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Henbro wuccaenoBaHusi CTAJ0 H3YYeHHE KIHHMKO-3IIHIACMHUOJOTHYECCKHX M TEHeTHYeCKHX AaCMEKTOB
MYKOBHCIH/1032 B AcTpaxaHCKoH o0nacTi. COriiacHO CTaTHCTHYECKHM JAAHHBIM, NPOCJIEKMBACTCH yBePEHHbI
TPeHJ K POCTY AMATHOCTMKHM MYKOBMCUMI03a B AcTpaxaHckoil oOgactu 3a mocieaHue 10 ger. U3yuyeHsbl
PacnpocTPaHEHHOCTh U (heHoTHNHMYecKHe ocoOeHHOcTH MyTanuii reHa CFTR y OosbHbIx pernona. Ilpu stom
BbIsiBJIeHO JoMuHMpPoBaHue myTauun F508del B rom03urorHoMm u B KOMIayHIHOM COCTOSIHUM CPeAU «TSKeJbIX)
myTanuii, 1 redorun 3849+10kbC-T cpean «msarkux». Bnepsbie onucan (peHOTHII MYKOBHCIU/I032 MALUCHTKH €
redorunom 1116 - 1G>A / 1116 - 1G>A. OcHOBHOli cnieKTp B030yAuTe/ el B MUKPOOUOTE AbIXaTeJbHBIX IyTel
npejacTaBjieH S.aureus, KOTOpPbIii ObL1 BbIsABIEH Yy 64,2 % 00C/IeIOBAHHBIX H Ps. aeroginosa,
uaeHTHGUIMPOBaHHAsT Y 22,7 % MalMEeHTOB, YTO ONpe/ejeHO0 BO3PACTHBIM CNIEKTPOM Ha0/II0aeMbIX 00JILHBIX.
Onucan psijg 0CI0KHEHHI U CONYTCTBYIOIUX 3a0oeBannii y 0on1bHbIX ¢ MB B pernone. OnpegeneHbl OCHOBHbIE
OPraHU3aNMOHHbIC NPOOJEeMbl OKA3aHUSl MOMOIIM OOJIBHBIM MYKOBHCHMJI030M B ACTPaXaHCKOH 00jgacTH. A
HMEHHO: OTCYTCTBHEe cTaryca «ueHTpa MB», 3aMeHa OpPHIHHAIBHBIX IIpPeNapaToB Ha JKeHepHYeCKHe,
OTCYTCTBHE CIICHMAJNCTA 110 KHHE3HOTePanuu U Jp.

KiroueBbie cnoBa: MykoBUCHHIO03, AcTpaxaHckas oOmacts, myrtamuu reHa CFTR, ocnoxHEHHS MYyKOBHCIHI03a,
BO30yIMTEINH.
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The aim of the study was to investigate the clinical, epidemiological and genetic aspects of cystic fibrosis in the
Astrakhan area. According to statistics, it can be traced to the positive trend of growth diagnostics of cystic
fibrosis in the Astrakhan region in the last 10 years. The prevalence and phenotypic characteristics of the CFTR
gene mutations in patients of the region. At the same time, revealed the dominance of F508del mutation in the
homozygous and compound states among the '"heavy" mutations and genotype 3849 + 10kbC-T among the
"soft". First described phenotype of cystic fibrosis patients with genotype 1116 - 1G>A / 1116 - 1G>A primary
spectrum of pathogens in respiratory tract microbiota presented S.aureus, which was detected in 64.2% of
patients and Ps. Aeroginosa, identified in 22.7 % of patients, as determined by the age range of the observed
patients. It describes a number of complications and comorbidities in patients with CF in the region. The basic
organizational problems of providing care to patients with cystic fibrosis in the Astrakhan region. Namely: the
absence of the status of "Centre of CF", replacing the original of generic drugs on the lack of specialist
physiotherapy and others.

Keywords: cystic fibrosis, Astrakhan region, the CFTR gene mutation, the complications of cystic fibrosis, the
pathogens.

MyxkoBucunio3 (MB) — oaHo wu3 HauOojiee YaCThIX HACJEICTBEHHBIX ayTOCOMHO-
periecCCUBHBIX 3a00JIeBaHUM, MPOTEKAIIUX C TMOPAKEHUEM OK30KPUHHBIX Kelle3 >KHU3HEHHO
BXHBIX OPraHOB BCIEJACTBUE TEHETHUYECKOTO JAe(eKTa CEeKpelud XJIOPUAHBIX HOHOB [7].
UpesmepHO BSI3KHU CEKpeT, 0Opa3yromuiics Npu JaHHOW MATOJOTHUHU, CIIOCOOCTBYET OOCTPYKIIUU
MEJKUX OpPOHXOB, MPOTOKOB MOJDKEIYIOYHON KeNe3bl W KEITYHBIX XOJOB. XapakTep U CTENeHb
MOPAXEHUS  JIETKUX, JKETYAOYHO-KUIIEYHOTO  TpakTa  SBJISIOTCS — ONPEACTSIONIMMH B

MPOJIOJKUTEIFHOCTH U Ka4ecTBE JKu3HU 001pbHBIX MB. Ha ceroansimiauii nens, MB mo-npexHemy



COXpaHsIET CBOIO BBICOKYIO MEIUKO-COLMAIbHYIO 3HAYMMOCTh [2,6,7]. DTO CBSI3aHO HE TOJIBKO C
HU3KOW TMPOJOJDKUTENFHOCTEIO JKM3HM OOJNIBHBIX, paHHEH WHBAIHIW3ANUCH, MpodieMamMu
CBOCBPEMEHHOM  JIMAarHOCTHKM 3a00JieBaHUS, HO U C HEOOXOIMMOCTBIO IOCTOSHHOTO
JMCTIAHCEPHOTO HAOIIONEHUS U TPYJHOCTSIMHU TPOBEACHUS MMOKU3HEHHOH Tepanuu [7].

YTOuHEHNE KIMHUYECKUX M AMHUAEMUOJIOTMUECKUX ACHEKTOB MYKOBUCLUI03a B PErHMOHE
MOCITY)KMT OCHOBOM Il aIeKBaTHOM OpraHU3aliy ITOMOIIY TaHHON KaTeropuu OOJIHBIX, TOMOYKET
B pacueTe CHelHaTU3UPOBAHHOTO KOCUHOTro (POHMAA, a TAaKXKe ONPEIEIUT OCHOBHbIE MPOOIEMbI TIPU
MPOBEACHUY HAOIIOACHUS U JICUCHUS Y TaHHBIX MAIUEHTOB [6].

Ienap mccinenoBaHusi: U3y4uTh KIMHUYECKUE INPOSBIEHMs, cnekTp Myrauuid reHa CFTR,
YacTOTy M XapakTep OCIOKHEHMH y OOJIbHBIX MYKOBHCLUHUIO30M B ACTpaxaHCKOW 0OJacTH.
[Tpoananu3upoBaTh YPOBEHb OKa3aHHs MEAULIMHCKON TIOMOIIY TaHHON KaTerOpHH OOJIbHBIX.

MartepuaJjibl 1 METOABI HCCIEI0BAHUS

OcHOBY HccleI0BaHUs COCTaBMWIM 22 OOJIHBIX C IMAarHO30M MYKOBHUCIIMJIO3 B BO3pacTe OT 3
MecsLeB A0 23 JeT, HaXOAUBIIHUECS Ha JIeYeHUH B oTAeneHuM myabmoHosoruun ['bY3 AO «I'JIKb
Ne 2» r. ActpaxaHu.

Bcem GonbHbIM nuarno3 MB BepuguirpoBaicss Ha OCHOBaHUHM: aHAMHECTUYECKUX JAHHBIX,
JOMMHUPYIOIIUX KIMHUYECKMX CHUHAPOMOB: PECHUPATOPHOTO M KHUIIEYHOIO; IMOATBEPXKAAJICS
TPEXKPATHBIMUA  TIOJIOKUTEIBHBIMH ~ MOTOBBIMH ~ MPOOaMHU  METOJIOM  MHUJIOKAPIIMHOBOTO
anekrpodopesa mo L.E. Gibson u R.E. Cooke (muarnocruueckue nudpsl — 6omee 60 MMOJIB/1T) WK
Ha cucreMe «Makpoaakm»-«Sweat-Chek» (muarnocruyeckue nungpsr — 6onee 80 mmons/m). s
YTOYHCHHSI TEHETHYeCKOro muarnoza mnpoBoawnack JIHK-amarnoctuka ¢ wuaeHTU(UKaUen
myrtanTHoro resa CFTR.

HccnenoBanus MpOBOAMINCH HA OCHOBE COOCTBEHHBIX HAOMIOJCHUN U TaHHBIX MEAULIMHCKOM
IOKyMeHTanuu. Bce Habmiomaemble et 00cienoBaHbl — OOIICTIPHHATBIMU — KIIMHUKO-
71a00paTOPHBIME METOJIaMH, BKJIIOYasi OOIMICKIMHUYECKHE aHanu3bl (OOMMK aHAIM3 KPOBH, MOYH,
KOIporpaMmMa),  OMOXUMHUYECKHE  HUCCIeNOBaHUS  KpoBH  (0Omuii  Oenmok, oOmmi u
KOHBIOTHPOBAaHHBIA  OmnpyOuH, rmokoza kpoBu, AJIT, ACT, xonectepuH, MaHKpeaTHdecKas
amMmiIasa, b-TUHoNpOTeUIbl, CBIBOPOTOYHOE Keme30, menouHas ¢ocdarasa, KpeaTHHIUH, MOYEBHHA,
YPOBEHb Kalus, HaTpus, KaJablusl, Gochopa), peHTTeHOrpaMMy IPYAHOM KIETKH, YIbTPa3BYKOBOE
uccnenoBanue oprourHoit monoctu, IKI, Oxo0-KI', ciuporpaduio (HaunHas ¢ 6 JETHETO BO3pacTa).

Y gere ¢ OUpPpO30M  IIEYECHU NPOBOJMIIMCH  JOIUIEPOCKOIUS  II€YEHU U
¢ubporacTpoyo1IeHOCKOIHS I yTOUHEHHS CTETIEHH BapUKO3HOTO PACIIMPEHUS BEH MUIIEBOIA.

B o0Gs3arenbHOM mopsake Bce AeTH KOHCynbTHpoBaHbl JIOP-Bpauem u  kapauosorom. Ilo

IMOKa3aH!uAM IMPOBOJUIIMCH KOHCYJIbTAIUH TaCTPOSHTCPOJIOTa, SHAOKPUHOJIOTA.



B crangapTHbIi 1U1aH oOcnenoBaHUE BKIIOYAJICS OaKTEPHOJIOTHUECKUI MOCEB MOKPOTHL
Ilocne mosydyeHuss martepualia MpOBOAWIACH MUKPOCKOIHMS Ma3KOB, OKpAlICHHbIX 1O ['pammy, u
KyJlbTypajabHOE HccaenoBanue. IloceB Ha cOOTBETCTByIOIIME Cpeabl MPOU3BOAMIICSA TOJIBKO B TOM
cllyyae, €cili NpHU MHMKPOCKOIMM MAa3KOB ONpeAessulach OakTepHaibHas (uiopa NpU HAIUYHH
KJIIETOK PECHUPATOPHOTO JOUTeNus M JeWkouuToB. MccimenoBanue wmarepuaia, B KOTOPOM
IIPEACTABJICHBI NPEUMYIIECTBEHHO KIIETKH JIUTENHs IIOJIOCTH PTa U IVIOTKH, HE IPOU3BOAMIICA.
IToceB oToOpaHHOrO MaTepuajga HPOM3BOJIWICA Ha CTaHJAPTHBIE CpEIbl: IIOKOJIAJHBIA arap,

b

KPOBSIHOM arap, CeleKTHBHYIO cpeny g ['pam™-” HedhepMEHTHPYIOUIMX U 3HTepoOaKkTepuit
(Enterobacteriaceae, Pseudomonasspp., Xantomonas), CelIeKTHBHYIO Cpeny, coaepxamryr 7,5 %
NaCl ans S.aureus, ceneKTUBHYIO Cpefy, coaepskairyro colistin, ams B.cepacia, Sabouraud arap mst
rpuboB.

PesynbTaTsl HecieI0BAaHUA U HX 00CYKICHHE

B ActpaxaHckoii 001acTH OCYIIECTBISIETCS AUArHOCTHKA U JieueHne MB 6onee 20 ner. 3a
3TOT TepuoJ AuarHo3 BepuduimpoBan y 33 gereil. BmepBole amarHo3 «MyKOBHCHHIIO3» B
AcTtpaxaHu ObIT  yCTAQHOBJIEH HA OCHOBAaHMM  KJIMHHUKO-aHAMHECTUYECKHUX JAaHHBIX U
MOJIOKUTENBHBIX MOTOBBIX P00 B 1982 roxy. C 3TOro BpeMeHu AUarHOCTHKA, JICYEHUE TTAllMEHTOB
C JaHHOW HO30JIOTUYECKOU (POPMOM OCYIIECTBISIFOTCS Ha 0a3e MyIbMOHOJIOTHYECKOTO OTACTICHHS
I'bY3 AO II I'/IKB. Ognako npuctaibHOe BHUMaHKE K podieme MB kak B Poccuu B 1ienom, Tak u
HalleM PEruoHe CTalo YAEIAThCS B IOCIETHHUE [Ba JECATUIETHS. B Xole peTpocrneKTHBHOIO
aHanu3a OBLJIO BBIABIECHO, YTO B pErHoHe HAOIIOMAeTCsl YCTOMYMBBIA  TpeHA  pocra
HACJIC/ICTBEHHBIX 3a00JIeBaHUN OpPOHXOJETOYHONW CHCTEMBI, CPEIU KOTOPBIX JHIUPYIOIIEEe MECTO
3aHUMAaeT MYKOBUCIHI03. YBEpPEHHas TEHACHIUS K POCTy 3a00JeBAEMOCTH MYKOBHUCIIHIO30M
o0yclIOBIIeHa KaK YJY4IICHHEM IUarHOCTUYECKUX BO3MOXKHOCTEH B AcTpaxaHCKOW oOiactu
(mpuoOpeTeHne  MOTOBBIX  aHAnMMW3aTopoB  «Makponmakt» u  «HaHomakT»,  BBeIeHUEM
0OIIEPOCCUIICKOTO HEOHATAILHOTO CKPUHUHTAa Ha 5 HacleICTBEHHBIX 3a0osieBanuii ¢ 2007 roxa,
BO3MOKHOCTh PAHHETO TPOBEJICHHUS T'€HETHYECKOro OOCIeIOoBaHMs), TaKk M MOSBICHUEM
CTELUANNCTOB, MPOIIEAIINX TEMAaTUYECKHE YCOBEPLICHCTBOBAHM B PoccHiickux u 3apyOesKHBIX
LEHTpax MyKoBHcIuao3a [7,9,12].

Ha ceroansmHmii AeHp, 10/ MOCTOSHHBIM KaTaMHECTUYECKUM HAOIIOJICHUEM HaxoIsTcs 22
narueHTa. Heo6xoqumo otMeTuth, uro B mepuon ¢ 2002 mo 2016 roa KOJIMYECTBO MAIIMEHTOB
YBEIMYMIOCH MHOTOKPAaTHO, a UMEHHO ¢ 2 110 23 OonbHBIX. 3a0ojieBaHME, KaK M B JPYTHX
pernoHax P®, oriauuaercs 1OCTATOYHO BBICOKOHM JjeranmpHOCThIO. Tak, B 2009 romy w3
HaOJI0JTaeMBIX MAIMEHTOB yMepio 3 OOJNBHBIX: MaIlMeHTKa B Bo3pacte 21 rona, u nBoe aerei Ha 4

Helene KU3HM (C KJIMHUKOM MekoHuanbHoro wumneyca). B 2011 u 2014 romax OBLIO



3apETUCTPUPOBAHO 2 JICTAJIBHBIX HCXOJa (MAIMCHTHI MOTHOIN B PE3yJIbTaTe HEKOHTPOJIUPYEMOTO
oponxosierounoro obocrpenus) (Tabm.1).
Tabmumna 1

JlnuHaMuKa KoJu4ecTBa OOJBHBIX MYKOBHUCIUA030M B AcTpaxaHckoii o6iactu ¢ 2002 o 2016 rox

roma | 2002 | 2004 | 2005 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015 | 2016
OO0mree 2 3 4 4 4 12 12 13 12 16 19 22 23
KOJIMYECTBO
[MaIMEHTOB
KomanuectBo 0 0 0 0 0 3 0 1 0 0 1 0 0
YMEpIInX
[MAIEHTOB

VY OGonbmuHCTBa HaOMOgaeMbIX manueHToB (81,9 %) mmeer wmecto cMmemanHas ¢dopma
MyKOBHCIIHI03a, a B 18,1 % cioydaeB — mpeuMyIIeCTBEHHO JierouHas ¢opma 3a00JeBaHMAL.
Bo3pact manmentoB BapbupyeT oT 3-x MecsmeB 10 23 ner. Pacmpenenenuwe OONBHBIX TIO
BO3PACTHBIM TPYIIaM BBITISAUT cienyroum obpazom: 30,4 % coctaBnstor aetu 1o 3-x set (7
YyeloBeK), jAomkoabHas rpynna (3—7 ner) — 13,1 % (3 gereit), ¢ 7 no 12 nmer — 21,7 % (5
nanueHToB), crapmmue mkodbHuk — 13,1 % (3 OGombubIX). [log AMHaAMHYECKUM HAOIIOIEHUEM
HaxoauTcs 5 B3pochblx manueHToB (21,7 %). Cpenmnuit Bo3pacT 00CIeIOBAaHHBIX OOJBHBIX
cocraBui 9,3 rona. Cpeau OosbHBIX MB reHiepHbIX pa3nuuuii HE BBISBJICHO Kak B 001Iei rpymie,
TaK ¥ 10 BO3PACTHBIM [IEPUOIaM.

Hame uccnenoBanue mokasano, YTO C MOMEHTa Hadaia MpPOBEAEHUS OOILIEPOCCHHCKOTO
HEOHATAJIbHOTO CKPUHUHTAa Ha 5 HacCleACTBEHHBIX 3a0oieBaHuMi (B TOM 4Hciae M Ha
MYKOBHCII103), @ UMeHHO — ¢ 2007 rona 16 maruentam u3 19 auaruos ObUT yCTaHOBIIEH B IEPBBIE
HEleNM J>KU3HU. Y TAlMEeHTOB  C TSOKEIbIM OCIOKHEHHBIM TEYEHHEM  MYKOBHCIHI03a
HEOHATAJIIbHBIH CKPUHHUHI TO3BOJIMJI YCKOPUTH TIOCTAHOBKY KJIMHMYECKOTO JWarfHo3a u
NPEJOTBPATUTh MPOTPECCHPOBAHNE TPOSBICHUN 3a00JI€BaHUS.

Cpenu 23 nereil reHermueckoe obOcnemoBanue mpoBeaeHo y 20 marueHtoB (86,9 %).
I'enotun o0cnenoBaHHBIX OOJBHBIX MPEACTABICH TakUM o00pa3oM, 4YTO dYacToTa Haumbosee
pacnpoctpanenHoit myraruu F508del BeisBnena y 13 mamuentoB (56,5 %). Y 9 nerelr myranus
BcTpedanach B romo3urotHoM cocrosiauu (F508del/F508del), uto cocraBuio 39,2 %. B 4 ciyqasx
(17,4 %) F508del Obina BeIsIBIIEHA B KOMIIAYHIHOM COCTOSHHH C HE HJIEHTHU()UINPOBAHHON BTOPOH
MyTaluen, Uik codyeTanach ¢ TakKUMU Mytanusmu, kak: R334W | 2143delT. I'pynmna GOMbHBIX C
Myrtanusmu, oTaudHbIMU OoT F508del, cocraBumna 34,7 %, u3z Hux y 8,7 % Myrauu oKas3aluch
HeUIeHTH(PULIMPOBAHHBIMU Tpu oOcienoBanuu Ha 30 Hauboee YacTo BCTpeUyaeMbIX MyTauuii. Y 4
obcnenoBanHbIx manueHToB (17,4 %) unentuduimpoBan «Mmsarkuit» reHoturn 3849+10kbC-T ((y
IBYX — B TOMO3HIOTHOM COCTOSIHUM (CHOCBHI), y APYrHUX JBYX — B KOMIIAyJHOM COCTOSIHHH C HE

UACHTU(PHUIMPOBaHHONW MyTanueil). ¥ 1 pebeHka BIepBbIe ONMHUCAHO FOMO3UTOTHOE HOCHUTEIHCTBO




penko Bcrpeuatomerics myranuu 1116 - 1G>A. PebeHok pokJieH OT KPOBHOPOACTBEHHOTO Opaka.
Myrauun ObuUIM BbIIENEHBI NIpu npoBeaeHuM cekBeHupoBaHus reHa CFTR mo merony Coanrepa.
(Tabm. 2).

Tabmmuma 2

Yacrora BcTpeuaemoctu myrtaruii rena CFTR y OonbHBIX B AcTpaxaHckoil obnactu (n=23)

Kon-Bo nanmenToB AOCOII0THOE KOJTHYECTBO %
Myranusarena CFTR
F508del/F508del 9 39,2
F508del/ R334W 1 4,3
F508del/2143del T 1 43
F508del/nen3BecTHassMyTamns 2 8,7
HEU3BECTHASM yTalHsl 2 8,7
/HEN3BECTHASIM YTaITH
1116 - 1G>A /1116 - IG>A 1 43
3849+10kbC-T/3849+10kbC-T 2 8,7
3849+10kbC-T/aen3BecTHast 2 8,7
MYTaIs
He npoBoannu uccnenoBanue 3 13,1

B Hamem wuccnemoBaHuu s Bcex Hocutened wyramuu  F508del B romo- wnm
reTepO3UrOTHOM COCTOSHUM  XapakTepHa CMellaHHas (opma 3aboiieBaHUs, a Takke OBICTpoe
IIPOrPECCUPOBAHUE OPOHXOJETOYHOIO MpoIecca, YacToe, MH(UIMPOBAHUE T'PaMOTPULIATEBHON
¢dopoit u dopmupoBanue nupposa nedyeHu (y 4 manueHtoB). MekonuanbHbsld uneyc (MU) u
CUH/IPOM JHCTaIbHOW MHTecTUHAIbHOU oOcTpykimu (CJJMO) oTMmedeHbl B aHaMHE3€ TOJIBKO B
rpynne ¢ reHorunamu F508del/F508del u F508del/2143delT. Hamm naHHble CcOBHAmaroT C
auTepaTypHbeIMH [ 1,7].

VY GOJBHBIX C «MATKUMI» T€HOTHUIIAMHU (TOMO- WJIM T€TEPO3UTOTHOE HOCUTEILCTBO MYyTaIlHH
3849+10kbC>T) nuarHo3 ObLT BBICTABJIEH B CTaplieM MIKOJIbHOM Bo3pacte (15-17 mer). Dt0
OOBSICHACTCS CTEPTOM KIIMHIUYECKOW KAPTUHOW, OTPULIATEIbHBIMHU HIIM COMHUTEIbHBIMU OTOBBIMH
TECTaMH y JaHHBIX 0OJbHBIX. HyTpUTHBHBII cTaTyc y BCeX MAlMEHTOB OBbLIT COXPAHEH, YTO CBSI3aHO
C OTCYTICTBHEM IMaHKpeaTHdeckod HemoctatouHoctu [3,7]. Ilokazarenu QyHKIUM BHENIHErO
JBIXaHUSI COOTBETCTBOBAJIM BO3PACTHBIM HOPMATHUBHBIM 3Ha4eHUsIM. B 1o sxe Bpems Ha KT-nerkux
ObUIN BBISBJICHBI €IMHUYHBIC, [IUIMHIPUYECKHE OPOHXOIKTA3bl, KOJIMYECTBO KOTOPBIX CTAIO PE3KO
YBEIMUMBATHCS MOcie HHPUIIMpoBaHus OpoHXHaIbHOTO AepeBa P. aeroginoza [8,11].

VY nauuenTku ¢ reHotunom 1116-1G/A/1116-1G/A ¢ nepBbIX HeeNb KU3HU MPOCIICKUBAIICS
XapakTepHbli st MB CHMIOTOMOKOMILJIEKC: JTUarHOCTUPOBAHA IMOJMCETMEHTApHAs MHEBMOHHS B
COYETaHUU C KHUIICYHBIM CHHAPOMOM (HOJH(EKaaus, BUIUMAs CTeaTropes, B3AYyTHE >KHUBOTA).

Hapsiny ¢ KMIIeYHBIM M pECIHUPATOPHBIM CHHAPOMAaMHU HAOIIOAANOCh KH3HEYrpoxkaroliee



ocioxHenue MB — cuHapoM 1nceBno-baprepa, KOTOpBIM XapaKTEpU30BAlICS  BBIPAKCHHOU
TUMOKAIMEMHUCH, TUMOHATpUEMHEH, THUIOXJIOPEMHEH U MeTa0OJMYeCKUM aJKalo30M. Y 3STOU
MAIMEHTKH OBbLT BBISABICH OTSATOIICHHBIA ceMeiHblii aHamHe3. Crapmuii peOeHOK TOorud ot
MEKOHHAJIBHOIO MJIEyCa B IIEPBBIE HU XU3HU, OJHAKO, CEMEHHOW mape He ObUIO NPEUI0KEHO
reHeTH4ecKoe 00CIIeJOBaHUEe C TOCIEYIOeH MpeHaTaJbHONH IUarHOCTUKOM MYKOBHCLHUAO3a Y
I10/1a.

Bcewm naruenTaM npoBOIUTCS OaKTEPUOIOTHYECKUH MTOCEB MOKPOTHI KaXKble 3—6 MecsIeB.
Mukpobuonornyeckuii menzax y oOcieayeMbIX JAeTe oTiauyancs pasHooOpazueM (Iopsl, yToO
00yCIIOBIHMBAET CHEUU(UIHOCTD BOCIAIUTEIBHOTO MPOLIecca, 0COOCHHOCTH TeUeHHsI 3a00JIeBaHUs,
a TaKXKe ONpeeNAeT TAKTUKY aHTUOAKTePHAIbHON TeparyH.

VY 69,6 % o06cnenoBaHHBIX 00NBHBIX (16 MalMEeHTOB) B MOKPOTE OBbLI MACHTU(DUIIUPOBAH
S.aureus (kak MHTEPMUTHPYIOLIUH, TaK U XpoHUUYeckuit), y 21,7 % mauueHToB (5 60nbHBIX) — Ps.
aeroginosa, Candidaaibicans onpezemnsiach y KaXJI0To TpeThero pebénka ¢ MykoBucuuao3om (34,7
%). B 2016 rony y 2 6onbHbIX (8,7 %) MHPEKIMOHHBIN mpolecc WHAyHHpoBaics B. cepacia,
pUYeM y 0HOro pebeHka ¢ pazButreM Cenanus- CHHIpOMA.

CmemanHas popma 3a00sieBaHusl y 00CIIeI0BaHHBIX MMAIMEHTOB AMarHOoCTUpoBaHa y 78,3 %
(18) GonBHBIX, TIPEUMYILIECTBEHHO JierouHas y 5 maruentoB (21,7 %) Cpennuii macca-pocToBoi
uHaekc coctaBuia 91,14+6,22 % ot a. (ot 63 go 116).

[IpuHuMas BO BHHMMAaHHE, YTO KAdyeCTBO U MPOJOJDKUTEIHHOCTh JKU3HU TMAllUEHTOB C
KACTOPUOPO30M TOKEITYIOUYHOM JKele3bl B IEPBYIO OdYepelb OMPEIENSIOTCS CTENEHbI0 U
XapakTepoM TMOpaKEHUs OpOHXOJErOYHOM CHCTEMBI, Mbl IPOAHATU3UPOBAIN  JaHHBIC
CIIMPOMETPHUH, KOTOPBIE SBJIIOTCS OCHOBHBIMHM MH(POPMATUBHBIMHU, OOBEKTHBHBIMH MOKa3aTEIIIMH
(YHKIIMOHATBHOTO COCTOSIHHSI JAbIXaTenbHOU cucteMbl. Cpemnue mokazarenn O®B; u DXKEJI
cocraBum 78,16 +4,16 % ot pomkencrByromero u 80,14 £2,19 % oOT D0JKEHCTBYIOLIETO
cooTBeTcTBEHHO. Bo3pact GonbHbIX co cHmkeHueM DIKEJI menee 80 % OT J0JKEHCTBYIOLIETO B
cpenneM cocrasui 13,6+0,6 ner.

BoBieueHne neueHn B MaTOJIOTMYECKUN MPOIIECC MO JAHHBIM Pa3HBIX aBTOPOB KOJIEOJIETCS
ot 22 no 86 %. Jlo HacTosIIero BpeMeHH I'eHe3 ITHX M3MEHEHUH 10 KoHLa He u3ydeH. [logo6Ho
MOPAKEHUI0 B OpPOHXOJIETOYHOW CHCTEME, B CBA3M C HENOCTAaTOYHOCTHIO XJIOPHOIO KaHana,
NICYCHOYHBIE CEKPEThl O0O0E3BOXKMBAIOTCS, CTAHOBATCS BS3KHMMH M IUIOXO PacTBOPUMBIMHU.
OOCTPYKIIMSL JKETYHBIX XOJOB CHOCOOCTBYET (OPMHUPOBAHUIO XOJIECTATHUYECKOM IKENTYXH,
TUIMOKMHE3NH WM JaKe HE (YHKIMOHMPYIOIIETO JXEIYHOTO ITy3bIps, KEIMYHBbIX KamHel [4,7].
[TopaxkxeHne renaToOMIMAPHON CHCTEMBI, MO JAHHBIM YIBTPa3BYKOBOTO HCCIEIOBAHUS, OBLIO
YCTaHOBJICHO HaMH Oouiee yeM y 1/3 manumeHToB: yBenuueHue U yruioTHeHue nedeHu — B 30,8 %

cinyvaeB (7 manueHTOB), MpU3Haku renaro3a — 17,4 % (4 manueHToB), ¢ MEPEXOJ0M B LIUPPO3 U



nopraneHOU runeprensueit — 13,1 %. Caxapublii quaGer ObUT JUATHOCTUPOBAH JIMIIL Y OIHOTO
ManueHTa U HOCUJI CTEPOMI03aBUCHMBIN XapakTep.

Bponxonerouynslii acnepruie3 He 3aUKCUPOBAH HU Y OJHOTO MAaIMEHTa B ACTpaxaHCKOM
oOmacTH.

Bce manmeHTsl monydanu Oa3uMCHYIO Tepamuio BKJIIOYAIOIIYIO: MHKpochepudeckue
depmentsl (KpeoH); TpamunuoHHbIE 9.MyKOTUTHYECKHE Ipemnaparbl npu MB, mnpumensiembie
BHYTpPb M HHramaropro (N-ameruianucTenH, amOpokcona ruapoxiopuna, 5—7 % pactsop NaCl),
Hopuazy-ansda (I[lyapmosum); Oponxommnsratopsl (CanbOyramon, beponyan); remaroTponHbie
mpemapaTsl B BHJIE YPCOIC30KCUXOIeBOW KHUCIOTH (Ypcodanbk, YpcocaH), KHHE3UTEpaIuio,
KOMIIJIEKC BUTaMHUHOB. Bce mamueHTsl B mepuoj 0OOCTpEHHs MOJIydadd Kypchl BHYTPHUBEHHOMU
aZipecHO aHTHOAKTepHATbHOW TEepanuy, KOTOpas Ha3Hayajach C Y4YETOM YYyBCTBHTEIHHOCTH
NaTOreHHOM (pIIopHI, onpeensieMol Ipy UcCIeI0BAHUNA MUKPOOUOIIOTHYECKOTO Mel3axa MOKPOTHI.
BonbHbIe ¢ XpOHMUYECKHMM BBICEBOM Ps. Aeroginosa MOJIy4aroT [UIMTEIBHO WHTAISIMOHHYIO
tepanuio amuHOornukosunamu (TOBU, 6pomuToO) [13].

W3BeCTHO, YTO COBPEMEHHBIE MAKpOJUIbI MPU JUIMTEIBHOM MPUMEHEHUH B MaJbIX J103aX
o0agaloT MMMYHOTPOIIHBIM  JIGHCTBHEM, MpPSAMBIM  POTHUBOBOCHIAJIUTEIBHBIM  3PQEeKToM,
YMEHBIIAIOT MPOAYKLUMIO NPOBOCHAIUTENbHBIX IUTOKMHOB ®OHO-a, WJI-8; mnonasusoT
BHYTPUJICTOYHBIM BBHIOPOC HEHUTPOPUIOB M HEHUTPOPUIBHYIO XEMOTAKCHYECKYI0 AKTHBHOCTB,
YMEHBIIAIOT  00pa3oBaHME  HMMMYHOKOMIUICKCOB  aHTHICH/AaHTUTENI0O  HAa  MOBEPXHOCTHU
SMUTETUATBHBIX KJICTOK B JIBIXaTEIbHBIX MYTAX, IJI€ B KAUECTBE aHTUTECHA BBICTYNACT OMO(HIIbM,
oOpa3ylomuil  3alUTy MHUKPOKOJIIOHMM  CHHETHOWHOW  mamouyku  [7,8,9,13].  YuureiBas
BBIILIEU3JI0KEHHOE, B 0a3MCHYIO Tepanuio OOJBHBIX BKIIOYEH a3UTPOMUIIMH B CyOTEpareBTUYECKUX
7103ax 4epe3 JACHb.

[IpumeHeHHe HaMM B IOCJIEJHHE TOAbl HOBBIX IOAXOJOB K JICYEHMIO MYKOBUCIHUA034,
BKJIIOYAIOIIUX MPOBEJACHWE HWHTASIIMOHHOW  aHTHOAKTepUATbHOM Tepanuu B COUYETAHHUU C
nyJabMO3MMOM M runeproHuueckuii pactBop NaCl, kuHe3morepamnueid, HU3KHUMU J03aMU
MakpOJHJIOB, a TaKKe paHHSAsS JUarHOCTHKa 3a00JieBaHMsI, CIIOCOOCTBYIOT YMEHBIIECHUIO
KOJIMYecTBa OOOCTPEHUH XPOHUYECKOTO OPOHXOJIETOYHOTO MpOLecca, YAYYIIEHHIO COCTOSHHUS
30pPOBbsl U JJIUTEIBHOCTH KU3HU IManueHToB ¢ MB.

B T0 ke Bpemst mpu OpraHu3alyy MOMOIIK OOJIbHBIM MYKOBHCLIHI030M MBI CTAIKHBAEMCS C
psanoM mpoOieM, NPEeUMYIECTBEHHO OPraHM3allMOHHOTO XapakTepa. A MMEHHO: OTCYTCTBUE Y
CTallMOHApa, HECMOTPS Ha OKa3aHHME Kak aMOYIaTOPHOW, TaK M CTAIMOHAPHOM MOMOIIH, CTaTyca
reHTpa; OTCYTCTBHUE CIIELHATUCTA IO KUHE3UOTEPAIINH, a TAK)KE BO3MOKHOCTH KOMaHTHON pabOThI
CIELUAINCTOB PA3IMYHOTO MNpOo(UiIs ¢ MAIMEHTOM; 3aMeHa OpPUTMHAIBHBIX IIpEnapaTroB Ha

JOKEHEPUUECKHE.



3aki0uenue

Takum o0Opa3oM, B XOJ€ HCCICIOBaHMUSA BBIABICHO, YTO B pPErHOHE HAOIIOAAETCs
OTYETIUBBIA POCT OOJIBHBIX MYKOBHUCIIMIO30M, CB3aHHBIN C yAy4IIEHUEM JTUATrHOCTHYECKON 0a3bl,
BBEJICHUEM HEOHATAIBHOTO CKPUHUHIA, a TaKXXE MOBBIIICHHEM KBAIM(UKAITMOHHOTO YPOBHS
cienuanucToB. ['pynmna OOJNBHBIX B PErHOHE OTIMYAETCS T€TEPOTEHHOCTHIO MO TeHETUYECKOMY U
MUKPOOHOJIOTUYECKOMY THArHO3y, YTO AMKTYET OCOOCHHOCTHM TEYEHHUS W MPOTrHO3 3a00JIeBaHUSL.
[TarenTsl  AcTpaxaHcKoW  oOmacT  00ecHneyuBalOTCS  TOJHBIM — CIIEKTPOM  IIPENapaTos,
HEOOXOJUMBIX JJISl TIPOBEJCHUS Kak Oa3MCHOM Tepamuu, TaK W KYMHPOBAHHS OPOHXOJIETOYHOTO
obOoctpenusi. HecMoTpss Ha JOCTUTHYTBIE YCIEXH, OCTAlOTCS BOIPOCHI OPTraHU3AI[MOHHOTO
XapakTepa, pelIeHue KOTOPHIX MOMOXKET YIYYIIUTh KayeCTBO OKa3aHWs MEIUIIMHCKON MOMOIIH
TAHHOM KaTeropuu OOJIBHBIX, YTO, B CBOIO OYepe/b, IMO3BOJIUT YIYUIIUTh COCTOSHUE 370POBbS U

MNPpOAOJIKUTCIIBHOCTD )KU3HU MAIUCHTOB OAaHHBIM HCAYTOM.
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