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enb UCCIICTOBAHMUS: OIIEHKA
COCTOSIHUSI TOJIKEITYIOYHOM  KEJe3bl C
IIOMOLIBI0 KOMIUIEKCHOW YJIBTPA3BYKOBOM JUArHOCTUKU y JE€TEW C MYKOBHUCIIUZO030M.
[Ton naGmrogenuem Haxonuiauch 80 geredt B Bo3zpacte oT 3 g0 18 ser: 50 GoibHBIX
cMeniaHHo gopmoil mykoBucuuao3a U 30 ycinoBHO 340poBBIX AeTeil. KoMiekcHoe
YIBTPa3BYKOBOE HCCIIENOBAHUE COCTOSUIO W3 YJIBTPAa3BYKOBOI'O HCCIIEIOBAHUS B
peXHME  «Cepou IIKaJbl», I[BETOBOM  jomrmuieporpaguu, SHEPreTUYECKOU
nomnrmieporpaduu ¥ UMITYJIbCHO-BOJIHOBOW Jommieporpaduu. Pesynbratsl. [lokaszaHo,
YTO KOMILUIEKCHOE UCCIEA0BAHNE TAKUX NTOKA3aTENEN KaK JTUAMETP CEJIIE3EHOYHOM BEPHI,
oObE€MHass W JIMHEHHAas CKOPOCTh KpPOBOTOKAa C MOCTIPaHAUAIBHON peakuuen
KPOBOTOKA, IMO3BOJISET JaTh OoJiee TOJHYI0 KApTUHY MOPAXKEHHS IOIKEITYJOUYHOU
Kele3pl 'y JeTed ¢ MYKOBHUCHMIO30M. JIaHHBIA BBICOKOUYBCTBUTEIBHBIA U
BBICOKOCIIEM(UYHBIA METOJ C NHILEBOM Harpy3koil He HMMEET MPOTHUBOIIOKA3aHUH,
HEWHBA3WBEH, JIETKOJIOCTYIEH, HE TpeOyeT OONbIINX MaTepHAIbHBIX 3aTpaT |
OTKPBIBAET IIHPOKWE IIEPCIEKTHBBl B JUAarHOCTUKE CTPYKTYPHOTO COCTOSIHUS
MOJKETYAOYHOM KEJIE3bl Y IETEW C MYKOBHUCIIUI030M.

Bo3moxkHOCTH KOMIBIOTEpHON OpoHXO(hOoHOTrpaduu B AMArHOCTUKE HAPYIICHHM
(GYyHKIMKA BHENIHETO JbIXaHUs y 0onbHBIX MykoBuciuno3 / E.b. TlapmunoBa [u ap.] //
Poccwuiickuii BeCTHUK epuHATONOTHH | nieauaTpuu. - 2016. - Ne5. - C.52-56.

[Ipy MyKOBHCIMIO3€ CTENEHb TMOPAXEHUS OPraHOB JAbIXaHUS OIpEAeIseT
nporHo3 3a0oneBaHus. llenb paboOTHI: OLEHUTH COCTOSHHUE (DPYHKIIMM BHEUIHETO
IbIXaHUs y JEeTed C MYKOBUCHUMAO30M. B wuccienoBaHue BKIOYEHbI 48 neTeu,
HaOmonaBmuxcsa B Llentpe mykoBuciunoza Omcka. ['pynmy KoHTposst coctaBuiin 42
peOeHKa, HEe WMEBUIMX yKa3aHWW B aHaMHe3¢ Ha Haiuuyue 3a00JeBaHMl OpPraHOB
IbIXaHUs, HE NMPUBEPKEHHBIX KypeHUI0. OyHKIHS BHEIIHETO ABbIXaHUS OLEHUBAJIACh C
MTOMOIIIbI0 KOMITBIOTEpHON OpoHXO(oHOTpaduu, AeTsIM cTapiie 6 JeT JTOMOJHUTEIHEHO
npoBojauiack cnuporpadus. I[lo maHHBIM KOMmbIOTEpHOU OpoHxodoHOrpaduu,
AbIXaTelbHasi HEJJOCTaTOUYHOCTh MO OOCTPYKTUBHOMY THITy Oblia 3aperucTpupoBaHa y
BCEX JIETEM C TSDKEJIBIM TEYEHUEM MYKOBUCLHIO3a. Hamuune XpoHHUYECKOU
CUHETHOMHOM MH(EKUHUU AbIXaTENbHBIX MyTe, OPOHXO0’KTa30B ACCOLMUPOBAIOCH C
MOBBIIICHUEM TTOKa3aTeNel aKyCTUUeCKOW padOoThl IbIXaHUSI B TMAIIa30HE YacTOT OoJiee
5000 I'm. YcTaHOBIEHO HaMW4YUE OTPULATEIBHOW KOPPEJSIIUOHHOM CBSI3M CpEOHEU
CWIbl MEXIY BEIMYMHOM aKyCTH4eCKOW palOOThl [bIXaHHUS B BBICOKOYACTOTHOM
Juana3soHe 1 00beMoM QopcupoBaHHOTO BbII0Xa 3a 1 ¢ (B %). BriBog. KomnbroTepHas
OponxogoHorpadus IMO3BOJIMIA BBISIBUTH HAJIWYME OOCTPYKTUBHBIX HapyLICHU
(GYHKIIUM BHEIIHETO ABIXaHUS Y IeTeH MOJIOXkKe 6 JIeT.



BnepBble THarHOCTUPOBAHHBIM MYKOBUCIIHI03 Y OepeMeHHoi xeHmHbl / A.C.
['epacumoBa [u ap.] // TyGepkyne3 u 6one3nu gerkux.- 2019. - Ne4. - C.47-51.

[IpencraBieH CIOXKHBIA KIWMHUYECKUH CIydail BBISIBJICHUS MYKOBHUCIHI03a Y
B3pOCIION OepeMEeHHOW MAalMeHTKHU, KOTopas ¢ JeTCTBa HaOoaanach MO TIOBOAY
4acThIX OpPOHXUTOB, B TMOCIEAYIONMEM [JIUTEILHOEC BpEeMs JIEUWJIACh IO IOBOIY
HEMOJITBEPKIEHHOTO TyOepKyJie3a JeTKHuX.

I'emOnukas, T. CoBpeMEHHBIE TEXHOJIOTUU B JICYEHUU MOPAKEHUN JIETKUX TPH
mykoBuctumose / T. ['emOurkas, A. Uepmenckwii.- // Bpaud. - 2011. Ne3. - C.8-10.

B craTpe npuBeneHb! TaHHBIE O COBPEMEHHBIX MEPCIIEKTUBHBIX HANPABICHUAX B
Tepanuu JETKUX MPU MyKOBUCIUAO3€E (AOpHa3a anb(a, MHraISIMOHHbIE aHTHOMOTHKH,
AKTUBATOPBI XJIOPHBIX KAHAJIOB).

N3y4yenue nokazarenei )KECTKOCTH IIEYEHU y I€TEH ¢ MyKOBHUCLIHI030M METOJIOM
anactorpadum casuroBoir BomHOM / M.U. IleikoB [m np.]. // Yinbprpa3BykoBas u
(dbyHKIIMOHAIBHAS quarHoctuka. - 2017. - Ne4, - C.10-19.

B uccnenoBanue BkitoueHo 232 pebenka, u3 HuX 200 MpakTHYECKU 30POBBIX
nereil B Bo3pacte oT 3 gm0 18 mer (koHTposdpHas rpymnmna) W 32 mamuMeHTa ¢
MYKOBHUCLIHJI030M B Bo3pacte oT 2 no 17 ner (ocHoBHas rpynma ). TeueHue
3a0oneBanuss 'y 17 (53,1%) pereii ¢ MyKOBHCIHMIO30M pPAacUEHUBAIOCH Kak
cpenHeTsbkenoe (mepBas moAarpynna), y 15 (46,9%) nereit - kak Tskenoe (BTopas
noArpymnmna)  (OHeHKa  TsKecTh — 3a00JeBaHMsd  MPOBOAMJIACH MO IIKaje
[IIBaxmana-bpacunbna B Mmogudukauu C.B. Paunnckoro nu H.M. Kanpanosa ). Bcem
MalMEeHTaM MPOBEJEHO CTaHAAPTHOE YJIbTPa3BYKOBOE HMCCIIEJOBAHUE MEYEHU, KOTOPOE
OBLIO JIOTIOJTHEHO JIBYMEpPHOM 3jactorpadueit caBuroBoil BosiHOW (ammapat Aixplorer
(SupersoNeic ImagiNee, @paHius) ¢ UCIOIB30BAaHHEM HITHPOKOIIOJIOCHOTO KOHBEKCHOTO
JaT4MKa, paboTaromiero B auarasone yactor 1-6 MI'm). M3amepenus 3HaueHunii MOIyIs
FOnra npoBoAWiIN B pa3HbIX CECMEHTAX MPABOU U JIEBOW A0JIEH MEUYEHU; OCYIIECTBIISUIH
10 3amepoB EmealNe ¢ mnocinegyromuMm ycpeaHeHueMm. B rpymmne nanueHToB ¢
MykoBuUcuu030M Juib 9 (28.1 %) nereir mmenu 3HaueHuss moxayis FOHra, He
MPEBBINIAIONINE TAKOBBIE Y TIPAKTUYECKH 3J0POBBIX JeTel (Kak Topor ObLIo
HCIIOJB30BaHO MakcuMasabHoe 3HaueHue EmealNe B koHTposibHOM rpymnme - 6,30 kl1a). ¥
MAalMEeHTOB C MyKOBUCLIHMIO30M 3HAaYeHUs1 MOy ia FOHra ObuIM JOCTOBEPHO BBILIE, YEM
y TMalMeHTOB KOHTpOJIbHOM rpynnbl (Menuana EmeaNe - 6,50 u 5,00 «lla,
MHTEPKBApTUIIbHBIN pa3max - 5,62-7,52 u 4,70-5,38 klla coorBercTBenHo) (P menee
0,001). B moxarpymnme co cpeaHETsHKENbIM TeUeHHEM 3a00JieBaHUsI 3HAYEHUS] MOAYJIS
FOnra ObuM JOCTOBEPHO HMXKE MO CPABHEHUIO C MOATPYMION C TAXKEIbIM TEUEHUEM
(memquana EmeaNe - 590 u 7,30 xIla, uHTepkBapTuUiabHBIA pazmax - 9,20-6,75 wu
6,20-10,70 xI1a coorBercTBeHHO) (P Menee 0,002). YuuTsiBas HEMHBa3UBHOCTD METO/IA,
yAbTPa3BYKOBas 3JIACTOMETPHUSI MOXET HCMOJb30BATHCSI B KOMILJIEKCHOM OIIEHKE
MOpakeHUsl MEYEHU y MAlUEHTOB C MYKOBHCILHIO30M, a TaKXKe ISl OCYIECTBICHUS
JTUHAMUYECKOTO MOHUTOPUHTA B ATOU TPyITie OOIBHBIX.

KiuHNKo-TeHeTHYeCKasl XapaKTEPUCTUKA U UCXOJbl MEKOHHUEBOIO WIICyCa IPHU
mykoBuciunose / E.N. Konapareesa [u ap.]. / Poccuiickuii BECTHUK MEPUHATOJIOTHH U



neauatpuu. - 2016. - Ne6. - C.77-81.

[lenr uccnenoBaHUsl - U3yYEHHE PACTIPOCTPAHEHHOCTH MEKOHUEBOTO HIIeyca B
pOCCHIICKON MOMyNANUK OOJIbHBIX MYKOBHUCIIUJO30M, €ro KIMHUKO-T€HETHYECKOU
XapaKTEpUCTUKU W UCXOJ0OB HAa OCHOBE aHaliM3a MJaHHBIX peructpa Poccuiickoi
Oeneparun - 2014r. Usywanum  ocobOeHHoctd  3a0oneBanus 142 OGOJIBHBIX
MYKOBUCILHI030M, TEPEHECIINX MEKOHHMEBBIM WIJIEYC MpPHU POXKICHUHU, U3 PETUCTPA
Poccuiickoit ®@enepanuu 2014 r., Brimouaroniero nanubie 2131 manuenta. Takum
oOpa3zoM, a0 OOJBHBIX MYKOBHCIIMIO30M, TEPEHECIINX MEKOHUEBBIH WIEYC TIPH
poxkaeHun, coctaBwia 6,6%. B rpynme nereid mepBoro roja KW3HH JIMAarHo3
MEKOHHEBOTO mieyca Obul moctaBieH 22,1 % OONBHBIX, YTO OTpPaXKaeT €ro PeabHYIO
pacnpocTpaHeHHOCTh. B rpymme aered or 1 roga no 7 JIeT yka3aHHS Ha WIEYC B
anamuese umenn 10,7% OonbHBIX, B Bo3pacTe oT 7 a0 18 ner -5,6 %, cpeau manueHToB
crapure 18 ner - 1,5% nannenToB. Bo3pacT mOCTaHOBKH IHAarHo3a «MYKOBHCIHUJIO3» Y
OOJBHBIX C WJIEyCOM ObUT B 5 pa3 MEHBIIE MO0 CPABHEHHUIO C TPYNION OOJIBHBIX 0€3
uneyca: 0,76+2,01 roga npotus 3,72+6,16 roxa, (p menee 0,0001). YpoBeHb XJIOpUI0B
MoTa B TPYyIIEe C MEKOHUEBBIM HJIEYCOM ObLI JOCTOBEPHO BBIIIE, a MHIEKC MACChl Tea
HUXKE, YeM B Tpynie 0e3 wieyca. DNeKTPOJIUTHBIE HAPYIICHUS, acCTIEpTUIIIe3 U [IUPPO3
MEYEHU Yalle BCTPEHATUCh Y OOJIbHBIX, TIEPEHECIINX MEKOHHEBBIM WIIEYC.
['omo3urotHoe cocrosinue no myrtanuu F508del (2 kmacc) m «Tskenas» myrtamus 1
kinacca CFTRdele2 wame perucrpupoBajiuch B TIPYIINE C MEKOHHEBBIM HIIEYCOM.
«MsiTkre» MyTalluM 4Yallle BCTPEYaIuCh Yy TMAIlMEHTOB 0€3 MEKOHHUEBOro Hieyca.
BrpkrBaeMoCTh M BO3pacT CMEPTU ObLITM HIKE Y MAIMEHTOB C MEKOHHUEBBIM UJIEYCOM B
aHaMmHe3e. Bce HOBOPOXKIEHHBIE ¢ MEKOHUEBBIM UJICYCOM JIOJIKHBI ObITh 0OCJIEI0BAHBI
Ha MYKOBUCIIHJIO3.

Kannnuyeckoe  3HayueHWe  MHUKPOOMOTBI  JETKUX U 3(PQPEKTUBHOCTb
WHTAISIIMOHHON aHTHOAKTEpHAIbHON Tepanuu y Jnerei ¢ mykoBuciugo3zom / E.b.
[TaBnuHoBa [u ap.]. // Poccuiickuii BECTHUK MEPUHATONIOTHU U menuatpuu . - 2019. -
Nel. - C.68-75.

[lenb: u3yueHUe KIMHUKO-MHKPOOHOJIOTMUYECKHX OCOOCHHOCTEH MOpaKeHUs
OpraHOB JIbIXaHWS M OlEHKa d3(PQGEKTUBHOCTH SIUMUHAIMOHHOW Tepamuu TpH
XPOHUYECKON CHHETHOWHON HMH(EKIUU y JeTell, HaOIIOJAIONUXCS B PETHOHATBEHOM
LEHTpe MyKoBucuuao3a. B OMCKOM  1EeHTpe  MYKOBHCLBJO03a  IPOBEICH
PETPOCHEKTUBHBIN aHalU3 UCTOpUN Oosie3Hu 48 nerell ¢ OLICHKOM KIMHUYECKUX M
(yHKIMOHAJBHBIX MMOKa3aTesied B 3aBUCUMOCTH OT BO3pacTa U MUKPOOMOJIOTMYECKOTO
cTaTyca JAbIxaTelbHbIX myTed. JlaHa cpaBHUTenbHas oneHKa 3((HEKTUBHOCTH
OpUTHMHAIBHOTO U JPKEHEPUUYECKOr0 HHTAISIIIMOHHOrO ToOpamuuuHa. PesynbTaThl. B
66,7%  OakTepualbHBIX  IOCEBOB  MOKPOThl  OOJIBHBIX  MYKOBHUCLHI030M
MUKpPOOPTaHU3Mbl BBICEBAIUCH B accoluanuu. M3 KIMHUYECKH 3HAUMMBIX NMAaTOTEHOB
TUANPOBATN 30JIOTUCTBIM cTaduiokokk (18,9%) u cunerHoitnas manouka (16,6%) co
3HAUUTETBHBIM TIpeo0amanneM HeMyKouaHblx ¢opm. 3a mepuon 2011-2016 rr.
YMEHBIIHIOCHh KOMMYeCTBO mTaMMoB PseudomoNeas aerugiNeosa, 4yBCTBUTEIBHBIX KO
BCEM WCIOIB3YEMbIM aHTHOMOTHUKAM. Y JeTed, WHQUIIUPOBAHHBIX CHUHETHOWHOMN
MajJoYKoOW, OTMEUaJuCh Oojee BBIPAKEHHBIC OTKJIOHEHHS B TMOKa3aTensX (QyHKITUU
BHEIITHETO JILIXaHUS IO TaHHBIM KOMITBIOTEpHON OpoHXxohoHOrpaduu, CIMpOMETPUHA U
yanie BCTPEYAIUCh W3MEHEHHUS Ha MYJbTUCIHPAIBHOW KOMIIBIOTEPHOM TOMOrpaMMe



OpraHOB TPY3HOU KJIETKH, 4eM Yy OOJIbHBIX 0e3 cuHerHoWHoW uHpeknuu. [lepeBon
NAIMEHTOB C OPUTMHAJIBLHOTO MpernapaTa UHTaIsSIMOHHOTO TOOpaMHIIMHA Ha JYKEHEPUK
HE TpHUBEN K TMOBBIIICHUIO YaCTOThl OOOCTPEHUH pPECHUpaTOpHOrO CHHIpPOMA, HE
YBEJIMYUIT TOTPEOHOCTh B Ha3HAYCHUM BHYTPUBEHHOW aHTHMOAKTEpHAILHON Tepanuu U
HE TOBJIUSI HA CTENEHb MUKPOOHOM KOJOHHU3AIMM MOKpOTHI. 3akitoueHue. OTmedeH
poct ycroitunBoct PseudomoNeas aerugiNeosa k aHTUCHHETHOMHBIM ITperaparam, 4To
7enaeT 00OCHOBAHHBIM BHEAPEHHE BBICOKOHIIEHTPHPOBAHHBIX HHTAISIIMOHHBIX (Hopm
AHTUOMOTHUKOB. 3aMEHA OPUTHHAIHHOTO WHTAISAIIMOHHOTO TOOpaMHIIMHA Ha JHKCHEPUK
HE BBI3BaJa YXYAIMICHUE KIMHUYECKOTO W (PYHKITMOHAIBHOTO COCTOSHUS TAIlUEHTOB U
HE U3MCHMIIA UX MUKPOOHOJIOTHICCKUI CTaTYC.

KonaparbeBa, E. MHHOBanmonHble MeTonbl Tepanuud MykoBucuumoza / E.
Kongapatsesa. // Bpau. - 2016. - Ne2. - C.77-81.

B 0030pe mpezactaBieHbl COBPEMEHHBIE 3THOJIOTUYECKHE M IAaTOT€HETHYECKHE
METOJbl TEpallMM MYKOBHCLHMA03a Ha OCHOBE IIEPCOHAIM3UPOBAHHOIO IIOAXO0AA K
NanueHTy (B 3aBUCUMOCTH OT Kjacca u Bujaa myranuu reHa CFTR). PaccmaTpuBarores
[IEpBbIC WHHOBAI[MOHHBIE IIpenaparbl I JIEYEHHUs MYKOBUCLMIO3a U HOBBIC
NEPCIIEKTUBHBIE Pa3paOOTKH.

Mep3saoBa, H.b. Poib pernoHanbHOro IEHTpPa B OKa3aHUU MOMOIIU OOJIbHBIM
MYKOBHCITUJIO30M B coBpeMeHHbIX ycioBusx / H.b. Mep3nosa, B.B. Illagpuna. //
Bsarckuii Mmequiinackuii BecTHUK. - 2015. - Ne2. - C.81-83.

MyKoBUCLIHI03 - ayTOCOMHO-PEIIECCUBHOE MOHOT€HHOE HACIEIACTBEHHOE
3a0o0eBaHue, MPOTEKAIOIIEE C MOPAKEHUEM >KU3HEHHO Ba)KHBIX OPraHOB U CHUCTEM,
MPEUMYIIECTBEHHO MATOJOTHYECKUE HW3MEHEHHUs XapakTepHbI Ui JbIXaTeIbHOW W
MUIIEBAPUTENbHOW  cucTeM. B Hacrosimiee  BpeMsi — Onarojaps — CO3JAaHMIO
CHELMAIM3UPOBAHHBIX  LIEHTPOB, BHEJIPEHMIO METOJOB paHHEHl JAMarHOCTUKH,
IPUMEHEHUIO COBPEMEHHBIX JIeKapCTBEHHBIX npernapaToB YBEJIUUUIIUCh
NPOAOKUTEIBHOCTh U KAa4eCTBO KU3HU ManueHToB. COBpEMEHHbBIE YCIOBUS BEACHUS
OO0JIBHBIX MYKOBHUCIIMI030M TPEOYIOT OTpaHUYEHUsI KOHTAKTUPOBAHUS OOJBHBIX MEXKIY
co00Oi C 1eNpl0 MCKIIOUEHHUS MEPEeKPEeCTHOr0 WHOGUIUPOBAHUS MAaTOT€HHBIMU
MH(EKIUIMH JbIXaTeNbHbIX MyTel. bonbioe 3HaueHne umeeT aMOynaTopHas Ciyxoa.
Jns uHGOPMUPOBAHUS CIEMUATMCTOB TOJUKIMHUYECKON CIy>)KOBI B OTHAJCHHBIX
palioHaX BO3MOKHO MCIOJIb30BAaHUE COBPEMEHHBIX JUCTAHIIMOHHBIX TEXHOJIOTUM: caiiTa
B MHTEpHETE, OHJIAWH-KOHPEpeHLIH W mpuMeHeHue TenedoHa OecraTHOW ropsyei
JTMHUH.

HoBble TEXHOJIOTUM MEAUIIMHCKON peadMIuTallid JeTe C MYKOBHUCIIHUI030M /
M.A. XaH [u np.]. // BectHUK BoccTaHOBUTEIbHOM MeauiiuH . - 2017. - Ne3. - C.60-65.

OO0beKTHBHBINi ~ KOHTPOJIb  CIyXOBOM  (yHKuMH y jgered  OOJNBHBIX
MYKOBHUCIIMIO30M HE TPEIBIBIAIONINX kaliod Ha cHmkeHue ciyxa / FO.C. UmanoBa [u
np.] // BectHuk BoccTaHOBUTEIbHON MeauiuHbL. - 2018. - Ne3. - C.97-100.

OnbIT MNpUMEHEHUST TapreTHOro CEKBEHHPOBAHUSL I MOJICKYJISIPHOU
nuarsoctuku MykoBuctunaosa / T.C. Cumakosa [u ap.]. // Knuanueckas nadopaTopHas



nuargoctuka. - 2017. - Neb. - C.305-309.

MyxkoBuciuno3 (MB) - olHO U3 4acThIX MOHOT€HHBIX 3a0osieBaHuii. B Poccun
npoBenenue JIHK-nuarnoctuku npu MB HeoOsi3aTenbHO, OJHAKO €€ NpUMEHEHHE
MO3BOJISIET COKPAaTUTh BpeMsl IIOCTAHOBKHU JHArHo3a, TMOBBICUTH 3(P(HEKTUBHOCTD
TEpPaneBTUYECKOTO JICYCHUSI U HE JOIMYCTUTh MOBTOPHOIO MOSBIICHUS 3a00JIEBaHUS B
cembe. /IHK-auarnoctvika ¢ MCHOJNB30BAHMEM MAHEJIEH HA 4YaCThle MyTallMM B TI'EHE
CFTR pekoMeHJI0BaHa B Cily4asx HEONPENENEHHON KIMHUYECKOW KapTHUHBI U IPH
MOTPAHUYHBIX 3HAYCHMSX CHeHM(PUUECKUX JIabopaTOpHBIX Mokaszareneid. C MOMOIIbIO
Takux naHenerd B Poccum ynmaercs BbIIBUTH 10 90% MaTONOrMYECKUX ajlieieil B reHe
CFTR. [Insa BbIsABICHHS OoJee pEeAKUX ajulesied  TPagUuLMOHHO MPOBOAST
cekBeHupoBanue 1o Cenrepy. B mocnegHee Bpems il BBISBICHUS PEIKUX MyTaluil
CTaJdu JOCTYIHBI METOAbl BBICOKOIPOU3BOAUTEILHOTO cekBenupoBanusi (MPS). B
JAaHHOM paboTe mpoBefeHa oleHKa 3(h()EKTUBHOCTU MPUMEHEHUS TECT-CUCTEMbI Ha
OCHOBE TEXHOJIOTMH TapreTHOIO0 CEKBEHUPOBAaHWs JUIsl BBIABICHMS MyTaluil, HeE
uaeHtuuuupoBanubix npu nepBuyHor JIHK-nmarnoctuke. Kpome toro, y nByx

naimeHtoB ¢ Mb  wmetonmom MPS  wunentudunupoBanbl paHee HE W3BECTHBIE
HoHceHc-myTanmu Q1038X (c.3112CT) u W1310X (c.3930GA).

IMuneruna, FO.C. Bri0op mpoayKTOB B CIEHHATIU3UPOBAHHOTO TUTAHUS Y JIETEH
C MYKOBHUCLHU030M, IIEPEHECHUINX KPUTHYECKHE COCTOsIHUA B paHHeM Bospacte / HO.C.
[Muneruna. // Jlewamuii Bpau. - 2020. - Ne8. - C.26-28.

Pestome. CraTbd moOCBsilIEeHAa BBIOOPY HYTPUTHUBHON MOIAECPKKH y JETEH C
MyKoOBUCLIHI030M.  CBOEBpeMEHHasi  paHHsSs ~ JUArHOCTUKa  MYKOBHCLHJIO3a,
3aMECTHUTENIbHAsl Tepanusi MUKpPOCHEpPUUYECKUMHU NaHKpEaTHYeCKUMU (EepMEeHTaMU U
aZeKBaTHAasT HYTPUTUBHAs  TMOJJEP)KKAa TMO3BOJSIOT  MPEAOTBPATUTH  Pa3BUTHE
OeJIKOBO-3HEPreTUYECKOr HerocTaTouHOCTH. [Iupokas nuHelka ceruanu3upoBaHHbIX
MPOJIYKTOB MUTAHUs, MPEJICTABIIEHHBIX HA PBIHKE, MO3BOJSET BHIOPATh ONMTUMAJIbHBIN
crioco0 koppekiuu. OCHOBHbIE TpeOOBaHUS, TPEABIBISEMbIE K HYTPUTHUBHBIM
KOMITOHEHTaM, BBOJIUMBIM B PAIlOH peOEHKA, — BBICOKAs KaJOPUHHOCTH, JIETKOCTh
YCBOEHUS, TPOTHBOBOCIIAJIUTEILHOE 1 UMMYHOMOIEIUPYIOILEE BIUSHUE HA CIU3UCTYIO
KEITYJIOYHO-KUILIEYHOTOo  Tpakta.  [IpuBeneHsl  pe3ynbTaTbl  HCMOJb30BAHUS
CIEUHUAIM3UPOBAHHOIO MUTAHUS TP MYKOBUCIIMI03€ HA 3TAlE€ BOCCTAHOBJIEHUS JETEH
c OenkoBo-3HepreTuueckoil HemoctaroyHocThio. B kimmnuke I'BY3 HCO TI'HOKB
(HoBocuOupck) B cocTaBe KOMIUIEKCHOM Tepanuu y JeTeid NepBOro roja >KWU3HH,
CTpaJlaloIIUX MYKOBUCLIMIO30M, TPUMEHSIICS CIEUATU3UPOBAHHBIN MPOAYKT AETCKOTO
aueTudeckoro nuranus. Ha 6aze neTckoro myJbMOHOJIOTMYECKOTO OTAEIEHUS KIMHUKU
OBLIO TIPOJICUCHO § JeTel ¢ JaHHOM MaTOJIOTHEH, C UCIIOJIb30BAaHUEM JIEYEOHOM CMeCH B
MEepUoOJI€ BOCCTAHOBJIEHUS CcpokoM OT 12 mo 180 pgueid. IlokazaHo, 4To 3a Bpems
MPUMEHEHUs JIeYeOHOM cMecH malMeHTaMu ObUIM JOCTUTHYTHI XOPOIINE PE3yJbTaThl,
BCE€ JIETU UMEJH XOPOIINI anmeTUT U CTa0MIbHYIO MPUOaBKy B BECE.

ITunernna, FO.C. OnbeIT wKCHonb30BaHUs CHEUUATM3UPOBAHHOTO IUTAaHUS Yy
nereit ¢ mykoBucumaozoM / FO.C. IMuneruna. - // Jlewammii Bpau. - 2020. - Ne6. -
C.58-61.

[TpoBeneHo HabmOAATENPHOE KIMHUYECKOE UCCIEIOBAHUE BIUSHUS IPUMEHEHUS
CHELMAIM3UPOBAHHOIO  BBICOKOKAJOPUITHOIO NPOAYKTa NUTaHUS Ha (PU3NYECKOE



Pa3BUTHUC U KAYCCTBO KU3HU ,ZICTCI‘/’I, OOIBHBIX MYKOBHUCIHIUIO30M.

Poanb JTUCILIAa3UuU COEIMHUTEIBHON TKaHU B TE€YECHUH
MYKOBHUCIMI03-aCCOLMUPOBAHHOTO LIMPPO3a NEYEHU y AeTed. KIMHUKO-TeHETHYECKHE
actiektel / A.B. Topsmnoma, II.B. IllymunoB. // BecTHHMK BOCCTaHOBHUTEIHHOM

MeauuHel. - 2018. - Ne3. - C.34-42.

Poab nucruiasuy COCOMHUTENIBHOW TKAaHW B T€YEHWH MYKOBHCLIMIO3Aa y JIETEM.
Knunauko-renetnueckue acriektsl / A.B. T'opsiunosa [u np.]. - // Poccuiickuii BeCTHHK
nepuHaTosioruu u nenuatpud. - 2018. - No5. - C.20-28.

PaccmoTpena npobiema MYKOBHCIIH]1032 - MOHOT€HHOT'O
ayTOCOMHO-peleCCUBHOTO 3a0osneBanus. I[IperncraBieHa HMCTOpPHS OTKpPBITHS TEHA
CFTR, nanbHeiiliero noucka reHoB-MoIn(pUKaTOpoB 151 0ObACHEHHS BapUaOEIbHOCTH
KJIMHUYECKUX MpOSIBICHUNH MyKoBUcLuA03a. OOCyXIalTcs BOMNPOCHl JUCIUIA3HU
COEIMHUTENIbHON TKaHU U COMAaTHYECKON MaToJOTuH, (OPMUPYIOLIUICS B pe3yibTare
aucMopdoreHe3a COeIMHUTENBHON TKaHU Y OOJIbHBIX MYKOBUCLHUIO30M, IPHUBOISATCS
00OCHOBaHUsl accoUMaluu MeXAy (OpPMUPOBAHMEM TSDKENIOro  ¢uOpo3a JIEerKux,
NEYEHU WU HAJUYMEM KIMHUKO-TEHETUYECKHMX MAapKEpOB JHUILIA3UU COEIUHUTEIIBHOM
TKaHU. BbICKa3aHO MPennoyioKeHHe O BO3MOXKHOM BJIMSHUM KIMHUYECKUX MU
TF€HETUYECKUX MOJTMMOP(U3MOB COCIUHUTEIBLHON TKaHUM HAa TEYEHHE MYKOBHCIIHI034,
(dbopmupoBaHue OpOHXO3KTA30B. MHTEPCTULIMAIBHOTO nHeBMo(puOpo3a,
KUCTO3HO-(UOpO3HOM  naucruiazuu, ¢Gubpo3a U 1UPPO3a, KUCTO3HO-PUOPO3HOM
JIUCIUIa3UM, MHTEPCTULHAIBHOTO MHEBMO(HOPO3a, KUCTO3HO-(GUOPO3HONW IUCILIA3UH,
¢ubpo3a u uuppo3a NeUCHHU.

CumonoBa, O.U. CpaBHuTenpHae XapaKTEPUCTUKN U3BECTHBIX MYKOJIUTHKOB B
0asucHOM Tepanmuu MykoBuciumosa y agereir / O.M. Cumonosa, }0.B. I'opunosa. //
[lenquaTpuueckas dapmakomorus. - 2014. - Ne6. - C.96-103.

CunonanbuukoB, AWM. WNmmynomomynupytomme 3GdEKT MaKpOJIHJIOB:
HaIpaBJICHUS BO3MOXKHOTO KJIMHUYECKOTO MPUMEHEHUs B MmyiabMoHosoruu / A.U.
CunonansHukoB. // TepaneBruyeckuii apxus. - 2011. - Ne8. - C.10-20.

CkBopuon, B.B. Mykosucuuno3 / B.B. Cksopuos. / I'maBBpau. - 2017. -
[Tpuin. k Ne3. - C.19-28.

Pe3tome: OkazaHue METUIIMHCKON TTOMOIIM HACEJIECHUIO YETKO PETJIaMEHTUPOBAHO
Ha YpPOBHE TOCYJapCTBa TIOJIOKEHUSIMHU, CTAaHAApPTaMH OKa3aHUs MEIUIIMHCKON
MTOMOIIY, KIMHUYECKUMHU PEKOMEHJAlUsIMU U npoTokoiamu. OmHaKo, HE BCerja Ha
YPOBHE KOHKPETHOTO JICUEOHOTO YUPEKIACHUS BO3MOKHO TMOJHOCTHIO BHEAPUTH BCE
MEPEUYUCIIEHHBIE BBIIIE JOKYMEHTbl. Kpome Toro, Njisi 4eTKOM OpraHu3aluy OKa3aHUs
MEIUIIMHCKOW  TOMOIIM  HeoOxoauma  pa3paboTka  MapumipyTra TMalueHTa |
JeTaTU3UPOBAHHBIX AITOPUTMOB JECUCTBUS MEIUIIMHCKOTO MEPCOHAIA B TOW WM UHOU
KPUTUYECKON CUTyaruu. DTy (DYHKIHIO BBIMOIHSIOT JOKAIBHBIC MMPOTOKOJIBI, KOTOPHIE
Bce 0oJiee MUPOKO BXOASIT B KIMHUYECKYIO pabOTy Bpaya oOIIei MpaKTHKH.

Ouaunnosa, JI.B. OpraHuzainys MeIUKO-COIMATbHONW IOMOIIM OOJIbHBIM



mykoBuciuao3zoM / JI.B. ®ununmnosa, H.B. Typkuna. / Meaununckas cectpa. - 2014, -
Ne4, - C.35-39.

[IpencraBnena KapTa CECTPUHCKOH TOMOIIM. AHAIU3UPYIOTCS COCTOSIHHC
OOJILHBIX MYKOBHCIIHJIO30M U OKa3aHHE UM MEIHKO-COIMATBLHOM ITOMOIIIH.

DOYyHKIMOHAJIbHAS HEJIOCTaTOYHOCTb MOKEITYJOYHOM KEJEe3bl U
MeTaboInueckass aKTUBHOCTh MHKPOOHOTHI Y B3POCIHBIX OOJBHBIX MYKOBUCIUA030M /
JI.B. Bunokyposa [u ap.]. // TepaneBtudeckuii apxus. - 2018. - Ne10. - C.84-88.

[enp wuccienoBanus. s onTuMH3aluMy NPOBOAUMON Tepanmuu OLEHUBAINCH
byHKIIMOHANBHOE cocTosiHue Tmokenynounor skenespl (IDK) u  ocobennoctu
MeTabOIMUECKON AaKTUBHOCTH KHUIIEYHOW MHMKPOOHOTBI Yy B3pOCIBIX OOJBHBIX
MykoBucumozoM (MB). Marepuanet u  wmeroapl. OO6cmemoBano 14  OOMBHBIX
MYKOBHUCLHI030M B Bo3pacte oT 20 no 34 ser, 7 My>X4uH, 7 )KEHIIMH. Y § MalMeHTOB
IUarHo3 MOATBEPKAECH B MEPBBIM TI'0Jl KU3HU HA OCHOBAHMM KIMHUYECKHX HAHHBIX,
MOJIOKUTEIBHON MOTOBOM MpPOOBI, y 5 MMENOCh I'€HETHYECKOe MOATBEpXkaeHue. Y 4
0OJIBHBIX JUArHO3 yCTaHOBJIEH B Bo3pacTe §8-13 JieT M y ABYX MAllMEHTOB - B BO3pPACTe
18 u 27 net B 3TOM rpyInme reHeTHYECKOe MOATBEPKIACHUE UMENOCh Y 4 HCCIIEyEMBIX.
[ToMuMO OOILIEKIMHUYECKUX HCCIEIOBAHUIM MPOBOJIMIOCH ONPEICIICHUE YpPOBHS
C-mentuaa B KpOBH, 3yacTa3bl Kajda W KOHIIEHTPAIMM KOPOTKOLIETOYEYHBIX >KHUPHBIX
kucioT (KJKK) B kompodunbTparax. Pesymbrarel u oOcyxnenue. KoHueHTparus
snacTtasbl Kaina y 9 OoJibHBIX cocTaBwia 5,5+4,7 MKI/T, T. €. BBIABISJIACH TsKeas
AK30KpHUHHAsA HenoctatoyHocTh [DK, n y 5 manueHToB ypoBeHb 3yacTta3bl OKa3alcs B
HopMme U coctaBui 402+124 wmkr/r. Pa3BepHyTas KIMHUYECKas KapTHHA CaxapHOTO
nuabera orMmedanach y 3 OosbHbIX. Merabonuueckass aKTUBHOCTb MHUKPOMIOPHI
TOJICTOM KHUILIKK B 1I€JIOM CHIbkKeHa, cymMma koHueHTpanun KIXKK (ECn) cocraBuna
6,03+4,11 mr/r ipu Hopme 10,61 £5,11 (p menee 0,05). IIpu 5ToM y 4yacTu GOJNBHBIX
(rpynma 1; n1=9), HaxoaA1mxcst Ha MOMEHT MCCIICIOBAaHUS HA Tepanuy aHTHOMOTHKAMH,
sHaueHne ECn paBasiiocs 3,32+0,33 wMr/r, a y TalWEHTOB, IIOJy4YaBIINX
MpoOMOTHYECKHE Tpemaparel (rpynma 2; m0=5), aKTUBHOCTh MHUKPOQJIOPHl HE
ormuyanacb OT HopMmbl (ECn=11,03+2,01 wmr/r). BreisiBieHa koppeisiimoHHas
3aBUCUMOCThH OTHOIIICHHSI CYMMapHOM JI0JIM U30KUCIOT y 00sbHBIX MB K moka3zaresnsim
B HOpMEe U ypoBHS (ekanpHOM smactaszbl (r= -0,46; p=0,049). 3akmouenue. Y
OoNbIIMHCTBA  0OcienoBaHHbIX  OoiapHbIX  MB  (64%)  nuarHoctupoBaHa
BHEILIHECEKpeTopHas HeaocTtaTouHoCTh [1DK Tsxenoil crenenu no pesynbTaTam aHaiu3a
AnacTa3bl Kajla. AKTUBHOCTh (DEKabHOM 3JacTa3bl KOPPEIUpPYeT C MOKa3aTelasiMU
MUKpOOHMOIIEHO3a.  YKa3blBa€T Ha  HEOOXOAMMOCTh  KOPPEKIHMH HE  TOJbKO
¢dbyHkunoHansHOM HenoctaTouHocTH [DK, HO U cocTOsIHUSI MUKPOOUOTHI.

JHTepaJIbHOEe 30HI0BOE MHTAHHE Y B3POCHBIX OOJIBHBIX MYKOBHUCIUAO30M C
neixatenbHou HepoctatouHocThio / H.A. Kpbinosa [u ap.]. / TepaneBTudeckuii apxXus.
- 2017. - Nel2. - C.51-55.

[ens uccrnemoBanus. OneHka 3¢GGEKTUBHOCTH HOYHOW THIEPATUMEHTAIUN Y
B3POCJIbIX MAIMEHTOB ¢ MyKoBUcCLHI030M (MB) u ApIxaTtenbHON HEIOCTATOYHOCTBIO.
Marepuansl 1 Meroasl. B uccnenoanue Bkaoumian 1 7 mauueHtoB crapuie 18 net
(cpemuuit Bo3pact 25,6+4,2 rona) ¢ nruarHosoMm MB, kpaitHe Tspkenoe TeueHue (00bem
¢dbopcupoBaHHOTO BhIFOXA 3a 1-10 cexkynay — O®BI1 6onee 30%, nnaekc maccol Teia



— HWMT OGonee 18,5 kr/mM2); Bce OONbHBIE HAXOAWINCh B JIMCTE OXUJIAHUS
TpaHCIUIAHTalMK JieTKuX. [IpoBeAeHO H3MEpEeHHE MapamMeTpoB CTaTyca MUTAHUS U
(GbyHKIMU JIeTKUX — Macca tena, poct, UMT, O®B, ucxonHo, 10 Havajia 30HJI0BOTO
NATAaHUA, a TakXke 4depe3 6 u 9 mec. Pesynbrarel. B uccnemyemoil rpyime OTMEYEHO
3Ha4YMTENbHOE yBennueHue Mmacchl Tena 1 UMT depes 6 u 9 mec. MI3menenne QyHKIMU
JIETKUX OKa3aJIOCh CTATUCTUYECKHM HE3HAUYMMBIM. TpaHCIIaHTAIMs JIETKUX YCIEIIHO
MpoBeJeHa 5 marueHTam, 4 yMepiud B JIMCTE OXHUJAHUS, NPUUYMHOM CMEPTH CTaja
JbIXaTelibHasi HEI0CTaTOYHOCTh. 3aKiItoueHue. JJonoTHUTEIbHOE SHTEPAIbHOE TUTAHUE
C HCIOJB30BAaHUEM TacCTPOCTOMBI yIlydllaeT Moka3arenu craryca nutanus (UMT,
Macca Tesa) y NalMeHTOB C KpaiHe TshKeJbM TeuenneM MB.



