETapaTaMu, renaTonpoTeKTOpaMH U Ip. B aMOyJIaTOPHOM
3BEHE HAxXOAMTCA B BeAeHWHM MuH31paBoB cyObekToB P® u Hyxgaercs B Cepbe3HOM
yJIydnieHnd. MOHUTOPUHT TeueHHs 3aboieBaHusi, aHanu3 3()(HEKTUBHOCTH U KOPPEKTHUPOBKY
JICKApCTBEHHON Tepamuu TakkXe HeoOXOAMMO OpraHM30BaTh «HA MecTax» (Kak MHHMMYM B
Macmradax OKpyra).

WNudpactpykTypa cUCTeMBbl 3apaBoOXpaHeHHs B cyObekTax P® He mo3BomsieT

IIPOBOAMTH ITOJIHBIII MOHUTOPUHT COCTOSIHUSA opraHu3ma nauuenta ¢ MB (uarpamma 2)



Juarpamma 2. JIocTynIHOCTH J1a00paTOPHBIX METO0B MOHUTOPHHIA B cy0ObekTax PP
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C MOMEHTa MOCTAaHOBKHU JUArH03a «MYyKOBHUCIIHI03» PEOCHOK JOKEH HAOTI0AaThCS
KOMaHOW CIEUATNCTOB: Bpad-mieauaTp (CIEMUANTUCT M0 MYKOBUCIHI03Y), KHHE3UTEPAIEBT,
nueronor. CeMbst JOKHA MMETh BO3MOXKHOCTH IMOJydaTh KOHCYJIBTAIMU TICHXOJIOTA, Bpada-
redeTuka. [Ipu HEOOXOIMMOCTH MPUBIICKAOTCS Bpauu APYTUX crenuainbHocTel. KomruiekcHoe
BeZicHHE 3a00iieBaHus (BKIIOYAs BO3MOXKHOCTh HAOMIOJCHUSA y «Y3KHUX» CICHUAIUCTOB) H
peryisipHbie  1000CIEeIOBAaHUS TMAIMEHTOB MO3BOJISIOT TOBBICUTH A(D()EKTHBHOCTH JICUCHHS,
MPEeIyNpeUuTh Pa3BUTHE TSHKEIBIX OCIOXKHEHHH W 3HAYUTENHLHOTO OTCTaBaHWS B (DU3MYECKOM
pa3BUTHUH.
Pe3ynbTarhl onpoca MoKa3bsIBaOT, YTO OONBIIMHCTBY MAlMEHTOB B cyObekTax PD He mocTyreH
MOJIHBIA TIEPEeUeHb Y3KUX CHEIHAIMCTOB, HEOOXOMUMBIX [JIi KOMILIEKCHOTO BEICHUS
3a00JIeBaHUS:
v' HaummeHee JOCTYNHBIMH CHELNHAINCTAMH  SBJISIOTCS  KuHesumepanesmol (70%
nayuenmos He uMerom 803MOACHOCMb noceweHus), IH0oKpunonozu (60%), ouemonozu
(80%)
v' B 4nciio «1eGpUIUTHBIX» CIEIHAIUCTOB TAKKE TIONAIN HEe6PORAMO02U, RYIbMOHOJIO2U
u annepzonozu

KommniekcHoe oOciieoBanne HeoOXoauMo nanuenty ¢ MB kaxasie 3 mecsua, npu
3TOM CHUCTeMa aMOylaTOPHOTO HAONIOJACHUS OpraHM30BaHa TOJNBKO B MoCkBe U MOCKOBCKOM
obmactu, 10 25 okts6ps 2017 1. Takas cuctema pabotana Takxke B r. Spocnasie. 82 cyObekTa
P® He wmMmerorT cucreMbl amOynaTOpHOTO HaOmo[eHUus mnanueHToB ¢ MB! B orcyrcTBumn
BO3MOKHOCTH IPOMTH HEOOXOAMMOE TIaHOBOE 00CIEIOBAHUE MO MECTY KUTEIbCTBA MAI[UCHTHI
MOTYT OBITh HampaBJieHbI B (enepaibHble HEeHTphl. OJHAKO TaKOH BO3MOKHOCTBIO €XKETOJIHO
nosib3ytorca Tosbko 30% mamueHTtoB. HecMoTps Ha HEAOCTaTOYHBI ypOBEHb pa3BUTHUSA
peruoHanbHOM HMH(PACTPYKTYyphl OKa3aHUS MEAWIMHCKOW mNoMomu namueHtam ¢ MB 1/3




MAIMEHTOB B CHJIY pa3HBIX NPUYUH HE MocemaeT npoduibHble QeaepanbHble JeueOHbIe
YUpEKICHUS.

Jleuenue OonbHBIX MB Bkirodaer B ce0s yacThle JieueOHbIC M MPO(UIaKTHISCKUE
KypChl aHTHOAKTEPUAIbHON ¥ MYKOJIUTUYECKOW TepaIHy, TOCTOSHHBINA MTPHEM MaHKPEaATHIECKIX
(demenToB. Opranuzanus JbIOTHOTO JICKAPCTBEHHOTO 00ecTieueHUsI B aMOyIaTOPHBIX YCIOBHSIX
MPUHIMITHATBFHO BaXKHA W JUISI TAIMEHTa, W JJI1 CHCTEMBI 3/paBooxpaHeHus. [lis 60iapHOTO
JICYCHUE «HA JIOMY» CHUKAET PUCKU MEPEKPECTHOTO U CYyNepUHPUITMPOBAHUS PE3UCTEHTHBIMU K
aHTHOMOTHKAM IITaMMaMH MHKPOOPTaHU3MOB, a I TOCyJapcTBa aMOyllaTOpHOE JIeUYCHHE
CTOUT 3HAYHUTENHHO JemieBne. TeM He MeHee, AajieKo He Bce Mpenaparbl, He00XoAuMbIe s
amM0yJIATOPHOIO JieYeHHsI, MOTYT OBITh MOJIy4YeHbl OecnmjiaTHO. MakcuManbHas JOCTYIHOCTh
(98,2%) y mpemaparta nopHaza anb(a (IIyJIbMO3UM), 3aKYNKH KOTOPOTO OCYIIECTBISIOTCS W3
cpeacts (enepanbHoro Oropkera. M3 mpemapaTtoB, KOTOpbIE MOTYT OBITh NMPEIOCTABICHBI 11O
PETHOHAIBHOM JTrOTe, KK/IBI BTOPOH MAllMEHT HE UMEET BOZMOYKHOCTH MOJIYYHTh OCCILIATHO
UHZANIAYUOHHbBIE MYKOTUMUYECKUE CPeocmea u madiemuposannsle anmuoduomuku, domnee
40% nDanMeHToB HE NOJYYalOT OCCINIaTHO UHZANAUUOHHbBIE AHMUOUOMUKU, KAK MHUHUMYM
TPETh MAIMEHTOB TIOCTOSIHHO HYXIAIOTCS B OCCIUIATHBIX GHYMIPUGCHHBIX AHMUOUOMUKAX,
20pMOHANBbHBIX npenapamax u opouxorumuxax. (Inarpamma 3)

JMuarpamma 3. Heo0ecneueHHOCTh JbIOTHBIMHM JIEKAPCTBEHHBIMH MpenapaTtaMud B
amM0yJ1aTOPHOM 3BeHe (mauueHThbl, HeobecneueHHsble JIII, % oT yuacTHUKOB ompoca)
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HenocTymHOCTh NIBFOTHBIX TIpENapaTtoB s aMOYJIaTOPHOTO JICUEHUS BIEUET 3a COoOOH
JIOTIOTHATETFHBIC PACXOJIbI CO CTOPOHKI ceMel manueHToB (Juarpamma 4)



Juarpamma 4. [Ipenapatbl, KOTOPble NAUMEHTbI MOKYNAKT U3 COOCTBEHHBIX CPEACTB NMPH
JileYeHNH B aMOYJIaTOPHOM 3BeHe (KOJIHYeCTBO MALMEHTOB, COOOIIMBIINX O COOCTBEHHBIX
pacxonax Ha JIII, % oT 4ymMc/1a yYaCTHHKOB ONPOCA)

hepMeHTHbIe
npenapaTsl

fopHasa ansda
(NyNbMO31M)

WHble
WHranaAuWMoHHGL...

WHranaUnoHHbIe
aHTUOMOTUKMK

BHYTPWBEHHbIE
aHTUBMOTUKK

TabneTupoBaHH
aHTUMBMOTKKHK

rOPMOHaNbHbIE
npenaparsl...

BpoHXxoNnTUKK

renaTonpoTeKTo
bl

BUTaMUHHbIE
npenapaTsl

Opyroe
(YKaxuTte)

0% 10% 20% 30% 40% 50% 60% 70% 80% 90% 100%

Kaxnas 5-1 cembst TpaTUT Ha MOKYTKY JekapcTB 10 5 000 pyOineit B kBapTai, Kaxaas 3-1 ceMbs
— 1o 10 000 py6uneii B kBaptani, 35% cemeii — 6onee 10 000 pyOuieii B kBapTa.

OcHoBHoWi mpuunHO# (77% OTBETOB) HEOOECIIEYEHHOCTH JIEKAPCTBEHHBIMHU
mpernaparaM B aMOYJIaTOpPHOM 3BEHE YYACTHHUKM ONpPOCa HA3bIBAIOT OTCYTCTBUE 3aKyIKH
HEOOXOIMMOTO JIEKapcTBa CO CTOPOHBI OPraHOB 3APABOOXPAHEHUS PETHUOHA, B KaXIOM 3-s
cllyyae JIeyalluii Bpay IMpe/ularaeT 3aMEHUTh Ha3HAYCHHBIM NpenapaT Ha HUMEIOIIUICS B
HAJMYUM MO JIBIOTE, 74 YYaCTHUKOB OIPOCAa COOOIIMIM, YTO HYXAAIOTCA B 00ECHEUCHUU
HE3aperucTPUPOBaHHBIMU Ha TeppuTopun PO npenaparamu. (Juarpamma 5)



Juarpamma S. IIppyunMHBI NOKYNKH Npenapara NalHeHTOM U3 coOCTBeHHbIX cpeacTB (%
YYACTHHMKOB ONPOCA, YKA3ABIIMX TY WM HHYIO IPUYHMHY)
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HeoGecnieueHHOCTh HEOOXOAMMBIMH JIBTOTHBIMH JIEKAPCTBEHHBIMU IIpenapaTaMu
Juis aMOyJIaTOPHOTO JICUEHUS] B PETHOHAX SIBJISIETCS CIEICTBUEM OPTaHM3ALMOHHBIX MPOOIieM,
Cpeau KOTOPBIX: OTCYTCTBHE HEOOXOIMMBIX TIpEnapaToB B OrPAaHUYUTENBHBIX CIHCKaXx
(KHBJIII, OHJIC, perroHanbHbIX COUCKAX JIOTHBIX JIEKAPCTB) SBJISIETCS OTPAHUYEHUEM IS
OIOJDKETHBIX 3aKYIOK; OTCYTCTBUE aMOYJIaTOPHOTO HAONIOACHHMS TalMeHTa IO MECTY
JKUTEIbCTBA MPHUBOAMT K TOMY, YTO He (OpMHUpYyeTCs 3asgBKa Ha 3aKyINKy HEOOXOIUMBIX
npenapatoB cyoObekToM P®; CymiecTBYIOT BO3pacTHBIE OTPAaHUYECHHS HA 3aKYIKY JIbIOTHOTO
npernapara, HampuMmep (EepMEHTHI IMOJDKETYTOYHON JKele3bl MOTYT OBITh IMPEJOCTaBICHBI MO
ITocranoBnenuto IIpaBurenscrBa P® ot 30.07.1994 Ne 890 Tonpko nerssm ao 16 sner u 1.1.

CornacHo KIMHMYECKUM peKOMeHAanusM OosibHbie MB TOMKHBI KaK MOXKHO PExXe
TOCMUTANIM3UPOBAThCS. HaxokeHue B cralmoHape SBISETCS OOBEKTUBHON HEOOXOAMMOCTHIO
mpu 000CTpeHUHU 3a00JIeBaHUS U B Cilydae MPOXoxaeHus oOcienoBaHus. OIHAKO OTCYTCTBUE
CUCTEMBI CTAallMOHAPHOTO OOCIY)KMBAHHSI Ha JIOMy W PETHOHAJBHBIX 3aKyHOK HEOOXOIUMBIX
AHTHOMOTHKOB TMPUBOAUT K TOCMUTANTHM3AIMK MMAlMEHTa NJs TPOXOXKICHHUS Kypca JeUeHUs
BHYTpUBEHHBIMH (34% OTBETOB) W Aake WHTATAIUOHHBIMU (15% OTBETOB) aHTHOMOTHUKAMU
(dunarpamma 6).



I[narpaMMa 6. OcHOBHbBIE NPUYIUHBI TOCITUTAIU3ANUU B CTANHOHAP MO MECTY *KUTECJIbCTBA
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JIbroTHOE JEKapCTBEHHOE OOECIICUYEHUE B YCIIOBHSIX CTAlMOHAPA XapaKTepU3yeTCs
TEMH K€ MpoOIeMaMH, 4TO U B aMOyJIaTOPHOM 3BEHE: CYIIECTBYET HEOOXOAMMOCTh MOKYMATh
mpemapaTsl 3a CUeT MAIlMeHTa B CBS3M C OTCYTCTBHEM 3aKyNKH HA3HAYCHHOTO IperapaTta u3
cpenctB cuctembl OMC ([luarpamma 7)

Juarpamma 7. [Ipenapatbl, KOTOpble NAUMEHTbI MOKYNAKT U3 COOCTBEHHBIX CPEACTB MPH
JIeYeHNH B CTallHOHape (KOJIM4YeCTBO MALMEHTOB, COOOUIUBIINX 0 COOCTBEHHBIX Pacxoaax,
% OT 4KCJIa YYACTHHKOB ONPOCa)
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Mukpoopranusmsel, uHOpUIUpyomue OoapbHOro MB, omnpenensioT JeyeHuE,
Ka4yeCcTBO JKM3HU, MEPCIEKTUBBI Ul TPAHCIUIAHTALMU M OOLIYI0 BBDKMBAaeMOCTh. KoppekTHas
aHTHOaKTepualbHasi Tepamus Moa0MpaeTcs B pe3yidbTareé TOYHOM  WACHTH(PHKAIUU
BO30yauTeNne WHQEKIMA hIXaTeIbHBIX MyTeH M MMEeT CYIIECTBEHHOE 3HAueHHE I
OpTaHU3aIMH HAAJIEKAIIETO0 HHPEKITMOHHOTO KOHTPOJIS.

JU1st OCTOSIHHOM TepaIruy XpOHUYECKOT0 MUKPOOHO-BOCTIAJIMTEIBHOTO 3a00JIeBaHUS
JIETKUX WCHOJIB3YIOTCS MHTASAIUOHHBIE aHTUOMOTUKH. IIpu 0OOCTpeHMH JIErOYHOM MH(EKINH
NPENOYTUTEIIFHO BHYTPUBECHHOE BBEICHHE AHTUOMOTHKOB, KOTOpOE OOBIYHO MPOBOIUTCS B
CTallMOHApEe, a WHOT/IA, IOCJIE TOSBJICHUS TOJOKUTEIbHON KIMHUYECKOW NWHAMHKH, JEYCHHE
MOXET OBITh TPOJOJDKEHO B  aMOyJaTOpHBIX ycioBusX. IlmaHoBas BHyTpUBEHHAs
aHTHOAaKTepUalIbHAs TePAIUs MOXKET HOJHOCTHIO MMPOBOJAUTHCS B aMOYJIaTOPHBIX YCIOBHSIX.

ITocne OKOHYaHUS Kypca BHYTPUBEHHOMN Tepanuu pEeKOMEHyeTCs
npopMIAKTHIECKOE MPUMEHEHNE WHTAISIIMOHHBIX aHTHOMOTUKOB. TakuMm 00pa3oM, JbLOTHOE
obecrieyenre aHTHOMOTHKAMM Pa3HBIX (OpPM HEOOXOAMMO MHAIllMEHTAM KaK Ha aMOyIaTOPHOM,

TaK ¥ Ha CTallMOHapHOM 3Tane. [Ipu 3TOM JOCTYMHOCTh aHTHOMOTUKOB: MHTATSIIMOHHBIE — 34%

(amOynaTopHO M B CcTalMoHape), TadieTupoBanHbie — 26% (amOynaTtopHo)/33% (B cTamuoHape),
BHYTpHBEHHbIE — 5% (amOynatopHo)/71% (B cTannoHape).

Bo MHOrmx cTpaHax Mojy4yWsia paclpOoCTpaHEHHE IMPAaKTHKa IMEepPeHOoca YacTH TPaJAUIMOHHO
TOCHHTAJBHBIX MpOLEAYp B aMOyJaTopHble ycioBus. Bo Bcex cnenuain3HpOBaHHBIX LIEHTpPax
MB Esponst u CeBepHoii Amepuku mnanveHtaM c¢ MB 1poBoauTcss BHYTpUBEHHas
aHTHOAaKTepUalbHasl Tepanmus B JOMAIIHUX YCIOBHSX C TIOCTAHOBKOH mepugpepuyeckoro
BEHO3HOTO Karerepa. BHyTpuBeHHOe BBeleHHE AHTHMOMOTHMKOB B JOMAIIHUX YCJIOBHUSX
OKa3aJloch PABHOIIGHHBIM 1O 3(QQEKTUBHOCTH TaKOBOMY B cramuoHape. IIpm 3TOoM 1O
HKCHEPTHBIM OIIEHKaM Kypc JICUEeHHUs Ha oMy Oojiee 4eM B 2 pa3a JelIeBiIe CTAllMOHAPHOTO.
IOpuanueckuii cratyc metoauku onpezeneH B cBs3u ¢ Ilpukazom M3 P® ot 05.02.2013 r Ne
12061 «O0 yTBep:KIeHHH CTaHIapTa NEPBUYHON MEAMKO-CAHUTAPHOU MTOMOIIHM IPU KHCTO3HOM
¢ubposzex». Ilpu mpaBUILHO OpPraHW30BAaHHOW cHCTeMe HAOMIOACHHS TarueHThl ¢ MB moryr
MOJy4yaTh BCIO HEOOXOIUMYIO TEpamnuio B aMOyJaTOPHBIX YCIOBHSIX W HE HYXAAIOTCS B
TOCIHUTAIM3ALINH.

[Tanmentsl ¢ MB HyXz#arTCsl B AJUTEIBHOM INPUMEHEHMM PA3JIMYHBIX TPy
JICKapCTBEHHBIX IPENapaToB B BBICOKMX O3MPOBKaX. 3aKymka OoJjiee JIEHIEBBIX IMpernapaToB-
JDKEHEPUKOB T03BOJISIET SKOHOMUTH OIO/IKETHBIE CPEJCTBA, OHAKO 3aMEHa IpernapaTa HepeaKo
NPUBOAUT K HEI(Y(HEKTUBHOCTU TEpaNUM WIM HEXeJaTeIbHbIM NMoO0ouyHbIM siBaeHusM (HILA) y
naruenToB ¢ MB: 70% pecnionnentoB umenu onbiT HITS npu amOynaropnom nedenuu, 50% —
npu JeyeHuH B cranuoHape. B amOynatopaom 3BeHe HIISA B 37% cimyuyaeB BO3HMKAIOT IpH
3aMeHe MaHKPeaTHYeCKUX (PEPMEHTHBIX MPEnapaToB; KAXKAbIM S5-bIil MalMEHT CTAJKUBAETCS C
HIIS npu 3ameHe remaronpoTeKTOpoB; OKoJO 15% BbI3BaHBI 3aMEHOW BHYTPUBEHHBIX U
TabJIETUPOBAHHBIX AHTHOMOTUKOB, OPOHXOJIUTUKOB; OK0JIO 10% — mpu 3aMeHe MHTAISAIMOHHBIX
MYKOJHMTUYECKUX CPEACTB U WHTAISAIMOHHBIX aHTHOMOTHKOB. HIISl B cTanmmonape B KaxIoMm
TpeTheM cilyyae OBIBAIOT CIPOBOIMPOBAHBI 3aMEHOM BHYTPUBEHHBIX aHTUOHMOTHKOB.

Anroput™ JeHCTBUS Bpada M mHaunueHTta npu Bo3HukHoBeHuu HIIA B pesynbpraTe
IIPUMEHEHHUs IIperapaTa 3aKOHOJATEIbHO OTPETYJIMPOBAH, OJHAKO HA IMPAKTHUKE CHUCTEMa HE
paboraer. bonee 30% mnanueHToB HEe cooOmAIOT Bpauy O Bo3HuUKHOBeHHH HIIS, Tompko 1/3
Bpaueil ¢ukcupytor HIIS, Tompko 17% cmywaeB HIIS 3aBepmiatoTcst MHAWBUAYAIbHOM
3aKyIIKOM IIpernapara.

Bce neyeOHble yupexaIeHUs, OKa3bIBAIOIIME MEIUIIMHCKYIO MOMOIIb MalUeHTaM C
MB, I0KHBI UMETh SICHYIO TOJHUTUKY MPEeRyNpeKICHUS U KOHTPOJS MH(EKIMU; OCHAIlEHHE
KJIMHUKH JOJDKHO O0€CleYMBaTh HAJUICKALIYI0 H3OJAIMIO MAIMeHTOB BO HU30eKaHHE
nepekpecTHoil uHpeknuu. Pabora aMOynaTopHOro IEHTpa W CTAlOHapa peryJiupyercs



ITocranoBieHueM [ 1aBHOrO rocy1apcTBEHHOTO caHuTapHOro Bpadya P® or 18 mas 2010 r Ne 58
«O6 ytBepxkaenun CanlluH 2.1.3.2630-10 «CaHuTapHO-3NHUAEMHUOIOTHYECKHE TPeOOBaHUS K
OpraHM3alysIM, OCYIIECTBISIONIMM MEAULIMHCKYIO eATenbHOCThY, [Ipukazom M3uCP P® ot 15
masg 2012 r. Ne 5350 «OO yTBep,ACHUU TEPEUHS MEIUIMHCKHX U SMUAEMUOIOTHYECKUX
MOKa3aHMW K  pa3MEIICHUIO  TMAalMeHTOB B MaJOMECTHBIX  majarax  (Ookcax)»
(http://legalacts.ru/doc/prikaz-minzdravsotsrazvitija-rossii-ot-15052012-n-535n/) u
pexomenaanusmu European Cystic Fibrosis Society.

HcTtounukoM MH(pEKIUH, KOTOpas CO BPEMEHEM CTAHOBHUTCS XPOHUYECKOH, s
6onbHOro MB MoryT ObITh apyrue OonbHble MB, a Taxke 310pOBbIe JIHIA, C KOTOPBIMU OH
ofOmaeTcst (BKJItOYasi MeINEpCOHa ), TOPU30HTAIBHBIE MOBEPXHOCTH MEOEH, BEPHbIE PYUYKU
MEIMIMHCKUX TaNaT, CTOYHAs CHCTEMa CTAallMOHAPOB (PAKOBUHBI, TyaJleThl, IYLIEBBHIE),
MEIMLMHCKUE YCTpOWCTBA M T.A. Bo Bpems mpeObiBaHMs B OOJbHMIIE MALMEHTHI HE JOJDKHBI
MIOJIb30BAThCS OJJTHOM KOMHATOM, BAHHOW MJIM TyaJleTOM U HE JOJDKHBI KOHTAaKTUPOBATh B 30HAX
OXKHUJAaHUS C JpYrMMHU manueHTamu. ONTUMaIbHBIM SIBJISieTCS JiedyeHue OonbHbIX MB B
MH/IMBUYaIbHBIX TajaTax. BceM OOJIBHBIM HEOOXOIMMO HAXOIUTHCS B TaKUX YCIOBHAX, B
KOTOPBIX MOTYT OBITh 00O€CTIeYeHbI IOCTOSIHHBIC NE3MH(EKIM U Ae3aKTHBaLUs. Bpaun MOMKHBI
ObITh oOOecreueHbl OJHOPA30BBIMH XaJlaTaMH, MacKaMH, MepyaTKaMH, HMETb JOCTYIl K
CpeAcTBaM JIe3UH(EKINU pyK U TPUOOPOB.

CornacHo pe3ynbTaTaM HCCIEIOBaHUS, HA MIPAKTUKE OOJIBIIMHCTBO CTAlMOHAPOB I10

MECTY JKUTEJIhCTBA HE IMEIOT BO3MOKHOCTH MPEAOCTABUTh HEOOXOUMBIC YCIOBUS MPEOBIBAHUS
manuedTaM ¢ MB: B MeIbIepOBCKOM 0OOKce Haxomdrca 6% MHalMeHTOB, B OOBIYHOM OOKCE C

caHy3J10M — 25%; B OTZIEBbHOM MajaTe ¢ cany3ioM B obmiem kopunope — 20%; B oOuieii nmanare
C OJIHAM COCEJIOM C MHBIM JUarHo3oMm — 10%, ¢ HECKOIBKHUMH COCEAIMHU C MHBIMH JTMAarHO3aMH —
15%. OmbIT rocuTaIM3anuy B 00IIEH TAJIaTe ¢ HECKOJIBKUMU COCEISIMU, BKJIIOYAs ITAIMEHTOB C

MB, wumenu 7% mnamuentoB. 37% OOKCOB W mWalaT HE UMEIOT JIe3UH(DUIMPYIOIIETo

obopynoBanusi. B kauecTBe Mep caHuTapHOW 0€30MaCHOCTHU MEPCOHAI CTAlMOHApa UCIOJIB3YET:

Mackd M 00pabOTKy pyK Nepea OCMOTPOM — B KaXAOM 2-OM Cllydyae; HHIUBHIYaJTbHYIO
CHETOJSXK Ty 1 00pabOoTKy (POHEHIOCKOIIA TIEPE]l OCMOTPOM — B KXKIOM 3-eM Cirydae.

CornmacHo KJIMHUYECKMM pEKOMEHJAIMsIM TmauueHTaMm ¢ MB  Heo0XoauMo coyerarhb
JICKApCTBEHHYIO TEpamuio C KOMIUIGKCOM Mep 1o peabunutauuu. Ilo pesynbraTam
uccienoBanus okono 60% mNanueHTOB MPOXHBAIOT B PErHMOHAX, IJ€ OTCYTCTBYIOT KaOHMHETHI
kuHesutepanuu U Bpaun JIOK, Bianeromme npueMaMu KHUHE3UTEpAUH sl OOy4YeHHS HM
MAaUEHTOB U uX poxaurteneil. Tonpko 35% mnanueHTOB MOMy4arOT KOHCYJIbTALMIO Bpaya IO
BompocaM KuHesuTepanuu. OCHOBHBIMH HCTOYHHMKAMU HH(POPMALUU O KUHE3UTEpaHuu IS
€XKEJIHEBHBIX 3aHATUN sBIAIOTCS HHTEpHET (80% pECHOHIEHTOB), «KOJUIETM»-POAUTEIN U
naruenTsl (0onee 60%), cienmanuzupoBaHHas auTeparypa (45%).

Bonee 80% ompomeHHBIX TpHOOPETAIOT TEXHUYECKUE CPEACTBA PeadMIIMTAllUK U3
COOCTBEHHBIX  cpeacTB. OKOJIO  TOJOBHHBI  PECHOHJCHTOB  IOJy4yalOT IOMOIIb  OT
O71aroTBOPUTENBHBIX (DOHIOB M OOIIECTBEHHBIX OpraHu3anuid. Menee 2% MalMeHTOB MOIYyYalOT
TEXHUYECKHE CpPEJCTBa peadMIuTalMu OecIIaTHO 3a CYeT rocynapcTBa. EjxexkBapTaibHBIN
00bEM pacxolOB TMAIMEHTOB Ha TNPUOOPETEHHE TEXHUYECKHX CPEICTB peadMInTaluu
coctasiisieT: ot 3000 o 5000 py06. — 1/4 cemeit marentos, ot 5000 go 10000 py06. — 1/4 cemeit
narueHToB, 6o1ee 10000 py6. — 1/5 cemeti.

VY nereit u B3pocnbix ¢ MB, kak nmpaBuio, HaOIIOAAIOTCS HEOCTATOYHOCTh MTUTAHUS
U 3aJep)KKa poCTa, KOTOPbIE SBISIOTCA HHAMKATOPaMHM IUIOXOTO KIMHMYECKOIO IIPOTrHO3a.
ITosTomy nuerorepanus npu MB cocTaBisieT BaKHYIO 4acTb KOMIIJIEKCHOIO JICUEHUS, €€ LIENb —
NOJICP)KKa ONTHMAJIBHOTO POCTa, (PU3UYECKOTO U TIOJOBOTO PA3BUTHS, MBIIIEYHON MacChl,
MOBBILICHUE MBIIIEYHONW CHJIbI, NOBBILIEHUE KAueCTBA JKU3HU U YIYYIIEHUE BBDKHMBAEMOCTH.
JleueOHbIE cMecH 7Sl SHTEPAILHOTO M JIOMOTHUTEIBHOTO MUTAaHUSA PEKOMEHIYIOTCS B KauecTBe



JOTIOJTHUTENBHOTO HUCTOYHMKA Oenka. 40% >HEpPreTHYecKoi IEHHOCTH palMOHA IalueHTa
JOJDKHBI COCTABIISATH JKUPBI, IPU 3TOM BA)XKHYIO POJIb MPHOOPETAET MX KAYECTBEHHBIH COCTAB.
Criennanu3upoBaHHbIE BBICOKO?HEPI€TUYECKUE KOKTEWIM WJIM CMECH [UIsl 3HTEPAJIbHOTO
IIUTaHUs  OKEJATENIbHO  HMCIOJb30BaTh B KA4yeCTBE  JIONOJHUTEIBHOTO IUTAHWUS IpU
OpPOHXOJIETOYHBIX OOOCTPEHMAX M 3HAYUTEIHHOM OTCTaBaHWU B Bece. COrjacHO pe3yibTaram
uccleioBaHus, okoio 12% mManMeHToB MOJIy4YaloT CHEeNHAIM3HMPOBAHHOE JIeUeOHOE MHUTaHHE
OecrulaTHO 3a cueT TrocylgapcTBa, 15%  pECHOHIEHTOB  MOJYYalOT IMOMOLIb  OT
ONaroTBOPUTENbHBIX (OHIOB M  OOIIECTBEHHBIX OPraHU3aIMi, IOJOBHHA ONPOIICHHBIX
npuoOperaloT MUTaHWE U3  COOCTBEHHbIX cpenacTB. [lomoBuHAa cemeill  TpaTiaT Ha
crienuanu3upoBanHoe jedeOHoe nuranue 6onee 3000 py6. B KBapTail.

OCHOBHBIE BLIBOJEL:

1. CaoeBpemenHas nuarHoctuka MB obecnieunBaeT paHHee Ha4yajlo TE€paluu U yJIydIlIaeT
nporuo3 3aboneBanusa. Cpeau OonpHBIX MB, yyacTBOBaBIIMX B HMccienoBaHuu, y 46%
JMarHo3 ObUT MOCTABJICH B paMKaX HEOHATAJIbHOTO CKPUHUHTA

2. KommnekcHast JnekapcTBeHHass Tepanus MB TpeOyeT MOCTOSIHHOTO NpPUMEHEHUS
HECKOJIbKUX TIpynmn mpenaparoB. OAHAKO TONBKO JOpHa3a anbda (MyJIbMO3UM)
NPEOCTABIIACTCS TMalMeHTaM OecIIaTHO B paMKax QenepaibHoil mporpammel 7B3H
(moctymHocTh mpemnapara 98,2%). 13 npenapaToB, KOTOpbIe MOTYT OBITH ITPEIOCTABICHBI
amMOyJaTOPHO TIO PETHOHAIBHOM JBroTe, KaXKAbIM BTOPOH MAallMEHT HE HMEeT

BO3MOXHOCTH IIOJYYHUTH OecIIaTHO UHZAIAUUOHHbBIE MYKOlUmMmuUuecKue cpet)cmea u

mabnemuposannvle anmuoduomuxu, 6onee 40% NAMEHTOB HE MOJTYYalOT OECIIATHO

UH2ATIAUUOHHDbLE aumuﬁuomuku, Kak MHUHUMYM TpPCTh MNANWUCHTOB MNOCTOAHHO

HYXIAaKTCA B OecmIaTHRIX GHYMPUGECHHbBIX aHmMu 6uomul<ax, COPMOHATIBHBIX
npenapamax u 6ponx0ﬂumul<ax.

3. JIerorHoe obecreueHrue aHTHOMOTHKAMH Pa3HBIX (hOPM HEOOXOAMMO IMAIlMEHTaM KakK Ha

aMOyJIaTOpPHOM, TaK W Ha CTallMOHAPHOM 3Tare. [Ipu 3ToM ITOCTYymHOCTh aHTHOMOTHKOB:

uHTansAMoHHble — 34% (aMOynaTOpHO M B CTallMoOHape), TadieTupoBaHHbIE — 26%
(amOynaropno)/33% (B craumoHape), BHyTpuBeHHbIe — 5% (amOynmatopno)/71% (B
CTalMOHape).

4. CornacHo KIMHUYECKMM peKOMEHIalusM OoibHbIe ¢ MB HOIKHBI Kak MOXHO pexe
rOCHHUTATM3UPOBAThCsA. OHAKO OTCYTCTBHE CUCTEMBI CTAIIMOHAPHOTO OOCTY>KUBAHHS Ha
JOMy W PETHOHAIBHBIX 3aKyNOK HEOOXOAMMBIX aHTUOMOTHKOB IPHBOJUT K
TOCHHUTAIM3AINN TAMEHTa JUIsl IPOXO0XKIACHUS Kypca JICUeHUs] BHYTPUBEHHBIMU U JIaXke
WHTAJISIIMOHHBIMU AaHTHOMOTUKAMH.

5. OcHOBHBIE IPUUNHBI HEOOECTIEYEHHOCTH JIEKAPCTBEHHBIMU NpernapaTaM B aMOyJIaTOPHOM
3BEHE U B CTAI[OHApe - OTCYTCTBUE 3aKyNKH HEOOXOIUMOI0 JIEKapCTBa CO CTOPOHBI
OpPraHOB 3pPAaBOOXPAHEHUS PETMOHA/IEYEOHOro YUpPEKICHHs, 3aMEHa HA3HAYEHHOTO
npernapara Ha UMEIOLIUICS B HAJTMUMU B PETHOHE/Ie4eOHOM YUpPEeKIeHUH, TTOTPEOHOCTh
B HE3apETUCTPUPOBAHHOM IIpernapare.

6. bonbmMHCTBY manueHTOB B cyObekTtax P® He J0CTynmeH MOMHBIA IepeyeHb
CMELUAINCTOB, HEOOXOIUMBIX JUIsl KOMILIEKCHOTO BE/ICHUS 3a00JIeBaHUs

7. AmOynatopHoe JeuyeHHe THanueHTa ¢ MB  CcHIDKaeT pHCKM TepeKpecTHOro |
CyNepuH(pUIIMPOBAHUS PE3UCTEHTHBIMH K aHTUOMOTHKAM IITAMMaMU MHUKPOOPTaHU3MOB,
a Jaud  TocyldapcTBa aMOyJaTOpPHOE JIEYEHHWE CTOUT  3HAUUTENBHO  JICIIEBJIC



rocnutaibHoro. OgHako B 82 cyObektax P® orcyTcTByeT cucrema amOyJIaTOPHOTO
HabmroieHus mauueHToB ¢ MB.

8. BoJBIIMHCTBO MAMEHTOB MPH MMPABHIBHO OPraHU30BAaHHOHN cHCTEMe HAOIIOICHHUSI MOTYT
MOJTy4YaTh BCIO HEOOXOAMMYIO TEpaluio B aMOYJIaTOPHBIX YCIOBUSIX U HE HYKIAIOTCS B
rOCHUTAIU3ALHH.

9. TMaumentst ¢ MB HyXnmaoTcsi B JUIMTEIbHOM MPUMEHEHHHM pPA3IUYHBIX TPy
JICKapCTBEHHBIX IPEMapaToB B BBICOKMX JIO3UPOBKAX. 3akynka Ooyiee JemIeBBIX
MperapaToB-HKEHEPUKOB TO3BOJISIET SKOHOMHUTD OIOPKETHBIE CPE/ICTBA, OHAKO 3aMeHa
npernapara HEpeAKo NPUBOIUT K HEXKeJIaTedbHbIM NoO0o4yHbIM siBneHusM (HILA) vy
naruenToB ¢ MB: 70% pecnionnenToB umenu onbiT HITS nmpu amOynatopHOM JieueHuH,
50% — npu sieuenuu B cranpoHape. bonee 30% maunenToB He 3aaBisA0T o HILA, Tonsko
1/3  Bpaueit ¢ukcupyror HIIA, Ttompko 17% cmywaes HIIA 3aBepmarotcs
VHJVBHlyaJIbHOU 3aKyIIKOHU IIpenapara.

10. Bce nedyeOHbIe yupekIeHHs, OKa3bIBAIOIINE MEAUIIMHCKYIO MOMOINb ManueHTtam ¢ MB,
JOJDKHBI UIMETh SICHYIO MOJIMTHKY TPEAYNpPEkICHUS U KOHTPOJIA MH(EKIINN; OCHAILICHHE
KJIMHUKH JIOJDKHO OOecreuuBaTh HAIEKAIIYI0 H3OJSIUIO MAlMEHTOB BO H30eKaHHE
nepekpectHoi  umHGpeknuu. Tombko 6%  MAMEHTOB  TOCHUTAIM3UPYIOTCS B
MEJbLEPOBCKUI O0KC, 25% — B 00BbIYHBIN O0OKC ¢ caHy3noM. Okoso 70% mnamueHToB B
pErnoHax roCUTAIU3UPYIOTCS B HEHAUIEKAINE YCIOBUS.

11.Oxono 60% manMeHTOB TMPOXKUBAIOT B PETHOHAX, TJ€ OTCYTCTBYIOT KaOWHETHI
KuHe3uTepanuu U Bpauu JIOK, Braneromue npueMaMy KUHE3UTEpANuu Ui O0yUYSHHS
UM TalMEHTOB U UX POJUTENCH

12. Iuerotepanust npu MB coctaBisieT BaKHYIO0 4acTh KOMIUIEKCHOTO JICUEHUS, €€ Lelb —
MOJIEP)KKA ONTUMAIBHOTO POCTa, (PU3WYECKOTO M IOJIOBOTO PA3BUTHUS, MBIIICYHOM
MAaccChl, MOBBIIIEHUE MBIIIEYHON CHIIBI, MOBBIIIEHUE KAueCTBA JKU3HU M YIIyYILEHUE
BBDKMBAaEMOCTH. Tonbko 12% mManMeHToB MOJIyYaloT CHEHUATU3MPOBAHHOE JeueOHOe
nuTaHue OeCIUIaTHO 3a CUeT rocyaapctBa, 15% pecnoHAEHTOB MOMYYaroT MOMOIIb OT
O71aroTBOPUTENBHBIX (POHIOB U OOIECTBEHHBIX OpraHU3alun

13. CeMbH NAIMEHTOB PEryJsPHO IOKYHAKOT 3a CBOM CYET JIEKAPCTBEHHBIE INpENaparsl,
TEXHUYECKHE CPECTBA PeadMIUTALINY, JIeueOHOe MUTaHue

Pacxoovl cembu na nokynky nexapcme
v" 3000 - 5 000 py6./kBapTan — Kaxaas 5-1 CEMbs

v" 5000 - 10 000 py6./xBapTai — Kakaas 3-1 ceMbs
v 6onee 10 000 py6./kBapran — 6onee 35% cemeii

Pacxoowt na npuodbpemenue TCP
v" 01 3000 g0 5000 py0./xBapTan — 1/4 cemeii
v" 01 5000 g0 10000 py6./xBapran — 1/4 cemeit
v' 6oxnee 10000 py6./xBapran — 1/5 cemeit

Pacxoowvl na aeuebnoe numatrue

v Bonee 3000 py6./xBapran — 50% cemeit

14.Ha ocHOBe €IMHBIX TMOJXOAOB K JMAarHOCTUKE W Tepanmuu 3a00JIeBaHUS MOKHO
3HAYUTENILHO MOBBICUTH 3()()EKTUBHOCTh OKa3aHUSI MEIUIIMHCKON MOMOIIN M YBEIHYUTH
MPOJOIKUTEILHOCTD U KA4ECTBO KU3HU OOITHHBIX.



