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MYKOBUCIU/103: naToreHes, AMarHoCTUKa U Tepanusa

bubnuoepaguueckuii 0630p

MyxkoBucumao3 (Kucto3ublii  ¢ubpo3, MB) — ayTOCOMHO-pEIECCHBHOE MOHOTEHHOE
HACJIEJICTBEHHOE 3a00JIeBaHIE, XapaKTEPHU3YIOIIEECs MOPAKEHUEM BCEX IK30KPUHHBIX KeEle3, a TAKKE
JKU3HEHHO BaXKHBIX OpraHoB W cucteM. PacmpoctpanenHocte MB B Poccum cocraiser 1:9000
HOBOPOXKJCHHBIX. bOJIe3Hb OXBaTBHIBAET BECh OPraHU3M, HO OOJBIIE BCEro CTPANAIOT JIbIXaTelIbHAS
CUCTeMa U MOJKeNyAo4yHas jxkene3a. JleueHue 3ab0s1eBaHus I0JIr0€ BpeMsi OTPaHUYMBAIOCH CHATHEM
CUMITOMOB C UCIOJb30BAaHUEM HYTPUTUBHOW MOIJICPIKKHU, METOJIOB OUYMCTKHU JBIXATEIbHBIX MyTeH U
AHTUOMOTHKOB ISl TIOJIaBlIeHUs MH(PEKIUK abixarenbHbiX myteid. B 2006 romy MB 6bu1 100aBiieH B
HEOHATAJbHBIA CKPUHUHT, YTO TMO3BOJIUJIO BBISBISTH 3a00JieBaHWE HA paHHEW cTajauu pa3Butusi. B
Mapte 2024 roma Oblna 3amylieHa JUArHOCTHYECKas MporpaMMma paciIupeHHOTO0 T€HOTHUITHPOBAHUS
nanueHToB ¢ MB, koTopast HampaBieHa Ha ONMpEeelIeHHe TOYHOTO TeHOTUIA TAaIlMeHTa sl TTo00pa
nepcoHuUIMpPOBaHHO Tepanuu. brarogaps panHei TMarHOCTUKE U COBPEMEHHBIM METO/1aM JICUeHHUS,
netu ¢ MB cMoryT BecTH OJTHOIICHHYIO )KH3Hb, PEATM30BbIBATH CBOM MEUTHI U JKETIaHUSI.

PecniyOnukanckast HayuHasi MeIMIMHCKasg OMOIMOTeKa, B IpeaaBepun MexIyHapOoIHOTO JHS
O00prOBI ¢ MyKOBHCHHIO30M (8 ceHTsOpss) W B coorBercTBUM ¢ Ilpukazom MuHucTepcTBa
s3apaBooxpanenusi JTHP ot 17.04.2024 Ne 697 «O B3aumoneiictBuu ¢ GOHAOM MOIJICPKKH JIETEH C
TSOKENBIMU  KU3HEYTPOKAIOMIMMH U XPOHHMYECKHMMH 3a00JCBAaHUSIMH, B TOM YHCIE PEIAKUMH
(opdannbiMu) 3a00seBanusIMU, «Kpyr m106pay, moarotoBmia 6udmorpadguaeckuii 0030p JIUTEPaATYpPHI,
OCBEIIAIOINI TPOOIIEMBI MyKOBHUCIIH/103a, B KOTOPBIN BOIIUTH HOPMATHBHO-METOJUIECKHIE JOKYMEHTBI,
a TaK)Ke CTaThbU U3 MPOPECCHOHATHHBIX MEIUITMHCKHX KypHaoB 3a 2020-2024 rr.

3aka3aTh MOJHOTEKCTOBBIE JOKYMEHTBI, MPEIOKEHHBIE B 0030pe, MOXKHO TIO JJEKTPOHHOM
nmoure: med library don@mail.ru.
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1. Kucro3ubiii ¢pudpo3 (MyKOBHCIHI03) : KIMHUYECKHE peKkoMmeHmanuu // PyOpuxatop
KIIMHUYEeCKUX pexkoMmenaanuii : [caift]. — URL : https://cr.minzdrav.gov.ru/recomend/372 2.

B kiaMHMYECKMX pPEKOMEHJALMIX IMpEeACTaBIEHbl: KpaTkas HMHpopMaius Mo 3a00JeBaHHIO
(rpynmbl 3a005ieBaHMIf); AMArHOCTHKA 3a00JEBaHUA; JICYCHUE, BKIIIOYAIOIIEE MEIUKAMEHTO3HYI0 U
HEMEIMKaMEHTO3HYI0 TEpaluio, JIUeToTepanuio, o00e3001MBaHKue, MEAMLMHCKUE [I0Ka3aHUs U
MPOTHBOIOKA3aHNs K IPUMEHEHHUIO METOI0B JICUCHHUS; MEAULIMHCKAs peabuianTamus, npoduiakTuka u
JMCIIAaHCEpHOE HAOJIOJCHUE; OpraHu3alMs OKa3aHUs MEJMLUHCKOW IOMOIIM, a TaKXKe KPUTEpUU
OLICHKA KayeCcTBa MEIMIMHCKOM IOMOIIM. B KayecTBe NPUIIOKEHUM IPEMIOKEHBI CIIPABOYHBIC
MaTepHalibl crioco00B MPUMEHEHUS U J103 JEKapCTBEHHBIX IPENapaToB, a TakKe aJrOpUTM JIeHCTBUNA
Bpaua, IIKaJIbl OIICHKH, CMECH /ISl JIEYEOHOT0 M JIOMIOJHUTEIHHOTO IMUTAHUS [T AIMeHToB ¢ MB.

2. CraHaapT MeIMUIMHCKOW MOMOINM JIETSIM NPH KUCTO3HOM (prbpo3e (MYKOBHCIIHI03E)
(tmarHocTuka, IeueHue U qucnancepHoe HaOmonenue) : [Ipukas Munucrepcrsa 3apaBooxpanenusi PO
or 06 amrycra 2021 r. N 835H // DnekTpoHHBIM (DOHJ MPABOBBIX U HOPMATUBHO-TEXHUYECKUX
nokymenToB Koncopruyma «Koneke». — URL : https://docs.cntd.ru/document/608494977#65201IM.

CranmapTu3upoBaHa MEIUITMHCKAS TIOMOIITH JCTSIM IMPU KUCTO3HOM (prbpo3e (MyKOBUCITHI03€).
Hepe‘H/ICHeHBI MCIUIIUHCKUC YCIYT'd MO JUArHOCTHUKE U JICUCHUIO, YCTAHOBJICH CIHMCOK IIPpCIapaToB C
YKa3aHUEM CPEJHHUX CYTOYHBIX U KyPCOBBIX /103, HA3BaHBI BHJIbI JICUCOHOTO MTUTAHHUS.

3. O nopsake opraHu3anuu odecrnevyeHus JCKApCTBEHHBIMU NpernapaTaMu JHil, OOJbHBIX
reMo(uaueii, MyKOBUCIIII030M, TUIO(QHU3APHBIM HAHU3MOM, O0je3HbI0 ['olle, 370KaueCTBEHHBIMU
HOBOOOPA30BaHUSAMH JUM(POUTHON, KPOBETBOPHOH M POJACTBEHHBIX WM TKaHEH, paccesHHbIM
CKJIEPO30M, T€MOJIUTUKO-YPEMUUYECKUM CHHIPOMOM, FOHOIIECKMM apTPUTOM C CUCTEMHBIM HA4alioM,
Mykonoscaxapunosom I, II u VI tunos, amnactudecko aHeMHe HEYTOYHEHHOM, HACIEACTBEHHBIM
nepunuroM ¢akropos Il (bubpunorena), VII (mabunbnoro), X (Ctroapta - Ilpayspa), nmi mocie
TpaHCIUIAHTALMM OPTaHOB U (MJIN) TKAHEH, a TAK)Ke O MPU3HAHNN YTPATUBIIMMU CUITY HEKOTOPBIX aKTOB
[IpaButenscrBa Poccuiickoit @eneparuu : [locranosnenue [IpaButenscrBa Poccuiickoin deneparuu
ot 26 HostOpst 2018 1. Ne 1416 : TekcT ¢ u3MeHEeHUsIMU U nonoidHeHussMu Ha 15 deBpanst 2023 rona) //
DneKTpOHHBIN (HOH] TPABOBBIX M HOPMATHBHO-TEXHUYECKHUX NTOKyMeHTOB KoHcoprmyma «Komekey». —
URL : https://docs.cntd.ru/document/551760667.

[Topsimok onpenensieT mpaBuiia ooecreyeHus JeKapcTBaMU IPaX/1aH ¢ peAKUMU 3a00I€eBaHUSIMU
1 BeAeHus (penepanbHOro perucrpa manueHToB. [IoTpeOHOCTh B JeKapcTBax OMPEAesSeTCs] ¢ yUeTOM
CTaH/IapTOB MEAMIIMHCKOW MOMOIIH, KIMHUYECKUX PEKOMEHIAINi (IIPOTOKOJIOB JICUEHU) U CpeiHen
KYpCOBO# J03bI Mpemnapata UCXOJsl U3 JaHHBIX PETHOHAIBHOTO CErMEHTa (eIepalIbHOTO PErucTpa 1
HeoOXxoauMocTH (opMupoBaHHS 3amaca Ha 15 mecsieB. Eciau manmueHT BbIe3KaeT B JIPYroll peruoH
MaKCUMyM Ha 6 MecCsIeB, TO €My BBIJJA€TCs 3arac JIEKapCTB Ha BeCh nepuo noe3aku. [lpu Beie3ae Ha
Cpok OoJiee 6 MecsileB I'pa)JIaHUH W3HAYAIBHO MOJYYHUT JIEKApCTBA HA MECAILl, JaHHbIE O HEM OyAyT
MIEPEHECEHbI B JPYTOi PernOHABHBIN CETMEHT Ui JajbHelero odecrneueHus. s paccMoTpeHus
3asiBOK PETMOHOB Ha JiekapcTBa MUH3/IpaB co3[al CHEIHaTbHYI0 KOMHCCHI0. MUHHUCTEPCTBO OyIeT
CJIEIUTD 32 ABUKEHUEM U YUETOM MPENapaToB.

4. TaprerHass Tepanusi KUCTO3HOTO (uOpo3a (MYKOBUCIIMI03a) : METOJMYECKHE
pexomenaanuu // O6mepoccuiickas oOIIeCTBeHHas opranusaius «Bcepoccuiickas acconmanus JUist
O0onpHBIX MyKoBUcHHIO30M» : [caiiT]. — URL : https://mukoviscidoz.org/doc/med doc/target-metod-
recomend-2023.pdf.

B Meronmdeckux pekoMeHIALMAX IpeJCTaBlIEHbI: 3THOJOrUS W maroreHes MB; crpaterus
MOJICKYJISIPHO-TeHETUYECKOH auarHocTuku MB; wmeroabl moadopa MaTOreHETHYECKOM Tepamnuu;
[aTOreHeTHYeCcKass Tepanus IpernaparoM uBakadrop+iaymakadTop; HezaperucrpupoBaHHbie B PD
TapreTHble Ipernaparhl B  IaTOreHETHYecKod Tepanmuu MB: wuBakadrop, Te3akapTop /
nBakadrop+tuBakadTop, odnekcakaprop / TesakapTop / wuBakapToptuBakadTOp; KPHUTEPUU
s dexTuBHOCTH (HEAPPEKTUBHOCTH) M MPEKPAIICHUSI TaApreTHOW Tepanuy; MOHUTOPHHI TPEBOTH H
nenpeccuu Ha (oHE TapreTHOW Tepanuu. B kadecTBe NMPUIIOKEHHWM TMPEJIOKEHBI: pachpeneieHue
TeHETHYECKUX BAPHAHTOB MO KJaccaM M (papMaKoJIOrHuecKoe MOJSIMPOBAaHIE HOHHOTO TPAHCIIOPTA;
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KPUTEpUH OLEHKH 3S(PGEKTHBHOCTH W OE30MaCHOCTH TAapreTHON Tepamnuy; CIHCOK ITaTOTeHHBIX
BapuanToB reHa CFTR, 4yBCTBUTENBHBIX K TapreTHBIM IIpernaparaM; ONPOCHUK IO COCTOSIHUIO
3nopoBbsa-9 (PHQ-9), mkama ypoBHs TpeBokHOocTH GAD-7; oOpazen opopMieHNs KOHCUIMYMa IS
HA3HAYEHUS/TIPOIOJDKCHUST TapreTHOM Tepanuu (Ha mnpumepe snekcakaprop / Te3zakapTop /
nBakadrop+uBakadTop); obOpazery ohopmMICHHUS MPOTOKOJA BpadyeOHOW KOMHUCCHU METUITMHCKOU
OpraHu3alK [Tl Ha3HAUCHHSI/TIPOIOJDKEHUS Tepanuy npenapaTom uBakagTop+iymakadrop.

5. MykoBucunao3. JluarHoctuka u JedeHue : ydeOHO-Meroamdeckoe mocobue / E. H.
Konnparsesa, E. JI. Amenuna, B. [I. [llepman [u ap.] ; MUHUCTEpCTBO HAYKH M BBICIIETO 0Opa30BaHUS
Poccutiickoit ®eneparuu, MTHCTUTYT BBICIIETO U AOTIOTHUTEIBHOTO MPOGEeCCHOHATHFHOTO 00pa30BaHuUs.
— Mocksa : Tpuymd, 2023. - 94 c.

[TocoOue conepKUT TEOpPeTUYECKMH MHMHMMYM M OINMCAaHUE COBPEMEHHBIX METOJIOB
nuarHocTukd MB. Ocoboe BHUMaHUE yeNIeHO JICUEHUIO 3a00JIeBaHNs: aHTHOAKTEpUAIbHON Tepanuu;
Tepalnuy MOPaKCHUs IICUYEHHU; XPOHUYECKOTO PHUHOCHMHYCUTA; KOHCEPBATMBHOW TEpAlUHU JETOYHOTO
KpoBOoTe€ueHMsI M KpoBoxapkanbs; Tepanun CFTR-mopynstopamu; KuHe3uTepanuu, a TakKxke
JMETOTepanui U BUTaMuHoTepanuu npu MB.

6. MekoHHeBbIli MEPUTOHUT y HOBOPOXKJACHHOTO C MYKOBHUCLHIO30M M OTPHUIATEIbHBIM
pe3yIbTaTOM HEOHATAIBHOTO CKPUHUHTA HA UNMMYHOPEAKTUBHBIA TPUTICHH: KIIMHWYECKUHA ciryqait / H.
P. Iumenona, E. . Kammpckas, [[. @. Cepruenko [u np.] / Bornpockl coBpeMeHHOW MeauaTpun. —
2024. - T.23,Ne 1. - C. 28-33.

[IpencraBaeHo onucaHUE TEUEHUST MEKOHUEBOTO WIEyCa, OCJIOKHUBLIETOCS pPAa3BUTUEM
MepUTOHUTa, y pedeHka ¢ MB u oTpunaTenbHbIM pe3yabTaTOM CKPUHUHTA HAa UMMYHOPEaKTHUBHBII
tpunicud (VPT). Ilpu mnpoBeneHHMH IUIAHOBOTO YJIbTPAa3BYKOBOI'O MCCIENOBAHMUS Ha 33 Heaenu
OCpEeMEHHOCTH y BHYTPHYTPOOHOTO peOeHKa BBISBICHBI MPU3HAKA OOCTPYKIIMU TOJCTOW KHIIKH U
MEKOHHUEBOI0 INepUTOHUTA. [0 AKCTpEeHHBIM MOKa3aHUSAM B 1 CyTKM MOCJIE POXKACHUS ITPOBEIEHO
ornepaTHUBHOE JiedeHHe mnepuTtoHuta. Ha 8 cyTku »ku3HM y peOeHKa TMOSBWINCH MPU3HAKU
BHYTPHIIEYCHOUYHOTO XOJIecTa3a ¢ MpSAMOil runepouanpyonHeMueil 1 Npru3HakaMu TeMOpparuyeckoro
cUHIpOMa (KPOBOTOYMBOCTH M3 MecT HuHBbeknui). Ha 10 cyTkum ku3HM peOeHKa TOoJIydeH
OTpULATENbHBIN pe3ynbTaT aHanu3a kpoBu Ha MPT. Ha 21 u 23 cyTku >KM3HUM BBIIOJIHEHBI IOTOBBIE
mpoObl, MO pe3yiabTaTaM KOTOPBIX BBISBICHBI BBICOKHE MOKA3aTeNd XJIOPHUJIOB MOTOBOM KHIKOCTH.
YcranoBnen auarHo3 MB, k Tepamum noOasineHa mopHasza anbga. [lomuepkHyTO, YTO AETH C
MEKOHUEBBIM MJIEYyCOM HYXKIAIOTCS B MPOBEACHUM IOTOBBIX MPOO HE3aBUCHMO OT pPe3yJbTaTOB
HEOHATaJIbHOT'O CKPUHUHTA.

7. Cemeiinblii ciayyail myxkoBucuumosa / 1. A. llapabyraunosa, P. ®. I'atusrymmun, /1. C.
Baneesa [u np.] // Bromnerens gpusnonoruu u natoioruu apixanus. —2024. — Ne 91, — C. 113-122.

[IpencraBneno omucaHue cemeiiHOro ciydas MB nByx mamueHTOK, HaOMIOMAIOIMIMXCS C
POXKJIEHHUSI U SIBIISIOIIMUXCS POJAHBIMU cecTpaMu (rauuenTka A. — 4 roga 10 mecsues, nanuentka b. — 1
rox 11 mecsues). Y Habm01aeMbIX MAMEHTOK BBISIBIICHBI HanOoJIee pacpoCTpaHEeHHAsi MyTalllsl B TeHE
TpancMeMOpanHoro perymnaropa MB - DelF508, onpenenstomias nenenuio Tpex HykIeoTu10B B 508-m
MOJIOKEHUH, OTBEYAIONIMX 33 KOJUPOBAaHUE AaAMMHOKHUCIOTHI (QeHunananuHa. (OcoOeHHOCTHIO
MPEJCTABICHHBIX KIMHUYECKUX CIIy4aeB SBISETCS TOT (PAKT, UTO B OJTHOM CEMbE C MHTEPBAJIOM B 3 To/1a
POXKIAIOTCS JIE€BOYKHU C TSDKENBIM 3a00J€BaHUEM, B OTHOIIEHMHM KOTOPOTO Oblila MpPOBEACHA PaHHSISA
JUarHOCTHKA, I103BOJIMBILAS 3aMEUINTh IIPOIPECCUPOBAaHUE TNaTOJOrMu. B 1aHHOM ceMmeliHOM
KJIIMHUYECKOM CIIydae OTpa)keHa U coluaibHas npoliemMa — MaMa JAeTel JIMIlIeHa POJAUTEIbCKUX MPaB U
TIBOE JIeTel U3 CEMbU HAXOMAATCS B OJHOM MPUEMHOM CeMbe, a caMblil MIIQAIINI peOCHOK HaXOAUTCS B
nome pedeHkKa.

8. KiaumHMYeckuii cjaydaii: MyKOBUCIIUI03 C UCXOJ0OM B iuppo3 neuenn / I'. M. XaiiGyinHa,
M. 3. AxxaxmeroBa, P. K. Celicebaena [u np.] // Bectauk Kazaxckoro Harf@oHaIbHOTO MEIUITMHCKOTO
yHusepcuteta. — 2020. — Ne 4. — C. 53-56.




[IpencraBnen kmuHuyYeckuii crydait MB manpunka 11 5tet ¢ ucxoaom B iuppo3 nedeHu. XKaao0bt
Ha YacTbli MaJIONPOJYKTUBHBIM Kallellb C OTXOXKACHUEM BSI3KOW, IEPUOAUYECKU CEPO3HO-THOMHOU
MOKpPOTBI, OJIBIIIKY, 3aTPYAHEHHOE [bIXaHHWE, MOCTOSHHYIO 3aJ0KEHHOCTh HOCAa, FeMOpparuvyeckue
BBICHIITAHNSI HA HOTAX, YBEJIMUYEHHE DPa3MEpOB >KMBOTA, OOIIyI0 CiaboCcTh. OTMEUYEHO, YTO paHHssA
HEOHATaJbHAasl CKPUHHUHI-JAMATHOCTHKA, TNPUBEPKEHHOCTh (EepMEHTOTEpanuy, ONTUMU3UPOBAHHOE
JIieueHHe MPOAJICBAIOT KU3Hb NarueHToB ¢ MB. [loguepkHyTo, YTO MpaBUWIBHBINA BBIOOpP Ipenapara u
peXUMa 3aMECTHUTENbHOM (epMEeHTOTepany, MO3BOJISIET JOOUTHCS 3HAYUTEIBHOTO YIyUYIICHHS
COCTOSIHUSI OOJIBHOTO, CYIIECTBEHHO YMEHBIIACT PUCK OCIOXKHEHUI caMoro 3a0o1eBaHus M TOOOYHBIX
3¢ PEeKTOB OT MPOBOAMMON TEpaAITUH.

9. Mopdoaornyeckue H3MeHeHHUs] B TE€YCHHM INpU MyKoBuciuposze y nereidr / H. .
[Tpoxomuuk, T. A. Kyano, B. H. Kononos [u np.] // I'emaronorus u racrposateponorust. — 2024, — T. 8,
Ne 1. - C. 42-48.

N3yueHbl TpUIMHBI CMEPTH, MOPGOJIOTHYECKHE H3MEHEHHUS B TIedeHH nmpyu MB u onucan ciryvait
MB c OBICTPO MPOTPECCHPYIONIMM IUPPO30M TieueHH y pebenka 6 mner. IlpuBeneHHBIN cirydaii
JTEMOHCTPHUPYET, UTO Moi03peHne Ha MB BO3HUKIIO y Bpadeil TOJIbKO B 3-IeTHEM BO3pacTe peOeHKa,
XOTS YK€ C POXKACHUS UMENIUCh KIMHUKA KUIIEYHOTO CUHIPOMA, ASPHUIIUT MACChl Tela, MHOTOKPATHO
PErMCTPUPOBATIUCH BOCHAIUTENbHBIE MOPAXKEHUS JIETKUX. B CBSA3M € 3amo3Aajiofl IMarHOCTHUKON H
HECBOCBPEMEHHBIM HAYaliOM COOTBETCTBYIONIEH Tepamuu yxe K O-JeTHeMy BO3pacTy y peOeHka
pasBuiiach nonvopranHas manudecrauus MB B Buje BbIpaXK€HHBIX XPOHUYECKUX MOP(OIOrHUEeCcKUX
W3MEHEHUH B JIETKHX, MIOJKEITYAOUYHOU )KENE3€, )KEIYAKE, KUIIIEUYHUKE, TIEYEHU U KOoxKe. [loaTBepKaeHO,
YTO XapakTep NmopakeHus nedenu npu MB 3aBucut ot ocobennocreit nedexroB rena CFTR, Bo3pacra
MaIMeHTa, BO3ICHCTBUS 9K30T€HHBIX (DaKTOPOB, BKIFOUAs ITPOTCHHEIE.

10. Moanmopdu3mM  KIMHHYECKHX  TPOSABJEHMHA  MYKOBHCIH]I03-ACCOLIMUPOBAHHOTO
caxapHoro auabera / E. . Kouapareesa, P. A. Aranecsn, E. A. Bacunbesa [u ap.] / MenuuuHckuii
BecTHUK CeBepHoro Kaskaza. — 2020. — T. 15, Ne 2. — C. 201-205.

[IpuBoasTCS KIMHUYECKHE CIydau MYKOBHUCIHJI03-accouuupoBaHHoro amabdera (M3CH) y
neTed, 0COOEHHOCTH €ro MaHU(eCcTaluK, TeUECHHs U JIEYEHUs. Y CTAaHOBJIEHO, YTO yallle BCero Ae0roT
M3C]] npuxoauTcst Ha MyOepTaTHbIA nepuo. Bo Bcex ciyyasx Obuia Ha3Hau€Ha WHCYIHMHOTEpAIHs,
YTO C TOYKH 3PEHHUS TEPANEBTHYECKOM INEPCIIEKTUBBI NMPEACTABISAETCS aINCKBATHBIM, YYMTBIBAs €TI0
aHa0oJMMYecKuil M aHTHKaTtabonmuyecknii 3¢pdexTs Ha MblmeuHyro Mmaccy. llpuBeneHHBIE MpUMEPHI
MOJTBEPXKIAI0T HEOOXOAUMOCTb KOHTPOJIS YPOBHS IUIFOKO3bI KPOBH Y OAPOCTKOB ¢ MB npu kaxxgom
obocTpeHuH  OpPOHXOJIETOYHOTO  MpOIecca, HA3HAYCHUH  TIIOKOKOPTHKOCTEPOMJIOB U IIPHU
TUIEPATMMEHTAPHOM NMUTaHUU. [loauepkHyTO, 4yTO B ciydasx 3((GEKTUBHOIO KOHTPOJISI OCHOBHOIO
MATOJIOTUYECKOTO Tpoliecca y AeTel U MOAPOCTKOB ¢ MB MOXHO JOOUTHCSI KOMITIEHCAIIUN YTIIEBOAHBIX
HapyLEeHUH U OTMEHBI PaHINAIIBHOTO HHCYIIMHA, IMOO OTMEHBI MHCYJIMHOTEPAIH B LIEJIOM.

11. MakcumbiueBa, T. HO. buoummnenaHcHblii aHamuM3 cocTaBa Tejla y MAlMEHTOB C
mykoBuctuaozom / T. FO. Makcumerdera, E. . Konaparsera // Bonpockl mpakTHYECKO# MeuaTpuu. —
2023.—T. 18, Ne 1. — C. 36-42.

JlaHa oueHka MokaszaTens cocTaBa Teja y jgered ¢ MB 1o crapra TapreTHOW Teparuu.
O6cnenosansl 103 mamuenTa B Bo3pacte ot 5 10 17 net. Cpennuit Bo3pact aereit coctaBui 12 + 5 jer.
AHanu3upoBaINCh: AHTPONOMETPUUECKHUE TII0Ka3aTelld, HYTPUTUBHBIA cTaTyc, OHMOMMIIEIaHCHBIH
aHaimu3, QYHKIUS BHEIIHEero apixaHus. OTMEYeHo, YTO manueHTsl ¢ MB MOryT umerh MOBBIIIEHHBIN
PHUCK pa3BUTHUS CaApKOINEHUHU (M30BITOYHOE HAKOIUICHHE KUPOBOM TKAaHU B yHIEpO KOCTHO-MBILIICYHOMN
IIpY HOPMAJIbHOM MHJIEKCe Macchl Tena). [loquepkHyTo, 4To H3MepeHne cocTaBa Tela, BKIII0Yas JaHHbIE
0 COOTHOIIIEHUH MBILIEYHOHN U TOIIEH MacChl Tejla, HEIOCTATOYHOCTH OETKOBOTO KOMIIOHEHTA MUTAHUS
B pallioHE U OOIIeM PHEPreTHUYEeCKOM METa0OoJIM3Me MOMOKET YIYUYIIUTh COCTOSIHHME HYTPUTHBHOTO
cTaryca JieTeil, yMEHBIIUTh PHUCK Pa3BUTUSA PECIUPATOPHBIX U METAOOIMYECKUX OCIONKHEHUH Y
MALMEHTOB.




12. Kekaiite, E. K. CHmwkeHue MHHEpPaJIbHON IUIOTHOCTH Yy JAETEH C MYKOBHUCIHIO30M:
nuHamuKa rmokasareneii 3a 15 ner / E. K. XKexkaiite, T. FO. MakcuMmbrueBa // ApXuB neIuaTpuu U IETCKOM
xupypruu. —2023. — T. 1, Ne 1. — C. 31-40.

JlaHa oLleHKa 4acTOThl CHUYKEHUSI MUHEPAJIbHOM IIJIOTHOCTU KOCTH Yy AeTer ¢ MB B nuHamuke 3a
nepuon Habmonenus ¢ 2006 mo 2021 roxa. CpaBHEHHE KIMHUYECKHUX ITOKa3aTelIed BBISBUIIO
3HAYUTENIBHOE OTJIMYME TSDKECTH TEUeHUs 3a00JeBaHUs, TMMOTPEOHOCTH B  BHYTPUBEHHOM
aHTHOAKTepUaNbHON Tepamuud M TEpanuu CHUCTEMHBIMU TJIIOKOKOPTUKOCTEPOHMIaMHU, MHUKPOOHOM
nei3ake BEpXHUX ABIXaTEIbHBIX IMyTe marmueHToB. OTMEUeHO, 4TO MpUMEHEHUe 0oJiee BBICOKUX
MpopUIAKTUYECKUX 103 BUTaMUHa D, ipu peryisipHoM KoHTpoJie ypoBHs 25(OH)D B cbIBOpOTKE KpOBU
MO3BOJIMIM B 1,5 pa3a yBeNIUYUTh MPOLEHT JETEHl C HOPMAJIbHON MUHEPAIBHOM IUIOTHOCTBIO KOCTEH
cpean nanueHToB ¢ MB. Tem He MeHee, J0JisI MAlMEHTOB C OCTEONEHUEH cocTaBisieT 25%, 4To
MPEBBIIIAET MMOKA3ATENH 3JOPOBBIX JIETEH.

13. A3MeHeHus] BHEIIHEro [bIXaHUsI y OOJBHBIX MYKOBHCIHUIO30M TIPH Pa3ITUIHBIX
MH(EKIMOHHBIX MMATOTEHAX U CTPYKTYpHbIX noBpexaeHusx jerkux / C. I'. beicrpoa, O.U. CumonoBa,
O. B. Kycroga [u nap.] // Poccuiickuii nmenuarpudeckuid xkypHai. — 2023. — T. 26, Ne 1. — C. 14-21.

OmnpeeneHbl U3MEHEHHUsI BHEITHETO JbIXaHus Y 00IbHBIX MB mpu pa3nudHbix HHPEKITNOHHBIX
MaTOTe€HaX U CTPYKTYPHBIX MOBPEXKACHUSX JIETKUX. Y CTAHOBJIEHBI 3HAUMMBbIE KOPPEISIUU MEXITY
MOKa3aTeIs Ml (PYHKIIMOHATBHBIX PECIHPATOPHBIX TECTOB M CTPYKTYPHBIMH H3MEHEHUSMHU JIETKUX
oonpHbIX MB. [loka3aHna TeHIEHIMS K YXYIIIEHHUIO (YHKIIMOHAIBHBIX TOKa3aTeleld U CTPYKTYPHBIX
M3MEHEHUH JIETKHUX C BO3PAacTOM Ha (poHe WH(PUIIMPOBAHUS HUKHUX JBIXaTeIbHBIX MyTel MaTOreHaMH,
U3 KOTOpBIX OoJjiee 3HAUMMOE HEraTHBHOE BIIMSIHME OKa3bIBAIM MYKOWUJHBIE BuAbl Pseudomonas
aeruginosa u Achromobacter spp. YcraHoBieHo, uTo OonpHBIM MB aii KOMIUIEKCHOW OLIEHKH
W3MEHEHUN BHEIIHEro JbIXaHWsS HEOOXOAMMO MPOBEACHUE CIHPOMETpPUH, OoauruieTusmorpapuu u
KOMITBIOTEPHOU TOMOTpauu OpraHOB TPYIHOM KIETKHU, a TAKKE BAKCH aHAIU3 COCTaBa MHUKPOOUOTHI
HUOKHHUX JIBIXaTEJbHBIX MYTEH B CBSI3W C HENPEPHIBHBIM BIMSHUEM €€ MaTOr€HOB Ha CTPYKTYpY U
(YHKIIMOHATTLHBIC CBOMCTBA JIETKUX.

14. MHraasimum MaHHUTOJIA JJIS JIETEH ¢ MyKOBUCIIUI030M: (D PEKTUBHOCTh M O€30MacHOCTh
/ O. W. Cumonosa, }0. B. 'opunora, O. B. Bricokonosa [u np.] / Menuuunckuii coet. — 2022, — T.
16, Ne 16. — C. 56-63.

Onucanbl MEXaHU3MBI Pa3BUTHS MYKOCTa3a M NopaxxeHus jerkux npu MB. PaccmarpuBatores
BUJBl MYKOJMTUYECKOM Tepamuu, 3HAUCHHE WHTAIALMOHHOW Tepanuu. OOCyX)AaeTcs NPUHIUI
JEeUCTBUS, TPEUMYIIECTBO M 3(P(PEKTHUBHOCTH MYKOAKTHBHOTO IpernapaTa Ha OCHOBE MOJIEKYJIbI
MaHHHTOJIA MO Pe3yJbTaTaM MHOTOLIEHTPOBBIX PAHIOMU3UPOBAHHBIX KIMHUYECKUX HUCCIEIOBaHUH, B
TOM 4HCJIE IPOBEJAEHHBIX Y eTeil ¢ MB. Onucan citydail npuMeHeHus JaHHOT' O ITpernapara y moJApoCTKa.
OtmeueHo, uTo MaHHUTOJ 3 dekTrBeH y nereit ¢ MB crapiiie 6 jier, ero npuMeHeHHe XapaKTePU3yeTCs
XOpOIIeH KOMIUTAEHTHOCTBIO U O0IIEl MPUBEPKEHHOCTHIO K Tepanuy BBUAY y100CTBA UCIOIb30BAHUS:
OTCYTCTBHSI HEOOXOJAUMOCTH B TIOTIOJHUTENIBHBIX TEXHUYECKUX CPEJICTBAX ISl MPOBEACHUS WHTAIALNN
B BHUJE DPAaCTBOPOB BHE JIOMa M SKOHOMHUHU 00IIero cBoOOIHOro BpeMeHH. BakHoe 3ameuaHue,
OTMEUYEHHOE aBTOpaMHU, 3aKitodaeTcsi B ToMm, uto BIDA-tecT cnenyer npoBOAUTh B COCTOSHUU MOJTHON
KIIMHUKO-JIA00PaTOPHON PEMUCCHUH JJIS TIOITY4YEHUS! OObEKTUBHBIX PE3yJIbTaTOB.

15. I¢pdexTBHOCTL M 0€30MACHOCTH TPOHHOW Tepanuu (daekcakadrTop / Te3akadpTop /
uBakaTop) y Aereil ¢ MykoBuciumo3zom: 12-mecsiunoe nHabmonenue / E. U. Kongpartsea, H. JI.
Opnunaesa, E. B. I1acunora [u ap.] / Ilynemononorus. — 2024. — T. 34, Ne 2. — C. 218-224.

Wzyuena s¢pdextuBHocTs M Oe3omacHocTh Tepanuu CFTR-monynsitopom snekcakadrop /
te3akadrop / uBakadtop y nereit ¢ MB. B Teuenue 12 mecsieB marueHTs B Bo3pacte oT 6 g0 18 ner,
MOJTyYali TPOMHYIO Teparuio. AGCOMIOTHOE OOJIBIIMHCTBO COCTABUIIN MAIIMEHTHI B BO3pacTe crapiie 12
ner. Cpeau MONy4YaBIIUMX TApPreTHYIO TEPAIMIO BBIABIEHBI T€TEPO3UTOTHBIE HOCUTENIM BapUaHTa
F508del, romosurorusle Hocureaun F508del m HocHTEnM TEHOTHIA C KOMIUIEKCHBIM asIeaeM
F508del;L467F/F508del Ilo pe3ympTaTam TpOBEACHHOTO HWCCICIOBAHMS IOKa3aHbI CYIIECTBEHHBIC
CTaTUCTHUYECKHU 3HAUMMbIC U3MEHEHUS BaXKHEHIINX MOKa3aTeel 310pOBbs MAUeHTOB 6-18 er, Takux
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KaK HYTPUTHBHBII cTaTyc (Macca Tena, pocT, MHJIEKC Macchl Tea), GYHKIMK BHEIIHEro AbIXaHUs, a
takxke nokazatens Gpynkiun CFTR xmopHoro xaHana — moToBoii mpoObl. Y CTaHOBJICHO, YTO CEPhE3HBIX
HEXXEJIATENIBHBIX SABJICHUN y MAIMEHTOB HE OTMEYEHO.

16. Konapatsesa, E. . ['unepronnueckuii pacTBOp B Tepanuu OOJbHBIX MYKOBHCLUI030M B
Poccutiickoit ®eneparnuu / E. U. Konnpateesa, B. /1. [llepman, B. B llagpuna // MeaummHCKuii COBET.
—2021.—Ne 16. — C. 156-165.

PaccMoTpeH onbIT mpuMeHeHust TunepToHndeckoro pactsopa (I'P) mist uHTransuii npu Tepanuu
MB B Poccuiickoii @enepanyn. OTME4EHO, YTO IPUMEHEHUE CPEACTBA MEIULIMHCKOTO Ha3HaueHus 7%
I'P ¢ 1% pactBopoM ruamyponata HaTpus Muracamun («I'porexkc» OOO, Poccusi) 3HauuTENnBHO
nemesne cpenctBa ['maned («Kpesu @apmaneBtuum C.m.A.», Wrtamus), 4To, HECOMHEHHO, OYIET
Croco0CTBOBAThH €ro 0ojiee MUPOKOMY MpUMeHeHHIo. [loq4epkHyTO, YTO 103UPOBKa OJUHAKOBA JIs
BCEX BO3PACTHBIX TPYIII MAIIMEHTOB JIsl 000X BUIOB CPEICTB MEIUIIMHCKOTO Ha3HAUYCHHUS. Y TOOCTBOM
SBIIETCS BOZMOXKHOCTh IpUMEHeHUs MHracanuna B IByX KoHUeHTpauusax pactBopa NaCl — 3% u 7%.
B pannem getckom Bo3pacTe Teparus, Kak IpaBuiio, ctaptyeT ¢ 3% pacTBopa U mossiaercs 10 7%
nocnenoBarenbHo. Kome toro, 3% ['P Ha3HauaeTcs manueHTam Npu HEMEPEHOCUMOCTH 7% pacTBopa.

17. CocTosinue (paKTHYeCKOro MUTAaHUS JAeTel, cTpagaromux MykoBucuumgozom / T. FO.
MakcumsbrueBa, E. . KonnpateeBa, T. H. CopBauesa [u ap.] // Bonpocer mutanust. — 2020. — T. 89, Ne
1.—C. 28-36.

JlaHa OIleHKa COCTOSIHME NMHUTAaHMs JIeTed W TOJIPOCTKOB, cTpamaromux MB, mis pa3paboTku
IITOPUTMA MHJIMBUYaTbHBIX MOIXOJ0B K KOPPEKIMH MUIIEBOTO CTaTyca. Y CTAHOBJICHO, YTO TOJILKO
JI€TH TIEPBBIX 3 JIeT KU3HU MMENIH ONTUMAJIbHBINA MO YHEPIeTUYECKON IIEHHOCTH PAIlMOH JJIsi TaHHOTO
3aboneBanus. B Bozpacre crapuie 3 net geunuT noTpedaeHns 3Hepruu yBelIuauBaics, gocruras 32%
OT WHAWBHUIYaTbHOH HOPMBI MOTPEOHOCTH B TMOAPOCTKOBOM Bo3pacte (10-18 mer). B cTpykrype
MUTAHUS BBISIBICH MUCOATaHC OCHOBHBIX IUIIEBHIX BEIIECTB B CTOPOHY MPEOOIaTaHUs JIUITHATHOTO
koMmoHeHTa (6osee 40% OT sHepreTU4ecKol IEHHOCTH) U MOBBIILIEHHOTO MOCTYIJICHHUS HACBIIIIEHHBIX
KUPHBIX KUCIOT NIPU CHIIKEHHOW Jonie Oenka M yrieBojoB. OTMeuancss HeIOCTaTOK MOTPEOICHHS C
MUIIEBBIM paroHoM psifa ButamMmuHoB (C, Bi, Bo, A, E, D) u MuHepanbpHbIX BeecTB (Kene3a, Kaaus).

18. DHTepaibHbIe CMeCH /ISl HYTPUTHBHOHN MOAICPKKHU O00JIBHBIX ¢ MykoBucH0o30M / T. FO.
MakcumsbrueBa, U. C. Kpwicanos, JI. B. Kypkun [u ap.] / ApxuB neauaTpuul U JETCKOH XUPYpPTUU. —
2024. - T.2, Ne 1. - C. 208-215.

OcBelieHbl MPUYUHBI  PA3BUTHS HYTPUTHBHOTO nedummTa, W3MEHEHHE IOJXOI0B K
IMeToTepanuy Ha (JOHE MCMOJIB30BaHMS TAPTeTHHIX MPENapaToB, MPOAYKTHl SHTEPAILHOTO MUTAHMS,
PEKOMEHIOBaHHBIE IS TTAarieHTOB ¢ MB u mokazanus Kk ux HasHaueHHUt0. OTMEYEHO, YTO OONBIION
CHCKTp CHGL[I/Ia.HI/I3I/IpOBaHHOFO .HG‘-IG6HOFO IIUTaHUsd B BHUIAC TOTOBBIX (HaHI/ITKI/I, ﬁOI‘ypTBI,
KpeMooOpa3HbIe MPOAYKTHI) WM CYXHX CMECEH JUIsl TOBBIIMICHHS YHEPTETUUECKOW W OMOJIOTUYECKON
IEHHOCTH (aKTHUYECKOTO palloHa — ONTHMAJbHBI BapuaHT IS KOPPEKIUH HYTPUTHUBHBIX
notpeOHocTel manueHToB ¢ MB. OHHM HMEIOT [0Ka3aHHYIO KIMHUYECKYI0 3(P(EKTUBHOCTh W
6€3OHaCHOCTB, XOpOI_HO yCBaI/IBaIOTCSI 148 HGpGHOCHTCH, y,Z[O6HI>I 148 HpOCTBI B HpI/IMeHeHI/II/I JJIA ITaITUCHTOB.
Nmeromuiicss acCOPTUMEHT OOECTIEUMBACT MEPCOHATM3UPOBAHHBIA TOAXO0 K KaXKJIOMY MaIllUCHTY C
Y4ETOM OOIIIEro COCTOSHUS, BO3PACTa, UMEIOIINXCS OCIIOKHEHHH, aCCOIIMUPOBAHHBIX 3200JICBaHUN.

19. Pe3yabTaThl KOpPpEKIMH HEIOCTATOYHOCTH MHUTAHUS Yy JETEH C MYKOBHUCIIMIO30M C
WCIOJIb30BAHUEM TUIEPKATOPHUHHON CMECH Ui SHTEPaIbHOTO MUTAHHS B TEYCHHE OJHOTO MECsIia:
koroptHoe uccneaosanue / T. FO. Makcumbruesa, E. . Konapateesa, B. J1. llepman [u 1p.] // Boripocsl
coBpeMeHHoM neguatpuu. —2021. —T. 20, Ne 6S. — C. 581-588.

N3yuena »3pPpeKTUBHOCTh KOPPEKIIMH HEIOCTATOYHOCTH KAIOPHUHHOCTH pallMOHA MHTAHUS Y
nereit ¢ MB ¢ ucnionb30BaHreM Je4eOHOT0 TUIEPKATOPUHHOTO MPOAYKTA ISl SHTEPATBHOTO MUTAHMUS.
YcraHoBIEHO, UTO BKIIFOYCHHUE B PAIlMOH NMUTAHUS J€TeH JaHHOU cMecH B o0beme oT 200 1o 400 mut B
TeueHue | Mecsia 3HaYMMO YBEJIMYUBAET MOKA3aTENH JIMHEUHOTO POCTA U MOJIOKUTEIBHO BIIUSET Ha
oOmue mokaszaTenu pu3ndeckoro pa3BuTHs. [IpoayKT He OKa3bIBae€T OTPHUIIATEIHLHOTO BIUSHUS Ha
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YTJICBOJIHBIN U )KUPOBOM OOMEH U IMOAITOMY MOXKET 0€30I1acHO MPUMEHATHCS y eTeld ¢ MB, nMerommx
PHUCK pa3BUTHS aCCOIMUPOBAHHBIX C MYKOBUCIIUI030M OCJIOKHEHHI — caxapHOro Aauabera u Iuppo3a
MIEYCHH.

20. IImneruna, FO. C. OnelT KCHONIB30BaHUS CIEUUAIM3UPOBAHHOIO MHUTAaHUSA y JETEH C
mykoBuctuaozoMm / FO. C. Iluneruna // Jlewamuii Bpau. — 2020. — Ne 6. — C. 58-61.

PaccMoTpeH OMBIT NPUMEHEHUS CHCIHATU3UPOBAHHOTO BBICOKOKATOPUHHOTO MPOIYKTa
nutanuss HYTPUHUgpunk (NutriniDrink) Ha Qusnueckoe pa3BUTHE M Ka4eCTBO JKHU3HH JICTEH,
O0ompHBIX MB. MartepuanoM Ui WCCIEIOBaHUsS TMOCTYXKHWIU TMOKa3aTelnn (PU3NYECKOTO pPa3BUTHI,
JAaHHBIC UCTOPUHU Pa3BUTHS U 3a00JIeBaHUS JETeH (4acToTa 3MU30J0B 0OOCTPEHHS OPOHXOJErOYHOTO
mpolecca 3a MepuoJi MPOBEICHUSI UCCIENOBAHUS, MOTPEOHOCTh B SKCTPEHHBIX TOCIMUTAIU3ANMIX B
CTaIMOHAp) W KYJIbTYPaJbHOTO HCCIEIOBAHUS MHUKPOQIIOPHI JbIXaTeIbHBIX myTed y 20 nereid B
BO3pacTe ot 3 110 6 jieT. YpOoBeHb (hU3MUECKOTO PA3BUTHS OLIEHUBAJICS M0 UHACKCY MAacChI Tela B HaYae
U B KOHIIE Kypca HYTPUTUBHON Tepamuu. YCTAaHOBIIEHO, YTO AETH, MOJYyYaBIIHE TOMOIHUTEIHLHOE
MUTAaHUE B COCTAaBE E€XEJAHEBHOTO pAallMOHA B TEYCHHE O MeECAIeB, UMENH Jy4lllhe TOKa3aTeu
(bU3MYECKOTO Pa3BUTHS, YTO BBIPAXKAIOCH B OOJBIIMX 3HAYEHMSIX MHAEKca mMacchl Tena. Kpome Toro,
Cpeu TAIMEHTOB, HE IMOJYYaBIIUX PETYISPHOW HYTPUTHUBHON MOIICPKKU, OTMEUEHO YBEIUYCHUE
4acTOThI KOJIOHU3ALIUU pecriupaTopHoro Tpakta Pseudomonas aeruginosa.

CocraBuTelnb: Houenko E. T'.

OTBETCTBEHHBIH 3a BBIMYCK: JlansuHckas A. A.




