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Henbio Hamieii padoThl ABMIOCH M3yYeHHe 0COOEHHOCTell MOpaskeHUs] OPraHoOB JbIXaHUA NMPH MYKOBHCIHI03€
(MB) y nereit B UyBamckoii Pecny6iauke (UP) m omeHKa BO3MOKHOCTH MX AMATHOCTHKH NPH MOMOLIH
yabTpa3Byka. B ncciaenoBannu npuHuManan ydyacrue 37 qeTeii M moApPocTKOB B Bo3pacTe oT 11 mecsimeB 18 ser.
Ilopa:xkxeHne oOpraHoB JbIXaHHS — OCHOBHOH (aKkTOp, onpegejsIOIMii TNPOrHO3, Ka4ecTBO JKH3HH,
MHBAJTUAU3AINI0 M CMePTHOCTH 0o0JbHBIX. HMcxonsi M3 3TOro, BO3HMKAET HEOOXOAUMOCTb MOCTOSTHHOIO
MOHUTOPHHIA COCTOSIHMSI OPOHXO0JIErOYHON cHCTeMbl y JAaHHOW KaTeropuu O00JbHbIX. IlpuBeneHbl IaHHBbIE
IX0CEMHOTHKH TMOpPAaKeHUsl JIETKHX NPH MyKoBHcnHMao3e y jgereil. OOcCykaawTcsi BO3MOMKHOCTH paHHel
JAUATHOCTUKH U AUHAMHUYECKOI0 HaﬁJ'llOlleHl/lﬂ MOPa’kK€HUsl OPraHoB [IbIXaHHA C NOMOUIILI0 YJ/IbTPa3BYKa.
Cnenanbl BbIBOABI 00 HHPOPMATHBHOCTH U paauojorndeckoii 6ezonacHoctu Y3 rpyaHoii KIeTKH y jAeTeld ¢
MYKOBHCIHI030M. PaccMaTpuBaloTest BONPOChl FreHeTUKH M KIMHUKUA MYKOBHCIHA03a y neTeii B UP.
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The aim of our work was to study the peculiaritiesf disorders of the respiratory system in cystic firosis (CF) in
children in the Chuvash Republic (CHR) and their dagnosis using ultrasound. The study involved 37 ddren

and adolescents aged 11 months to 18 years. The adf of the respiratory system is the main factor tat
determines the prognosis, quality of life, morbidiy and mortality in patients. Accordingly, there isa need for
continuous monitoring of the state of bronchopulmoary system in this category of patients. The artid gives
examples of changes in lung tissue in cystic fibrigsaccording to the ultrasound. Discusses the pas#ity of early

diagnosis and dynamic observation of disorders ofhe respiratory system using ultrasound. The finding are
informative and radiological security chest ultrasmography in children with cystic fibrosis. Deals vith the issues
of genetics and the cystic fibrosis clinic at chileén in the Chuvashia.
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Mykosuciuno3d (MB) — onHo w3 Hambojiee YacThIX T'CHETHYECKH JICTEPMHUHUPOBAHHBIX
HAaCJEACTBEHHBIX 3a00eBaHUM, pa3BUBAIONICECS BCIEACTBHE MPOAYKIIMH OSK30KPUHHBIMHU

KeJie3aMu CCKpETa MMOBBIIIICHHOM BA3KOCTH, qTo BbI3bIBACT BTOPHUYHBIC HN3MCECHCHUA



MIPEUMYIIECTBEHHO B OPOHXOJIETOYHOM, MUIIEBAPUTEIHHOM, PENPOAYKTUBHON cucteMax. OmHAKO
OTIPEICNIAIONIUM B KIMHUYECKOH KapTuHe MB siBisiercss XpoHUUecKkuit OpOHXOJIETOUHBIH MTporiecc.
CBoeBpeMEeHHass TUAarHOCTUKAa M3MEHEHHH B OpOHXO-JerouHoil cucreme npu MB oGecneunBaer
paHHEe Ha4yaJlo TepanuH, 4YTO IMO3BOJSAET NPEIYNPEIUTh Pa3BUTHE TSDKEIbIX OCJIOXKHEHUH.
Benymum MeTogoMm JIy4eBoil JUArHOCTUKH MOpaKEHUs JIeTKUX 1pu MB siBnisieTcst peHTrenorpadus
rpyaHoit kietku. KommbrorepHas Tomorpadust Beicokoro paspeuienus (KTBP) opranoB rpyaHoit
KJICTKH TPOBOAUTCS JJIsl OLCHKH NPOTPECCHPOBAHUS U TSHKECTH MOPAKEHUS JIETKHX y OOJBHBIX
[1,9]. HoBble mnepcrneKTUBHBIE BO3MOXHOCTH B JMArHOCTHKE OTKPBIBACT YJIbTPa3BYKOBOE
HCCIEAOBAHUE TPYJHOM KIETKH. OTOT METOJA YK€ IIMPOKO NPUMEHSETCS I AUArHOCTUKHU
NOpaXXECHUsT OPOHXOJIETOYHOW CHCTEMBI y B3pocibix [7]. CylecTBYIOT YCHEUIHbIE UCCICIOBAHHS
3¢ GEKTUBHOCTH YIIbTPa3BYKOBOW JMATHOCTHKY Y IETCH MPHU MHEBMOHUSX [3].

Hean. U3yunTh 0COOEHHOCTH MOpaXEHUsI OpraHoB AbixaHus npu MB y nereit B UyBamickoi
Pecniy6nuke (UP) 1 olieHUTh BO3MOYKHOCTH MX TUATHOCTUKHU TPH MTOMOIIH YIbTPa3ByKa.
Lenp onpenenuna cienyromue 3agaun: 1. Oxapakrepu3oBarh reHeTHdeckue ocobeHnoctu MB y
nereit YP. 2. Onmcarh KIMHUYECKHE XapaKTEPUCTUKH TedeHus 3aboneBanus. 3. M3yuutsb
YIBTPa3BYKOBYIO CEMHOTHKY OpaKEHU JIETKUX npu MB y netei.

Marepuanbl u Metoabl. [Ipoananu3upoBanbl manabsie 37 nereii ¢ MB — 19 manpunkos
(51,4 %)u 18 neouek (48,6 %)B Bo3pacte or 11 mec. mo 18 ner. CpenHuii Bo3pacT aereit
cocraBun 9,1+5,9 ner, menuana-9,4 (12,5)ner. CpeaHuilt Bo3pacT IMOCTAaHOBKU JMArHO3a CPeau
JeTel, HaXOIAITUXCsl TI0JT HaOmroieHueM, coctaBun 2,944 4rona, MeauaHa BO3pacTa yCTaHOBIICHUS
muartoza — 0,9 (2,21er). Jluarno3 MB ycTaHOBJIEH Ha OCHOBaHHH PE3y/IbTATOB HEOHATAIHLHOTO
CKpUHUHTA (MPU HAJIMYUH), KJIMHAYCCKONH KApTHUHBI M JIAHHBIX MOJOXKUTEIBHON MOTOBOM MPOObBI
U/WITM TeHETHYECKOTo HcciienoBanus. bonbHble HabmonaTCs B LIeHTpe 10 IMarHoCcTHKe, JICYSHHUIO
u peabunuranuu 60ibHEIX MB UP (mmony4aroT CTalMOHApHYI0 M KOHCYJIBTATHBHYIO IOMOIIIH),
(GyHKIIMOHUpPYIOIIEM Ha 0a3e OTJeNIeHUs MyJIbMOHOJIOTHH U aiseprojoruu bY «PecnybnukaHckas
nerckas kiumHudeckas OonpHMma» M3 UP. Jlns ompexnenenus yactorst MB B UP Obuin
IIPOAaHAIM3UPOBAHBI TaHHbIE POXKIAEMOCTH U IMarHOCTUKU MB mnocie Bcex 3TanoB HEOHATAILHOTO
ckpununra 3a 2006—2014rr. TIpoBeneH peTpOCIeKTUBHBIN aHAIN3 MEIUIIMHCKON JOKYMEHTAIINH,
BKJIIOYass amMOyJaTOpHble KapThl M BBINIMCKM W3 cTannoHapoB. KommekcHoe o6cnenoBaHue
BKJIFOYQJIO: YPOBEHb XJIOPUIOB IOTa MPHU MPOBEJACHUH MOTOBOTO TecTa (TUTPOBAaHHE MO METOIY
I'mbcona m Kyka, ompenenenue mpoBomumoctd Ha ammapare «Nanoduct», Wescor(CIIIA),
MOJIEKYJIIPHO-TEHETUUECKOE MCCIIEJOBAHNE, PEHTI€HOJOTHYECKOE UCCIEOBAaHNE OPTaHOB IPYIHOMN
KJIETKH, OaKTEepHOJIOTHYECKUN aHajIu3 C MOMOUIbIO CEIEKTHUBHBIX Cpell, UCCIENOBaHHE (PYHKIIMH
BHemHero neixanus (PBJI), kommbeloTepHylo Tomorpagpuio opraHoB rpyaHou kietku (KT).

MornekynsipHO-TeHeTHYeCKUe uccienoBanue nposeaeHo y 36 (97,3 %)nanuentoB B 1aboparopun



JOHK_nwarHoctuku PI'BY  «Meauko-reneTnueckuii  Hayunbiii  1meHtp» PAMH  (Mocksa).
Omnpenensiiach aJieIbHAs YaCTOTA BCEX BBISIBICHHBIX MYyTaIllui U HICHTUDUIIUPOBATIACH KTSHKECTh»
TCHOTHIIA! O]l «TSDKEJBIM» MOJPa3yMeBaNOCh 00sA3aTeIbHOE HAaJM4ue B reHoTune myrauuu |-l
KJ1acca, moj «Msrkum» —xoTs 061 1 mytamuu V-V kinaccoB. MukpoOnoaornueckoe ucciaeoBaHue
MOKpPOTHI (Ma30K U3 3€Ba, MOKPOTa, OpodapuHTealIbHbIN CMBIB) TPOBEICHO B OAKTEPUOIOTHYECCKOM
naboparopun ['opojckoro nenrpa nuarHoctuku (UeOoKcaphl) ¢ MOMOIIBIO CENCKTHBHBIX CPE HITH
B Oakrepuonorunyeckux naboparopusx PJAKB u HL[3/1 (Mocksa). MccinenoBanne @B/l BbiosHeHO
19 nersm crapme 5 mer (51,4 %) meromom crnupomerpuu Ha ammapare «Shiller SP-10»
(LlBetitapus) mo crangaptHoi Meroauke. KT opraHoB rpyaHON KJIETKH B CIIUPATBLHOM PEKHAME
ckanupoBanus mposBeacHa 19 GonbHbiM (51,4 %). V3U nerkux © IJICBPAIbHOM TMOJIOCTH
MPOBOJMIIOCH Ha YJIbTPA3BYKOBOM ckaHepe SonoScape S8ExpKgrail) MynbTHYacTOTHBIMU
nuHerHbIM (6—11MI') 1 kKoHBeKCHBIM (4—11MI'1) naTunkamu. M3o0paxkeHre B BUIE€ KHHOMETIH
apXUBUPOBAJIOCh Ha KECTKUU NOUCK Tpubopa € MOCIEAYIOUIMM H3YYEHHEM Ha MepPCOHATbHOM
koMIbroTepe. ¥Y3U BoinosIHEHO 15 1eTAM ¢ MyKOBUCLIHI030M, D JETSIM MCCIEA0BAHNE TPOBOAUIOCH
B auHamuKke Ha QoHe jeuyeHus. Craructuueckas oOpaboTKa IMPOBEACHA C MOMOIIBIO TaKeTa
npukaaaaex mporpamm SPSYSPSS Inc, HMukaro, CIHA.

PesyabTaThl M 00cy:kaeHuss. B cBA3M ¢ TeMm, 4TO CpeaHss MPOJOJIKUTENBHOCTh >KU3HU
O6onbHBIX MB B mocnenHue rofsl CyIIECTBEHHO BO3pociia M OO0JIe3Hb Bce Halle MpHoOpeTaer
XpOHUYECKHMI Xapaktep [5], NOMHMMO HOBBIX METOMOB JICYCHUS BEAYTCS pa3pabOTKH
COOTBETCTBYIOIIUX CKPUHHUPYIOIMIUX MPOrpaMM M JHArHOCTHMYECKUX METOJOB, IO3BOJISIONINX
OCYILIECTBUTH /10 CUMITOMATHYECKYIO AMArHOCTUKY 3aboseBaHus. HeCOMHEHHBIM JOCTHKEHHEM
IarHoCTUKM MB Ha COBpEMEHHOM 3Tame SBISIETCS BHEApPEHHE B psiie CTpaH, U B TOM YHUCIIE
Poccun, HeonaransHoro ckpununra (B UP ¢ uronss 2006rona). B UP yacrora Bcrpeuaemoctn MB
[0 JaHHBIM HEOHATAJHLHOTO CKPUHHHTa COCTaBWiIa B cpemaneM 1:7920 OxBaT HOBOPOXKICHHBIX
cocrasisieT 99,5-99,8 %).

B UP y nereit, 6onpHbIXx MB, MonekynsipHO-TeHETUYECKOE HCCIIeI0BaHKe MpoBeaeHo y 97,3
% mauuMeHTOB, OOHAPYXHB HU3KYIO TE€TEpPOreHHOCTh MyTauuid reHa MBTP. OGHapyKeHbI
cnenyromue renorunsl: E92K/E92K (27,8 %), E92K/F508del (22,2 %), F508es08del (13,9 %),
E92K/W401X (2,8 %), E92K/N1303K (2,8 %E92K/CFTRdell-11 (2,8 %), F508del/unknown
(8,3 %),E92K/unknown (8,3 %) unknown/unknown (11,1 %) cTraHOBIICHO JHIUPYIOIIEE MECTO
mytarun E92K -47,2 % A{ameHa riiyTaMMHOBOW KHCIOTHI Ha JH3UH B 924i mo3uiuu Oenka
TpaHcMeMOpaHHOTO perynstopa MB), B TO Bpems Kak JOMHHHPYIOIIas BO BCEX ITHHYCCKUX
rpynmnax mytanus F508delocrasuna 29,2 %.Panee myranus E92K ompenensiack y 10CTaTOYHO
OTPaHUYEHHOIO  YHCJa  OJKUTeNel  cpenu3eMHOMOpbs W Obula  acCOIMHMpOBaHAa  C

pacrpoCTPaHEHHOCThIO Y TIOPKCKUX HapojaoB [8], HO HM B OJHOM 3THOCE WM TeorpaduueckoM



peruoHe Mupa Takol BBICOKOM alieIbHOM YacTOTHI €€ /10 HACTOSAIIEr0 MOMEHTa HE BBISBIISLIOCH.
[Tpu aTom B 27,8 Ycnyuasx myranus E9ZK BeisiBIIeHa B TOMO3HTOTHOM COCTOSIHUH, a B 22,2 % —8
reTepO3UrOTHOM MoJyioxkeHuu ¢ myranuerd F508delu B 16,7 % — apyruMu MyTamusmMy.
Kpome Ttoro, y marmuentoB BbisiBieHsl MyTanuu N1303K, W401X,CFTRdelel 11, yvmmaphas
aJulesbHAsT 4acToTa KOTOphIX cocTaBuia 4,2 %. Bce Myranuu HaxOoAWJINCh B KOMIIAYHIHOM
nonoxkennu ¢ E9ZK. AnnenbHas 4acToTa HEM3BECTHBIX MyTanwii coctasmiia 19,4 %.
3nauntensHOe qoMuHUpoBaHue E92K ompenenuno KIMHUYECKYIO KApTUHY MYKOBUCITUI03a
B wuccienyemoi rpynme. Kak wu3BecTHO, kiaumHWYeckHe AP EKThI MyTaluil  ONPEaeIsIoTCs
MEXaHHU3MOM MOJOMKH (CIBUT PaMKH CYMTBIBAHHS CTOM-MYyTallMsi, MHCCEHC-3aMEHA), B CBS3H C
3TUM 3aMeHa TJIyTaMHHOBOM AaMHHOKHCIOTHI Ha IJIM3WH B OK30HE 4, KOTOPBIA KOTUpPYET
COOTBETCTBYIOIIMK TpaHcMeMOpaHHbI JgoMeH Oenka MBTP, nmpuBomuT K HE3HAYUTEIHHOMY
HaApyIICHUIO CTPYKTypbl Ocnka MBTP [2,6]. KiauHudeCku 3TO MPOSBISETCS B JUIMTEIHHOM
COXpaHEHUU (YHKUHUU TOHKETYIOUYHOM Keye3bl, H30JUPOBAHHOMY IOPAKEHUIO JIETKUX U
OTCYTCTBHIO KJIACCHUYECKOW KAPTUHBI CUMMETPUYHOTO TMOPAKECHHUS] OPOHXOJIETOYHOW CHUCTEMBI U
KEIyIOYHO-KUIIIEYHOTO TpakTa. Tak U cpenu 0OCIeAOBaHHBIX OONBHBIX MPEOONIajaHue «MSATKHUX>
(eHOTHUIIOB OIpEeNIeINIO OTHOCUTEIBHO MO3/IHIOK IUAarHOCTUKY MYKOBHUCIIMI03a MO KIMHUYECKUM
CUMITOMAaM, y psifia MallMeHTOB AUarHo3 Bepu(ULMPOBAIH JIUIIb B TOAPOCTKOBOM BO3pACTe.
[TopaxkeHne OpPOHXOJIETOYHOW CHCTEMBI HAOJIOJaeTcs Yy Bcex ManmueHToB ¢ MB.
PecnimpaTopusblii cuaapom npu MB nposiBisieTcst y TpeTH OONBHBIX YK€ B NEPBbIe MECSIIbI KU3HH.
Benymumu cuHapoMamMu TOpPaXEHHUS OPraHoB JAbIXaHHUSI Y OOJBHBIX MYKOBHUCIHI030M ObUIH
OpOHXOOOCTPYKTUBHBIM, CUHJIPOMBI AbIXaT€IbHOW HEJOCTAaTOUYHOCTH M JIOKAIHHOIO BOCIATICHHUS.
Cpennue mnokazareaun O®BL cocraBunu 57,%39,7 ot momxnoro, menuana 76,5(84,0),®XKEJI
56,8+39,1,menuana 74,5 (82,0).1M3 pecniuparoproro tpakta B 47 % natonoruyeckas ¢opa He
BBIsIBIICHA, B 36,1 %mpencraBiieHa B BUIe MOHOKYJIBTYPHl U B 16,7 %B Buae MUKCTKYIBTYpHI. B
MOHOKYJIbTYpe TpezactaBicH S. aureusy 7 (18,9 %)6onsHbix, P. aeruginosay 11 (29,7 %)
OonpHBIX (WK B acconmanued ¢ S. aureusy y oanoro ¢ Burkholderia cepatia (2,7 %Bsi3kuii
OpOHXHUATBHBIA CEKPET HapyIIaeT MYKOIMIUAPHBIN KIMPEHC, YTO BBI3BIBACT MOSBICHUE KA C
BSI3KOM, TPYOHO OTHAEISIEMON MOKPOTON CIM3UCTO-THOMHOIO WJIM THOWHOIO XapakTrepa u
(GhopMHUpPOBaHHS XPOHUUYECKOTO OOCTPYKTUBHOTO OpOHXHTA, OPOHXO03KTa30B, MHEBMOGHOpPO3a,
smbuszembl. PanHee pa3BuTHe MOPQHOIOTHUECKUX H3MEHEHUH JIETKUX AUKTYeT HE0OXOIUMOCTh
paHHUX TMPEBEHTUBHBIX JCUCOHBIX U MPOMUIAKTUICCKHX MEPOINPUSTHI, CTPATETUYSCKON IIENbIO
KOTOpBIX SIBJISIETCS YMEHBUICHHE CTEMEeHH BBIPAXKEHHOCTH HWH(EKIMOHHO-BOCHAIUTEIHHOIO
mporecca B OpoHXOJErouyHoM cucteme. Ha cerogHsmHuii JeHb OICHKAa IMOPaKEeHHs OpOHXO-
JIETOYHON CHUCTEMBI CKIIAIbIBACTCS U3 KIMHUYECKHX CHMIITOMOB, PEHTTEHOJIOTUYECKOW KapTHUHBI

JeTKUX M, TO JOCTHXKEHMH 5—6 jeTHero Bo3pacrta, cnupoMeTpuu. V3BeCTHO, YTO MPHU3HAKH



BOCHaJIeHUs1 M UH(PEKIMH B OPOHXO-JIETOYHON CHUCTeME, HapyllIeHnEe MPOXOIUMOCTH JIbIXaTeIbHbBIX
nyTeil y manmeHToB ¢ MB, uMeroTces y)ke B MIIaIeH4eCKOM BO3pacTe, Toraa Kak 00Je3Hb MOXKET He
NpOsIBISITECS B TedeHue psja set [10]. Takum oOpa3oM, OTCYTCTBHE CHMIITOMOB JAJICKO HE BCETAa
SBIIETCS OTpaKeHHEM OJIaronoiyyusi B OpOHXOJErOYHON CHUCTEME, U CBOEBPEMEHHOE BbISIBICHHE
W3MEHEHUN PECTTUPATOPHOTO TPAKTA SIBJISETCS KU3HEHHO HEOOXOIMMOM U CIIOKHOU 3a/1auei.
Pentrenorpacgusi opraHoB rpyiHOM KJIETKH OCTAeTCs BaXHBIM M HEOOXOIMMBIM 3TarioM B OLIEHKE
COCTOSIHUS JIETKUX Y 001bHBIX MB. O/1HaKo 3TOT METO/ Jy4eBOM IUAarHOCTUKH MaJIO YyBCTBUTEIIECH
K paHHUM wu3MeHeHusM. KommbploTepHas ToMorpamma OpraHoB TpYJHOM KIJIETKH I103BOJISIET
BBISIBIIATH OOJIBIIIE CTPYKTYPHBIX M3MEHEHHUH, HO ucrnonb3oBanue KT Ha paHHel ctaauu 0oyie3HU
OrpaHUYMBACTCS MIPOOJIEMaMU PaTUALIHH.

Ilo nmanueiM mpoBeaennoit KT y oOcnemoBannbix gereit B 100 % ciydae BbIsSBICH
XpOHHYECKHI OpOHXHT, a Takke sMmbpusema (18,9 %),muesmodudpo3 (43,2 %),arenexrassr (13,5
%), hopmupoBanme 6ponxoskrazoB (40,5 %),0ymr (9,1 %). 15aetam Bemonaeno Y3U rpyaHoi
KJIETKH, Y 9 U3 HUX €ro pe3yJIbTaThl CONocTaByeHbl ¢ naHHbIMU KT.

Heo6xomumo ormeruth, uro Toiapko y 31,6 % maumentoB UP mmenuch uM3MEHEHHS CO
croponsl nokasareneid ®BJI, B To Bpems kak KT-npusHaku nopaxxeHuss OpOHXO0JIETOYHOM CUCTEMBI
MMEJIM MECTO y BceX OoJbHBIX. DT0 neMoHcTpupyeT KT kak Oosee 4yBCTBHUTEIBHBIN WHIUKATOP
MopakeHUs1 OpPOHXMAJIBHOTO JEpeBa, YeM CHHUPOMETPUS U MOIATBEPXKIACT paHHEE pa3BUTHE
MOP(OJIOTHUECKUX N3MEHEHHH JIETKUX.

Jlis KoHTpoOIIs 3a cocTosiHuEM 060pHOr0 MB, B T. 4. 32 HOBOPOXKICHHBIMU 0€3 KIMHUYECKUX
MpOsIBJICHUN 3a00JieBaHUs, HEOOXOJMMO perylisipHOe HaOoaeHue crnenuanucramu lLleHTpa
MyKoBucIn03a. Jleuenue pebenka, OompHOro MB, HY)XHO HaYMHATH Cpa3y MoOCje MOCTAHOBKU
nuarHosa. O0beM Teparuy 3aBUCUT OT KIIMHUYECKUX MPOSBICHUN U PE3yabTaTOB Ja00paTOPHBIX U
MHCTPYMEHTAJIbHBIX METOJI0B 00CIIEIOBAHHUS.

[Touck HOBOro paguogoruyeckd O€30MacHOr0 MeTo/Aa JMArHOCTUKM W3MEHEHHH B
OpOHXOJIETOYHOH cHcTeMe y MalreHToB ¢ MB, mo3Bosiomnero B MMpoKoi KIMHUYECKON MPAKTUKE
BBISIBIIATH 3a00JieBaHME Ha pPAaHHUX OJTanax OOJIE3HM, 3aMHTEPECOBAJ CICIUATUCTOB HAIIETO
IlenTtpa. Takue BO3MOXHOCTU MPEAOCTABISIET YIbTPA3BYKOBas TUArHOCTUKA JIETKUX, C MOMOIIBIO
KOTOpOi HamMu ObuH 0OcnenoBanbl 15 nereit ¢ MB.

Oxorpadpuuecku mHeBMOPHOpo3  (0e3Bo3aymIHAs MapeHXMMa JIETKHX C  Y4ETOM
KJIMHUYECKOW KapTHHBI TPAKTyeTcsi Kak mHeBMOoprOpo3) BeisiieH y 10 (66 %)nereii, mHEBMOHHUS
(6e3Bo3mymiHAsS MApeHXUMa JIETKUX C  YY4€TOM KIMHUYECKOW KApTHHBI TPAKTYeTCs Kak
BocnaiuTenabHas uHuiIbTpanus) —y 5 (33 %), mogo3peHre Ha OPOHXO03KTa3bl (pacIIUpEeHHBIC
OpOHXH C TUIIEPIXOTCHHBIM COJCP)KUMBIM Ha (poHE OE3BO3AYIIHON MapeHXUMbI Jierkux) —y 5 (33

%), JIoKaJIbHbIC MHTEPCTUIIHANIbHBIC U3MeHEeHUsI —y 4 (26 %),mipu 3TOM y 0JIHOTO peO&HKA MOTIIO



OTIPENIENATHCS HECKOIbKO BUAOB martonoruu. ¥ 6 (40 %)y aereii ¢ obocTpeHreM 3a0ojIeBaHUs
HaOII0AaJICs MIIeBPANIbHBIN BRINOT. Hibke mpuBeeHbI pe3yIbTaThl HAIIETO UCCIIeI0OBAHNUS.

Hetsm ¢ mykoBuciuao3oM Y3W rpyaHoil KIETKH BBINOJHSJIOCH B INEPUOA OOOCTPEHUS
3abonesanus (5 nereit) u pemuccuu (10 gereit). Ilpwu obocTpeHuH, COITPOBOKIABIIEMCS
YCWJIEHUEM OJBIIIKM M CYXOro Kauuld C 3aTPyAHEHHBIM OTXOKIEHHUEM MOKDOTBI, B JIETKUX
BBISBISUIUCH YYaCTKH 0€3BO3IYIITHON JIETOYHOMN MMAPEHXUMBI, axorpadudecKu
KJIacCH(HUIMPOBAaHHBIE HAMH KaK pacrlpocTpaHéHHas (opma HapylieHus Bo3xymHoctd [4]. OHu
MMEIIU TUIIO9XOT€HHYI0 HEOJHOPOAHYIO CTPYKTYPY € 3JIE€MEHTAaMH BO3IYLIHON 3XO0pOHXOrpaMMbl
B BH/JIE PAJHAIIbHO PacXOoJAIIUXcs K nepueprun TMHEHHBIX THIIEPIXOT€HHBIX CUTHAJIOB pa3IMuHON
NpOTSHKEHHOCTH (BO3IYIIHBIC OPOHXH).

Kpome Toro, y 5 gereii B 0€3BO3AYIIHOW 30HE JIOIHMPOBAIUCH TPyOUaThle CTPYKTYpPHI
HEPABHOMEPHOI'O AMAMETpa C JOKAJIBHBIMHM PACIIMPEHUSAMHU U HEOJNHOPOAHBIM, IPEUMYLICCTBEHHO
TUIIEPIXOT€HHBIM COJIEPKUMBIM, KOTOPOE HE3HAUUTENIBHO TOJYKOOOPa3HO CMEIAIOCh MU Kallule
— HEpPaBHOMEpPHO pACHIMpPEHHbIE OPOHXM C MOKpPOTOH, BO3MOXKHO, OpoHXO3KTa3bl. IlomoOHbIe
JIBYCTOPOHHHE M3MEHEHHs OTMEUEeHBl y 3 JeTeil, ogHocTopoHHHEe — y 2 aeredl. Ha rpanune c
BO3YIIHOM JErOYHON TKaHbIO PETUCTPUPOBAINCH MHOXKECTBEHHBIE aPTE(DAKTHI «XBOCTA KOMETHI».

B cocrosHumn pemuccun y 7 gereil ObLIM BBISABICHBI OYaroBble HAPYIIEHUS BO3TYLUIHOCTH
NEroyHOW TKaHW B BHUJE OYaroB OKPYIJIOH, OBAJIbHOW WJIM YIUIOIIEHHOW (OpPMBI HAaUOOIBLINM
pazmepoMm 10 20 MM C OIHOPOJHOW THIIO3XOTCHHOH CTPYKTYpoil M 0€3 3JIEMEHTOB BO3AYIIHOM
9X00poHXOorpaMmsl (pucyHOK). [1o Jokamu3anuu OHW COBHAAIH C AUArHOCTUpOBaHHBIMU mpu KT

odaramu cyOrieBpajibHOTO THeBMO(HOpo3a.

Ineemopubpos y pebenka ¢ mykosucyudozom. msaekue mxanu epyorou kiemxu (1), niespa (2),
be36030yunas cunosxozennas napenxuma aeekux (3), pesepoepayuu (4)
WuTtepcTrinabHbIC M3MEHECHHUS B JIETKUX, COOTBETCTBOBABIIME HA TOMOTPaMMax CUMIITOMY

«MaToBOro crtekna», npu Y3UW peructpupoBainuch B BUJE HEPOBHOIO M HECKOJBKO YTOJIIEHHOIO



TUIEPIXOreHHOI0 CUTHajla OT TOBEPXHOCTH BO3AYUIHOIO JIETKOTO C MHOKECTBEHHBIMU
apre(akTaMH «XBOCTa KOMETHI».

CpaBHUTENBHBIN aHAU3 YABTPA3BYKOBOTO M PEHTTEHOJIOTMYECKOTO METOAOB 00CIIeI0BAHUS
OpOHXOJIETOYHON cHUcTeMbl y TanueHToB ¢ MB cBuumerenscTtByeT 00 mH(popmatuBHOCcTH Y3U
JIETKUX, pa3pabOTaHHOTO HAIIMMHU CHelualucTamMu. Mcrnonb3oBaHue anropuTrMa yibTpa3ByKOBOM
JIMAarHOCTUKH MOKET OBITh PEKOMEHIOBAaHO KakK B CTalMOHape, Tak U IpH amMOylIaTOpHOM
HaOJIOICHNH MTALMEHTOB, HE3aBUCUMO OT PE3YJIbTaTOB PEHTIeHOrpaduu.

3akJ/iroueHue:
1. OcobenHocteio reHeTHyeckoro mpodwrst geredr  Yysamickodr PecryOnuku, O0nMbHBIX
MYKOBHUCIIH/I030M, SIBJISIETCS HAJTMYME MAJIOT0 YHCIIa MyTaluil cO 3HAUUTEIbHBIM IPeo0IaJaHuEM T.
H. MsTKoU MyTtanuu E92K
2. Knunnyeckas u KT-kapTuHa nopakeHHsI OPraHoOB JIbIXaHUSI UMEIOT MECTO y BCEX MAIMEHTOB C
MYKOBHUCIHI030M. [Ipu 5TOM [daHHBIE CIMPOMETPUU HAXOSATCS HIKE IMpeaesaa HOpPMalbHbBIX
BO3PACTHBIX 3HAYCHUN TOIBbKO y 31,6 Y000bHBIX.
3. Ilopaxxenne OpOHXOJETOYHON cHCTeMBbl y aeredl ¢ MB mporekaeT mperMMyIlecTBEHHO B BHJE
XPOHUYECKOTO THOWHOrO OOCTPYKTHMBHOTO OpoHXHMTa, MHEeBMOPHOpo3a, G(HOpMHUPOBAHHEM
OpOHXO09KTa30B.
4. VY3 rpyaHOHl KJIETKH sABIsSETCS HMH(OPMATHBHBIM  PAAHOJIOTHYECKH  Oe30MacHbIM
JOMOTHUTEIBHBIM METOJIOM JMarHoCTMKH MB, KoTopelli cienyeT wiMpe WCMIONb30BaTh B
KJIMHUYeckol mpakTuke. Hapsiay ¢ 6e30macHOCTbIO, OCHOBHBIM €r0 IPEUMYILECTBOM SIBISIETCS
BO3MOXXHOCTh paHHEW AMAarHOCTUKM W3MEHEHUH B OpOHXOJIETOYHOM CHUCTEME, YTO MO3BOJISET
MOHUTOPUPOBATh TeUeHHE 3a00JIeBaHHMS C MEPBBIX MECAIEB XHU3HU pPEOEHKA, CBOEBPEMEHHO
JIMAarHOCTHUPOBATh PA3BUTHE OCIOXKHEHUH M KOHTPONUPOBATH 3(P(PEKTUBHOCTH MPOBOIUMOIO

JICYCHMU.

Cnucox aurepatypsl

1. Awmenuna E.JI., MapuenkoB f1.B., Uepnsk A.B., Kpacosckuii C.A. KonuuecTBeHHas OlleHKa
pe3yabTaTOB KOMITBIOTEPHOH TOMOTrpauu BBICOKOTO Pa3peIICHUsT OPraHOB TPYAHOH KIETKH Yy
B3pOCJIBIX 00JBbHBIX MyKoBUCIHI030M // [Tynmemononorus. — 2009; 1: 59-66.

2. lonybuosa O.U1., Kpacosckuit C.A., KoxeBnukosa C.JI., Kanpanos H.WU. Knunnyeckue
OCOOEHHOCTH TIOPAKEHMUsI OpPraHOB [bIXaHHWS y JETed C MYKOBHCHHA030M B YyBamickoi
pecryosuke // Bonpocsk! coBpeMennoii neauatpun. — 2012; (11), 4: 54-59.

3. HuanoBa T.U., CadonoB J.B. VYibTpa3BykoBOHi MOHHUTOPHMHT U  BO3pacTHBIC

axorpapuuecKre 0COOCHHOCTH BHEOOIBHUYHON MTHEBMOHUY Y jeTeid // CoBpeMeHHbIE TEXHOIOTUH



B mMeaunune. — 2015, 1. 7. —Ne 2. —C. 113-119.

4. CagponoB /I.B., [Imanoa T.U., T'omybuoBa O.WU., NBanosa O.H. [lunamundeckoe
YIABTPa3BYKOBOE UCCJICOBAaHHE I'PYJHOM KIIETKH MPH MHEBMOHHSX Y aeTel // ®yHnaMeHTalbHbIe
nccinenosauua. — 2014. —Ne 10-9. —C.1799-1804.

5. Kpacosckuit C.A., Amenuna E.JI., Yepnsxk A.B., HukonoBa B.C., Boponkosa A.}1O.,
Kammpckas H.IO., Kanpanos H.UM., Yucrakxosa B.II., Camoitnenko B.A., Cemsikun C.I1O.,
CumonoBa O.M., ITlerposa H.B., I'opunosa O.B., Uyuanun A.I'. MykoBHCLIHI03 B3pOCIBIX:
YBEIIMYEHHUE BBDKUBAEMOCTH OOJBHBIX B MockBe W MockoBckoi obmactu // TepaneBTHUCCKHIA
apxuB. — 2012; 3: 54-58.

6. Kpacosckuit C.A., IlerpoBa H.B., CrenanoBa A.A., Ycauesa M.B., Camoiinenko B.A.,
Awmenuna E.JI., HuxonoBa B.C. Knmuuyeckoe TeueHue 3a00sieBaHUS y B3POCHBIX OOJIBHBIX
MYKOBHCIIHI030M — HOCHTEJIEH «MATKuX>» MyTtanuii // [lynemonomorus. — 2012; 6: 5-11.

7. Cadonos /[.B., [llaxoB Bb.E. YabpTpa3BykoBasi 1uarHoCTHKa BOCIATUTEIBHBIX 3a001eBaHUN

nérkux. —M.: M3parensckuit nom Bugap-M, 2011. — 12@.

8. CastellaniC., Cuppens H., Macek M. Jr et al. Consensus orusieeand interpretation of

cystic fibrosis mutation analysis in clinical priaet J. Cyst. Fibr. 2008; 7: 179-186.
9. Maffessanti M., Candusso M., Brizzi F., PiovesaneClystic fibrosis in children: HRCT
findings and distribution of disease. J Thorac Imgd996;11: 27-38.

10. Verhaeghe C., Delbecque K., de Leval L., et allyEmflammation in the airways of a

cystic fibrosis foetus. J Cyst Fibros 2007; 6(4)4-308.



