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KJIMHUYECKUI IIOPTPET ITAITMEHTA C MYKOBHUCIIJIO30M

IOmus Onerosna Bacenesa, Crenan Cepreesnu YepHoB, puna BennammuHoBHa
Baxnosa

Kadenpa rocniuransHoi neauatpun

OI'bOY BO «Ypanbckuii roCylapCTBEHHBI MEIUUMHCKUM  YHHBEPCUTET»
MunucrepcTBa 3apaBooxpanenus PO

I'AY3 CO «Oo0mnacTHas geTckast KIMHUYecKast OOJILHULA)

ExarepunOypr, Poccus

AHHOTAIIUSA

BBenenne. Y OOJIBIIMHCTBA MAIMEHTOB C JIMArHO30M MYKOBHCIIHMI03 CHUMITTOMBI
MOSIBJIAIOTCS TIPU POXKJICHUM WM BCKOpPE TOCJIE POXKICHUs, U HamboJiee 4acThIMU
MPOSIBJICHUSIMU SIBJISIIOTCSL PECIIUpATOpHbIe MH(EKIMU W TUIoXash npubOaBKa B Bece.
JIpyruM# KJIaCCHYECKUMU TPOSIBICHUSIMU OOJIE3HU SIBIISIFOTCS Ype3MEpHasi MmoTeps
coiiel ¢ motroM. PecnuparopHoe 3a0oieBaHMe SBJISIETCS HaubOoJee TIKEIbIM
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nposiBIeHUEM U HauOosiee 4dacTtoll mnpuumHoM cmeptu. Lleab padorel — nath
XapaKTePUCTHKY COIMAIbHBIX, KIMHHUKO-aHAMHECTHYECKHUX, JIa0OpAaTOPHBIX H
MHCTPYMEHTAJIBHBIX JITaHHBIX, OMNPEIEIUTh YACTOTYy BCTPEYAEMOCTH CHHJIPOMOB
IOpaXeHus1 y Jered ¢ MykoBHcuuao3omM. Marepuaa u Mmeroabl. [Iposeneno
PETPOCIEKTUBHOE MCCiIeA0BaHue uctopuil 6onezneit 20 naruenTos ot 0 1o 18 ser ¢
MOATBEPKAECHHBIM JHArHO30M «MYKOBUCIUA03», HAXOAUBIIMXCS HA CTALIMOHAPHOM
neuenun B OJIKB r. EkarepunOypra B mnepuon ¢ 2020 mo 2022 r. ¢ wLebIO
KOHTPOJIBHOTO 00ciefioBaHusd U JedeHus. Pesyabrarbl. Jlana omnucarenbHas
XapaKTepUCTHKa OCOOCHHOCTEW aHaMHe3a, aHaJIU3 CPOKOB IOCTAHOBKH JMarHo3a Ha
COBPEMEHHOM JTale MPaKkTUKH 3paBOOXPAHEHMs, OOBEKTUBHOIO COCTOSHUS,
JaHHBIX JJAOOPATOPHOI'O U MHCTPYMEHTAILHOTO METOJIOB MCCIIEI0BAHUS MTALUEHTOB C
mykoBucuu03oM (MB). IlpuBeneHbl 4acTOTBHI BCTPEYAEMOCTH KaK OTJEIbHBIX
CUMIITOMOB, TaK M BBIJICJIEHHBIX CHHIPOMOB IIOPAaKEHUSI OPTaHOB U cucTeM npu MB.
BeiBoabl. IlpeoOmanaromuMu CHHAPOMAaMU y TAIMEHTOB OKA3aJIUCh: CHHIPOM
IBIXaTEIbHOM HEIOCTAaTOYHOCTH, OpPOHXOOOCTPYKTHBHBIN cuHapoMm, bOH. Brices
Pseudomonas aeruginosa umencst y 80% mnanuentoB, Burkholderia cepacia — 5%.
Cpennuidi  BO3pacT IIOCTAaHOBKM  JuarHo3a cocrtaBun  2,1+0,46  mecsues.
KoppensaunoHHbIi aHanu3 BRISIBAI NPAMYIO CBSI3b MEXKy 4acTOTOM cHrKeHus JKEJ],
O®BI 1 HaNMMYKMEM CUMIITOMA «4aCOBBIX CTEKO» U «OapabaHHBIX MATIOUYECK.
KiroueBble ci10Ba: MyKOBUCIINI03, KUCTO3HBIA (PUOPO3, KITMHUYECKUI TOPTPET.

CLINICALPORTRAITOFAPATIENTWITH CYSTIC FIBROSIS

Julia O. Vaseneva, Stepan S. Chernov, Irina V. Vakhlova

Department of Hospital Pediatrics

Ural state medical university

Regional Children’s Clinical Hospital

Yekaterinburg, Russia

Abstract

Introduction. Most patients diagnosed with cystic fibrosis have symptoms at birth or
shortly after birth, with respiratory infections and poor weight gain being the most
common manifestations. Other classic manifestations of the disease are excessive loss
of salts through sweat. Respiratory disease is the most severe manifestation and the
most common cause of death. The purpose of the study is to characterize social,
clinical and anamnestic, laboratory and instrumental data, to determine the frequency
of occurrence of syndromes. Material and methods. A retrospective study of the
case histories of 20 patients from 0 to 18 years old with a confirmed diagnosis of
cystic fibrosis, who were hospitalized in the Children's Clinical Hospital of
Yekaterinburg in the period from 2020 to 2022, was carried out for the purpose of
follow-up examination and treatment. Results. A descriptive description of the
features of the anamnesis, an analysis of the timing of the diagnosis at the present
stage of healthcare practice, an objective state, data from laboratory and instrumental
methods of studying patients with cystic fibrosis (CF) are given. The frequencies of
occurrence of both individual symptoms and isolated syndromes of damage to organs
and systems in CF are given. Conclusions. The predominant syndromes in patients
were: respiratory failure syndrome, broncho-obstructive syndrome, PEI. Seeding
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Pseudomonas aeruginosa was present in 80% of patients, Burkholderia cepacia — 5%.
The mean age at diagnosis was 2.1+0.46 months. Correlation analysis revealed a
direct relationship between the frequency of a decrease in VC, FEV1 and the
presence of the "watch glasses™ and "drum sticks" symptoms.

Keywords: cystic fibrosis, clinical portrait.

BBEJIEHUE

Kucro3ueiii  ¢ubpo3  (MyKOBHUCLIHJI03) —  ayTOCOMHO-PEIECCHBHOE
MOHOTEHHOE HACIIEJCTBEHHOE 3a00JIeBaHNe, XapaKTepU3yolleecs MopakKeHUEM BCeX
AK30KPUHHBIX KENE3, a TAKXKE )KU3HEHHO BaXKHBIX OPraHOB M CUCTEM. MYKOBHUCIUI03
BXOJUT B  YHUCJIO  PACHPOCTPAHEHHBIX TIEHETUYECKH JAETCPMHUHUPOBAHHBIX
3a0oneBanmii [1].

['en MykoBHCLHI03a JIOKaTU3yeTcs Ha (7 W KOJIUPYET TpaHCMEMOpaHHBIN
peryisarop npoBoauMocTH Tpu kKuctosHoM (uopoze (CFTR). CFTR Baxken s
MIPaBUJILHOTO JIBFDKCHHSI COJTM M BOJBI Yepe3 KICTOUHYI0 MeMOpaHy W TOICPKaHUS
aJICKBaTHOTO COCTaBa PAa3IMYHBIX CEKPETOB, OCOOEHHO BO3MYXOHOCHBIX ITyTEH,
MEUYCHU M TOJKETyJouYHOM >kene3bl. Haumbosiee pacnpocTpaHeHHOM MyTaluen
SBISICTCS  JCNICUS TPeX Tlap OCHOBAaHWM, KOTOpas NPHBOAUT K OTCYTCTBHIO
¢denmranannaa Ha no3ummu 508 (Phe508del, F508del). Ha ceromusmmuii aeHb
uaeatuuuuposano noutu 2000 myrammii rena CFTR [3]. Ilatorene3 oOycrnoBieH
TE€M, YTO MPU OTCYTCTBUU CHHTE3a TMEPBUYHOIO NPOJYKTAa TE€HAa HapyIIaeTCs
TPAHCHIOPT BOJIbI U MOHOB, OMKAPOOHATOB, B AMUTEIUATBHBIX KIETKAX JbIXaTeIbHbBIX
NyTeH, KHUIICUYHUKE, MOJKEITYJOUHON Keye3e. DTO MPUBOAUT K U3OBITOUHOMY
BBIBEJICHUIO XJIOpUAOB. CleICTBUEM CTAHOBUTCSA THIEPCEKPEIHs T'yCTOW CIU3U B
KJIETKaX OSK30KPUHHON YacTH TMO/KENYJIOYHOM JKeNe3bl, JIUTEIUH OpOHXOB,
CIIM3UCTOM 000I0uKe xenyaouHo-kuiednoro tpakra (OKKT) [2].

Y OOJBIIMHCTBA TAIMEHTOB CHUMIITOMBI TIOSIBJSIOTCS TIPU POXKICHUU WITH
BCKOpE TMOCT€ PpOXKICHUS, W HambOoyiee YaCThIMH TPOSBICHHUSIMHU  SIBISIIOTCS
pecnupaTopHbie HHPEKIMKM W TUToXas mpubaBka B Bece. J[pyruMm KiacCHYeCKUMU
MPOSIBJICHUSIMU ~ OOJIE3HH  SIBJSIIOTCSL  Ype3MepHas TMOoTeps CoJied ¢ IOTOM.
PecrimpaTopHasi maTtonorus sBiIseTCs HanuOoJee TsHKEIbIM MPOSIBJICHUEM U HanboJee
JacTOW MPUIMHON cMepTH. K HUM Takke OTHOCSTCS XpPOHHUECKHE MHPEKITNH JICTKHX,
BBI3BaHHBIC CHEIU(UUSCKUMH TAaTOTCHAMH, W YPE3MEpPHOE BOCIAJICHHUE, KOTOPOE
PUBOJIUT K OPOHXO0ZKTa3aM, CHIDKCHHIO (DYHKITMHM JIETKUX W, B KOHEYHOM HTOTe, K
JBIXaTeIbHOM HemocTaTouyHOCTH. K pacmpocTpaHeHHBIM BO30YIUTEISIM CUMIITOMOB
MYKOBHCIIHI03a OTHOcATCS Staphylococcus aureus u Pseudomonas aeruginosa;
Mo3Ke B TeueHHWe OOJE3HW HEKOTOphIE TMAIMEeHTHl HWHPUIUPYIOTCS Oosee
HEOOBIUHBIMH W TPYIHOM3JICUYMMBIMH BO30OynutTensmu, Takumu kak Burkholderia
cepacia, Achromobacter xylosoxidans, Stenotrophomonas maltophilia wu
MukoOakTepur. OQHAKO OCIIOKHEHHsSI MOTYT BO3HUKATh IOYTH BO BCEX OpraHax U
YBEJIMYHMBATHLCS C BO3PACTOM, B TOM YHCJIE: 3a00JICBaHUS TICUCHH, Ta0eT, CBSI3aHHBIN
C MyKOBHUCIMI030M, IIOJIUIBI B HOCY, U Apyrue [2].

[To maHHBIM CKpUHMHTA, TPOBeAeHHOTO B CeBepo-3anagHoM pernone Poccun,
KOKIbIA 62-U KUTENb SIBISETCS HOCHUTEJIEM Ma)XOpHOM MmyTanuu aenbTa-F508.
YacToTa reTepo3uroT B pOCCUMCKON MOMYJSIUUA B HEJIOM cocTaBisieT 5% (Kaablid
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20-i1 denmoBek B momyJssinuM), T.. B Poccun HacuuthiBaeTcsi Oojiee 8 MUJUIMOHOB
HOCHUTEJICH 3TOI MyTalluu, U BEPOSTHOCTh OPaKOB MEKIY HUMH OYeHb Belnka [4].

Henb wucciaeqoBaHusi — JaTh XapaKTEPUCTUKY COLMAIBHBIX, KIMHUKO-
AHAMHECTUYECKUX, JITA0OPAaTOPHBIX M HWHCTPYMEHTAJIBHBIX JIAHHBIX, ONPEIECIUTH
4acTOTY BCTPEYAEMOCTH KIIMHUYECKUX CUHAPOMOB y JIETEN C MYKOBUCIUIO30M.

MATEPHUAJI U METOJbI

[IpoBeneHO pETPOCIEKTUBHOE HCCIEAOBaHUE HUCTOpuil  Ooneznei 20

nanueHToB or 0 g0 18 7JeT ¢ moATBEpKIAEHHBIM JTUArHo3oM «MyKOBUCIUIO03,
NPOXOJIMBIIUX JICYEHHUE U KOHTPOJIbHOE O0O0CIEe0OBaHHE B TMEIUATPUUECKOM
otaeneanu 'AY3 CO «O06nacTHON JAETCKON KIMHUYECKOW OOJILHUIIBD B MEPUO/ C
2020 mo 2022 r.r. AHaau3UpOBAINCH JaHHbIE aHaMHE3a >KU3HM U 3a00JieBaHUS,
OOBEKTHUBHOTO HCCIEAOBAaHUS M TIOKaszaresned (U3MUECKOro pa3BUTHS, JdaHHBIC
TEeHETUYECKOr0, OMOXUMUYECKOT0, MUKPOOHOIOIMUECKOIO0 METOJI0B HCCIIEIOBAHNUS;
MHCTPYMEHTAJIbHBIX ~ METOJOB: 3XoKapauorpadus, crnuporpadus (KU3HEHHas
emkoctb Jerkux — JKEJI, popcupoannas KEJI — OKEJI, o6veM popcupoBaHHOrO
BBIJIOXA 3a MepBYI0 ceKyHay — ODBI1, cHMkeHNE MPOXOAUMOCTH Ha YPOBHE MEIKHUX
oponxoB - MOC 75); komnerorepHas tomorpagus Beicokoro paspeuienus (KTBP
JIETKHUX ), YIBTPA3BYKOBOE HCCIIEJOBaHNE OpraHoB OpromHoi nosocty (Y3N).
JUIsi KOJIMYECTBEHHBIX IMAapaMETPUYECKUX IEPEMEHHBIX PACCUUTHIBAINCH CpEIHEE
sHadyeHne (M), moma (Mo), cranmaptHoe oTkiaoHeHune (SD), crammapTHas ommOKa
cpearero (M), MakcuMmaibHble (Max) W MuUHUMaIbHBIC (MIN) 3HaueHus. Jns
KaueCTBEHHbBIX HOMUHAJIBHBIX EePEMEHHBIX paccuYuThHIBANIaCh 4acToTa
BcTpeuaemoctu  npuszHaka  (%). CpaBHUTENBHBIM  aHAW3  KayeCTBEHHBIX
HOMHUHAQJIBHBIX TEPEMEHHBIX TMPOBOJWIICA TPH TMOMOIIM TaOIUI[ COMPSIKEHHOCTH,
IBYCTOpOHHETO TouHOro Kputepus Dumepa (F), 3a KpuTepuil CTATUCTUYECKOM
3HAUUMOCTH paznuuuid npuHumancs p <0,05. s OUEeHKH CBSI3U B Clyyae
Ka4€CTBEHHBIX MOPSIKOBBIX MEPEMEHHBIX MPOBOAWICS KOPPEISIMOHHBIA PAHTOBBIN
ananu3 CHnupMeHa; HMCIOJB30BAJICS TOKaszaTelnb aTpuOyTuBHOoro pucka (AP, %),
paccuMTbhIBAEMOro Kak paszHuna vactoT coObitust (BOH) B rpynme, wumeBen
MaTOreHHOE BO3JeHCTBUE (pakTOpa pHCKa (CHIKEHHE TOKaszaTeled (yHKIHUH
BHEIIHEI0 JbIXaHMs), U B Tpynne 0e3 MaTOreHHOTo BO3JAECUCTBUS (pakTopa pucKa.
Pacuetsl npoBoauirchk B mporpamme MicrosoftExcel 2021.

PE3YJIBTATHBI

N3 20 npoananu3upoBaHHBIX CITydyaeB HAOIIOACHUS JIeTel B Bo3pacTe 1 mecsir
— 3 roga Ob0 3 uenoBeka, 4-12 ner — 9, 13-17 net — 8 uvenoek; 55% (11) nereit
COCTaBWJIU JIUIIA MY>KCKOro mnoia, 45% (9) — nuua xxeHckoro nosa. CpegHuid Bo3pact
nere cocrasun 9,97+1,18 ner, min — 4 mec.,, max — 17 ner, Mo — 14 ner. B r.
ExatepunOypre npokuBanu 5 gereit (25%), B CBepamoBckoii obmactu - 15 (75%)
nereil. Craryc «pebeHok-uHBamum»y wumenn 19 nmereir (95%); 60% (12) nmereit
BOCIIUTHIBAJINCH B HETIOJTHOM CEMBE.

AHanu3 aHaMmHe3a JKM3HU YycTtaHoBui, uto 80% (16) nmereit poaunuch OT
noBTopHOil OepemenHoctd, 20% (4) — OT mepBOW; cpeaHee KOJIUYECTBO
O0epemeHHOCTel y Matepeil coctaBuio 3,25+0,45. ¥V 1 manuenta (5%) B anHamHe3e
ObUT HHOpUAUHT poauTenel. OTsaromeHHas HaclaeACTBEeHHOCTh o MB Habmonanack
y 2 nereit (10%). Undekuronnbiil pakTop y MaTepu npu 0€peMeHHOCTH OTMEeYaics B
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8 cmyuasax (40%), yrpo3a mpepbiBanus — B 5 (25%), recto3 — B 10 (50%). 19
uccaenyeMbix (95%) poaunuce B cpok, 1 (5%) peOeHOK poauics NpexIeBPEMEHHO.
VY 25% (5) nereit Obula IMArHOCTUPOBAHA THUIMOKCHS Iona. CpenHsss mMacca IpH
poxaeHnn coctaBmwia 3183,4+149,9 rp., min — 1100 rp., max — 4000 rp. V 2 nereit
(10%) npu poxknenun Oblna HegocTaTouHas macca Tena (meHee 2800 r). Cpenssis
nauHa Tena cocraBmiaa 50+£0,98 cm, min — 35 cm, max — 54 cM. MeKOHUAIBHBIN WIeyC
Obl1 muarHoctupoBaH y 4 mamumeHToB (20%), v 1 pebenka (5%) Obuia BBISBICHA
oone3np [mpmmpynra. Y oxpHoro mnamuenta (5%) B Bo3pacte 6 jer Obuia
yCTaHOBJIEHA FaCTPOCTOMA.

N3 anamne3a 3a0osieBaHUSI BBISIBIEHO, 4TO auarHo3 MB 1o pesynbTaTtam
HEOHATAJILHOTO CKpUHUHTAa ObUT ycTraHoBieH y 15 (75%) mereil; Takum oOpaszom,
CpPEIHUI BO3pACT MOCTAaHOBKM JWArHosa y 3TuX jaeTed coctaBuia 2,1+0,46 mecsien
(n=15), min — 1, max — 7 mecsueB. KomuyecTBo mereii, KOTOPHIM AHArHO3 OBLI
MTOCTaBJICH TO3XKE, HE TI0 pe3yJIbTaTaM CKpUHHUHTA, ObIT0 5 (25%): 2 (10%) poaunuch
B MEPUOJ 10 HeoHaTalbHOro cKkpuHuHra Ha MB (mo 2006 roma), 1 (5%) pebenok
UMeJT JIOKHOOTPHUIATEIBbHBIA PE3yIbTaT MO CKPUHHUHTY, M JTHarHO3 OBbLIT yCTaHOBIICH
Ha OCHOBAaHUM KJIIMHUYECKUX MPOSIBICHUM, MOoTOBOM npoOsl u JJHK-auarnoctuku; y 2
(10%) nereit B cBsSI3U ¢ MPUYMHAMU JPYTOro XapakTepa, BKII0Yasi OpraHu3aluOHHBIE.
VY kaxpaoro pedeHka 3-X-KpaTHO MPOBOJWIIACH MOTOBasi npoba. CpenHee 3HAUEHUE
pe3yJbTaToB MOTOBOM MpoOkl coctaBisuiol 11,59+6,88 mmons/n. [IHK-auarnoctuka
BesiBuIa y 70% (14) nereit myranuu rena CFTR, mpexacrasnennsie Del F-508: B
TOMO3UTOTHOM cocTosiHuu y 8 uenoBek (40%), B rereposurotHom — y 6 (30%); a
TaKXe IPYTUMH MYyTalHSIMU: rOMO3UTOTa NM_000492.3(CFTR):
621+3A>G;4332delTG, R 334 W, 2184 insA, 2184insA,R352P/R352P, ¢1526G>T,
Del 21-kb, K857Rfs*3.

Cpennsiss Macca Tela MalMEHTOB CPEIU JETel paHHEro BO3pacTa COCTaBUJIa
5,62+0,79 xr, y neren 4-12 ner — 27,32+2,62 kr, neren 13-17 ner — 40,88+3,48 Kr.
IIpu stom y 11 pereir (55%) oTmeueH CcUHAPOM OEITKOBO-PHEPTrEeTUUYECKOMN
HeZ0CTaTOYHOCTH: B rpymme ¢ 4 1o 12 jger — 5 (56%), ¢ 13 no 17 ner — 6 (75%).

bonee ueM y mMOJOBHHBI TAIMEHTOB HAOIONAJCS CHUHAPOM XPOHUYECKOM
TUTIOKCUU, O KOTOPOM CBHJICTEIHLCTBOBA CHUMIITOM «IaJiblleB [ WUIIOKpaTay:
«bapabanubie nmagoukum» — 11 (55%) u «gacosie cTekina» — 10 (50%).

VY Bcex gereit (100%) mpuCYTCTBOBaJl CHHAPOM MOPAXKEHUS JbIXATECIbHBIX
yTei: BEpXHUX — pUHOCUHYCUT Yy 75% (15) nereit, monumno3uelii raitmoput — 15%
(3); cpemHUX W HWKHUX — CHUHAPOM XPOHUYECKOW OPOHXUATBHOU OOCTPYKIIHH:
NPUCTYITO00pasHbIi Karens — 45% (9), kopoOouHbIi epkyTopHbIi 3ByK — 90% (18),
Cyxue W cpenHekanubOepHbie BiaxHbie Xpurbl — 30% (6), smduzema 1Mo JaHHBIM
KTBP — 30% (6); cuHapoM XpOHHYECKOTO OAKTEPHAIBHOTO BOCIAJIICHUS - MOKpPOTa
rHoitHoro xapakrtepa — 30% (6), mo manasiM KTBP: Oponxoskrazer — 70% (14),
atenektazbl — 15% (3), numdbanenonatus kopuen aerkux — 10% (2).Cunapom
JILIXaTeJIbHOM HEIOCTAaTOYHOCTH OTMeueH y 12 nmereit (60%). Ilpu uccnenoBanuu
(GyHKUMM BHEIIHEro JAbixaHusi (cnuporpadusi) OBUTM BBISBICHBI CMENIaHHBIC
PECTPUKTUBHO-00CTpYKTUBHBIE HapyeHus: cHkenue KEJI — 45% (9), camxenue
OXEJI — 45% (9), camkenue ODPB1 — 55% (11), cHukeHUe TPOXOAUMOCTH Ha
ypoBHE MelKux OponxoB — 60% (12).
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Hanuune Pseudomonas aeruginosa B MOkpoTe ObUIO 3aperucTpupoBaHo y 16
nanueHToB (80%), cpeaHuWil Bo3pacT Hayaia MOsSBIEHUs PS. aeruginosa cocTaBui
29,39+7,77 mec., unmu 2,44 roga. Staphylococcus aureus umencsa y 11 (55%) nereit,
Burkholderia cepacia — Tonpko y 1 mamuenTa (5%) B Bo3pacte 69 mec (5 et 9 mec).
Criextp npyrux Bo30yauTeseH, OOHAPYKUBITUX POCT B MOKPOTE, OBUT CIETYIOIINM:
Staphylococcus haemolyticus — 1 (5%), Streptococcus viridans — 2 (10%),
Alcaligenes xylosoxidans — 1 (5%), Acinetobacter baumanii — 4 (20%),
Stenotrophomonas maltophilia — 2 (10%), Candida albicans — 2 (10%), Neisseria sp.
— 2 (10%), Aspergillus fumigatus — 1 (5%), Corynebacterium sp. — 1 (5%).

Y 2 gpere#t (10%) wumenuch TOpU3HAKK JIETOYHOM  TUINEPTEH3UH,
3aperucTpupoBaHHbIe pu mposeaeHun IXoKI .

[Topaxxenue XKXKT xapakTepuzoBaioch HaauuueMm renatomeranuu y 60% (12),
cruieHomeranun 'y 35% (7). Y 1 pebenka (5%) OblT qUAarHOCTUPOBAH OMIIMAPHBIN
nuppo3. BoBieueHne nomKemyJ09HOM Kee3bl 10 AaHHBIM Y 31 KOHCTaTUpOBaHO y
60% (12) nereit. Ilpu stom y 1 (5%) pebOenka ObUT MOATBEPXKAECH AMArHO3
MYKOBUCIIH/I03-aCCOLIMMPOBAHHOTO  caxapHoro auabera. CpenHee 3HAauYCHHE
TJIMKUPOBAHHOTO reMorIo0nHa COCTaBUIIO 6,11+0,46%. [ToBbIIcHUE
[JIMKUPOBAHHOTO TEMOTJIOOMHA OoTMe4YeHO Yy 5 uyenoBek (25%). Cpennuii Bo3pact
JieTel ¢ MOBBIIIEHHBIM MIMKUPOBAHHBIM reMorio0uHom coctaBui 11,6+1,4 ner.

OBCYXJIEHUE

KoppenaunoHHblii aHaau3 BBISIBUI NMPSMYIO CBS3b MEX]y YaCTOTOW CHUKCHUS
KEJI, O®B1 u HaguyueM cuMnToMa «4acoBbIX ctekom» — r°= 0,48, p <0,05,
O3HAYAIONIYI0, YTO YE€M Yallle BCTPEUYACTCS CHIKCHUE TMOKa3aTesleil CIUPOMETPUU
(CKEJI, O®B1), Tem yalie BCTPEUarOTCs «4aCOBBIE CTEKIIay.

VYcraHoBineHa TecHas acCOIMATHUBHAA CBSI3b  MEXAYy (DYHKIIMOHAIBLHBIM
COCTOSIHUEM OpraHoB AbixaHus U paszsutreM bBOH y aereit ¢ MB: BbisiBIEHO, 4TO
aTpuOyTuBHBIN puck pa3Butus bOH ysemnuuBaercs Ha 78,6% (p<0,002), ecnu y
pebenka copmupoBanbl OpoHXxodkTa3bl; HA 61,7% (p<0,010) - B ciiyyae CHUXKEHUS
XEJI; na 79,8% (p<0,001) u 70,8% (p<0,005) cCOOTBETCTBEHHO NpPH CHHKEHHUH
nokazaresieit OPB1 u MOC 75 (Tabmmuna 1).

Tabnuna 1
CBs13b MKy (PYHKIMOHAIBHBIM COCTOSIHUEM OPIaHOB JbIXaHus U pa3sutremM bOH y
nereii ¢ MB
[TokazaTenu BBH, n=11 AP, % p (F)
n/% (95% AN)
Bbponxoskrassr: ecth, N=14 11/78,6 78,6 (71,0; 86,2) | p<0,002;
HeT, N=6 0/0 p<0,05
Cumxenne XXEJI: ects, N=9 8/89 61,7 (51,5;71,9) | p<0,010;
HeT, N=11 3/27,3 p<0,05
Cumxenne ODB1: ectp, N=11 10/90,9 79,8 (72,35; 87,25) | p<0,001;
HeT, N=9 1/11,1 p<0,05
Cumxenne MOC 75: ectb, N=12 10/83,3 70,8 (61,9; 79,7) | p<0,005;
HeT, N=8 1/125 p<0,05
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1. V nomapnstomero 6oybmmHCTBA eTen (75%) nuarno3 MB ycranaBiauBacs
Ha OCHOBAaHHHM PE3yJIbTATOB HEOHATAIBLHOTO CKPUHUHTA.

2. Benymmmu cuHIpOMaMu IOpaXxeHus y nauueHTos ¢ MB sBastoTces:

- CHHIPOMBI TIOPAKEHHUS BEPXHUX M HUKHUX JbIXaTEIIbHBIX MYTEil:
JIIXaTeIbHOM HENOCTaTOYHOCTH, CHUHYCHUTHI, KIMHUYECKH CHUHAPOM XPOHUYECKOU
OpOHXHATBHON 0o0CTpyKIIHH, CMEIIaHHbIC PECTPUKTUBHO-00CTPYKTHBHBIE
Hapymenus (®BJI), cuHApOM XpOHWYECKOTO OaKTepUaIbHOTO BOCHAJICHWS,
acconuupoBanHbii 'y 80% mamueHTOB ¢ HaiuuueM B Mokpore Pseudomonas
aeruginosa;

- cungpom BOH Oonee uwem y monoBuHbl neredt (55%), HapacTaromui c
BO3pacToM: ¢ 56% y neTeit JOIKOJIBHOTO U IMIKOJBHOTO Bo3pacta (4-12 net) no 75%
y AE€TE€N — MOJIPOCTKOB;

- CHHJIPOM XpOHHYECKOU runokcuu (55%).

3. YcraHOBIEHO, 4TO aTpuOyTHBHBIM pUcK pa3Butus BOH noBeimaerca Ha
78,6% (71,0; 86,2), ecnmu pedbenok ¢ MB umeer Oponxosktasel; Ha 61,7 — 70,8%,
eciau y pebeHka mMmerorcsa npusHaku [IH B Bujae cHkeHust mokaszatesied (yHKIUU
BHEIIIHETO JIbIXaHUSI.

4. YcraHoBiieHa mpsiMas CBA3b Mexay yactoToul cHwkeHus JKEJL, OBl u
HaJUYMEM CHMIITOMA «9acOBBIX cTekom» — I°= 0,48, p <0,05, o3Havaromas, 910 4eM
yamie BcTpevaeTcs cHwkeHue mnokazatenet ®BJ] (OKEJI, O®BI1), tem wuamie
BCTPEUYAIOTCS «4ACOBBIE CTEKIIAY.

5. BeiceB Pseudomonas aeruginosa numencs y 80% manueHToB, cpeaHee BpeMs
BBISIBJICHHSI B MOKpPOTE IaTtoreHa coctaBwio 29,39+7.77 wmecsueB (2,4 ropa).
Burkholderia cepacia, xapakrepusyromias KIMHHYECKOE YXYJIIEHUE COCTOSHUS,
BcTpeTmiiach y 1 manuenta (5%) u Obuia BBISBIICHA B BO3pAcTe 5 JIeT 9 MecsIeB.

6. [loBrbIlIeHNE TIMKUPOBAHHOTO TeMOIrIo0nHa oT™MeueHo y 25% nerteii ¢ MB.
Cpennuii Bo3pacT AeTell C MOBBIIMICHHBIM TTTUKUPOBAHHBIM T€MOTJIOOMHOM COCTAaBUJI
11,6+1,44 ner.
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PA3PABOTKA MHTEPAKTHUBHOI'O TUAJIOT'OBOI'O TPEHAXEPA JJIA
N3YYEHUS ®YHKIIMOHAJIBHBIX PACCTPOMCTB OPTAHOB
[MAIIEBAPEHUS V IETEN

Amnacracus [ImutpueBHa BonkoBa, Anxenuka FOpeeBHa CunkuHa, CBeTiiaHa
AnekcanapoBHa CyBopkoBa, Enena FOpbeBHa TuyHOBa, AHacTacusi AJIEKCaHIPOBHA
[ITecTakoBa

Kadenpa daxynprerckoii neguaTpuu v MponeaeBTUKN JETCKUX O0JIe3HeN
VYnpasnenue udpoBoit TpanchopManru 0Opa3oBaHUs

OI'bOY BO «YpanbCckuii TOCYyNApCTBEHHBIM MEIWLIMHCKUN  YHUBEPCHUTET»
MunucrepcTBa 31paBooxpanenus PO

ExarepunOypr, Poccus

AHHOTALUA

BBenenue. ®@yHkuMOHaNbHBIE paccTpoiicTBa opraHoB numieBaperus (DOPOII)
ABJISIFOTCS YacTO AUArHOCTUPYEMBIM COCTOSSHUEM y JE€TEd IMEpBOrO Troja KU3HU.
Heap wucciaenoBanusi. CraTbhsi NOCBALEHA  pa3pabOTKE  HMHTEPAKTUBHOTO
IUanoroBoro tpeHaxkepa s msydenuss @POIl y nereil. Martepuana W MeTOIBbI.
JInanoroBelii TpeHaXkep co37AaH B mporpamme ISpring Suite. Pe3yabTaTbl.
JInanoroBslii TpEHAXKEP MO3BOJISIET MHOTOKPATHO OBTOPATH AITOPUTM JUATHOCTUKU
u Jedenus OPOIIL. Ilpenmonaraercsi, 4YTO MCIOJIL30BAHUE HMHTEPAKTUBHOTO
IUAJOroBOr0 TpEHakepa Ha JUCUMIUIMHE (aKyJdbTeTCKash mneauarpus OyJer
CIOCOOCTBOBAaTh OCBOCHHIO CTYJI€HTAMU HABBIKOB AMArHOCTUKU U jeueHus:t OPOII y
nerei. BeiBoabl. [IpuMeHeHnEe UHTEPAKTUBHOTO TpeHaXkepa OyJeT CrocoOCTBOBAThH
Pa3BUTHIO CAMOKOHTPOJIS Y CTyIGHTa U 00Jiee TPOYHOMY YCBOEHUIO 3HAHUM.
KuroueBbie cioBa: o0Opa3oBaHHMe, WHTEPAKTUBHBIA UAJIOTOBBIN TpEHaxep, JETH,
(yHKUIHMOHATBHBIE PACCTPONUCTBA OPraHOB MUIIEBAPEHHUSI.

DEVELOPMENT OF INTERACTIVE DIALOGUE SIMULATOR FOR
STUDYING FUNCTIONAL DISORDERS OF CHILDREN'S DIGESTIVE
ORGANS

Anastasia Dmitrievna Volkova, Angelika Yuryevna Silkina, Svetlana Alexandrovna
Suvorkova, Elena Yuryevna Tiunova, Anastasia Alexandrovna Shestakova
Department of Digital Transformation of Education

Department of Pediatrics and Propaedeutics of Childhood Diseases Faculty

Ural state medical university

Yekaterinburg, Russia

Abstract

Introduction. Functional disorders of the digestive system (FDDS) are a frequently
diagnosed child's condition of the first year of life. The purpose of the study is the
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