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Peztome. Myrkosucyuooz (MB) — nacneocmeennoe 3aboneseanue llenv ucciedosanus: usydumo
CcOCMosiHUe OKA3AHUSL MeOUYUHCKoU nomowu oemsam ¢ MB 6 Pecnybnuxe benapycs. [lposeden ananus
Ooannvix 110 oemeti ¢ MB. Ycmanogneno cxoocmeo MHO2UX nokazameneli ¢ OAHHbIMU JUMepamypbl,
O0OHAKO YCIOBUSL OKA3AHUA NOMOWU OONbHBIM, B03MOMCHOCMU OUACHOCMUKU 00YCI08ULO MO, YMO
noxazamenu Oemeti ¢ MB PBE umeiom psa0 KIUHUYECKUX, 2eHeMUYECKUX U mepanesmuieckKux
ocobennocmell.

Knroueswvie cnosa: myxkosucyuoos, oemu, OuazHOCMuUKa, KIUHUKA, Je4eHue.

Resume. Cystic fibrosis (CF) - a hereditary disease Objective: to study the state of medical care for
children with CF in the Republic of Belarus. Data from 110 children with CF were analyzed. It was found
many similarities with figures reported in the literature, but the conditions for the provision of care to
patients, diagnostics led to the fact that children with CF RB indicators have a number of clinical, genetic
and therapeutic features.

Keywords: cystic fibrosis, children, diagnostics, clinic, treatment.

AKTyanbHOCTh. MyxkoBucuuno3 (MB) — HacieactBeHHoe — 3a0oseBaHUE,
00yCIIOBJIEHHOE MyTalliel reHa TpaHcMeMOpaHHOTo peryisitopa MB, xapakrepusytomieecs
CUCTEMHON AMCPYHKIMEH SK30KPUHHBIX kKeje3. [lpu aToil Oone3HM mNopakaroTcs
MPAKTUYECKU BCE OPraHbl U CUCTEMBI, HO MPOTHO3 U Kau€CTBO KU3HU MallMEHTa B TIEPBYIO
odepe/lb 3aBUCAT OT CTEIEHU TSKECTU MOPAKECHHS PECIUPATOPHON M MUILEBAPUTEIIBHOM
CUCTEMBbI, CBOEBPEMEHHOCTHU JIMATHOCTUKH U MPOBOAUMON Tepanuu. B Mupe 3a nociennue
NECATUIIETUS JOCTUTHYTHI YCIIEXU B JUArHOCTUKE U JieueHuu MB: BbIpociia BBI)KUBAEMOCTD,
3HAYUTEBHO YBEJIWYUIIACH J0JISI B3POCIbIX NAIMEHTOB, YIYUIIMIOCH KAYECTBO UX KU3HU
[1].

Iesab: U3y4UTh COCTOSIHME OKA3aHUS CIEHUATU3UPOBAHHON MEIUIMHCKONW TTOMOIIU
JeTIM ¢ MyKOBHUCLHI030M B PecniyOnuke benapych.

3axaun:

l.IlpoBecTn  aHanu3  JAaHHBIX  (KJIMHUKO-aHAMHECTUYECKUX, TE€HETHUYECKUX,
MUKpPOOMOMIIOTHYECKHX ) AeTeit ¢ MB.

2. IIpoaHanu3upoBaTh MPOBOJUMYIO TEPAHIO.

MarepuaJj u meroanl. PaboTa nipeacrapiseT coooit ananus faHHeix 110aeteit c MB,
KOTOpBIE COCTOSIIM Ha ydyere B KoHue 2016 roga v poaWTeNH KOTOPBIX MOANUCATIN
100poBOJILHOE MH(MOPMHUPOBAHHOE COTJAacHe MJis ydacTus B HCCleoBaHWU. Bcero Ha
JTUCTIAHCEPHOM ydeTe B PecrmyOlMKaHCKOM TIEHTpPE JETCKOW MyJbMOHOJIOTHH U
MykoBuciuo3a Ha 6asze V3 «3-a1 I'IKb» r. Muncka B xonne 2016 roga cocrosuio 132
pebeHKa. AHAMHECTUYECKU OIICHUBAJIUCH JIAHHBIE COTJIacHO TpeboBaHUsIM EBporeiickoro
peructpa OonbHbIX MB: Bo3pacT peOeHka NMpU yCTAaHOBJICHUM JTUArHO3a, METOIBI U
pE3yNbTaThl TOTOBOTO TeCTa, (DU3MUECKOE Pa3BUTHE, MUKPOOHBINA TE3aX, OCI0KHEHUS,
npoBoAuMas Tepanus. [ oneHKrn pu3ndeckoro pa3BUTHs AeTei 10 2 JeT UCTI0Ib30BaIu
Macco-poctoBoit unaekc (MPU) (pakruueckas macca/uaeanbHas Macca o pocTy M MOy X
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100%) [2], nereit crapmie 2-x met — wuHAekce Maccel Tena (MMT) mo Quetelet (macca
(xr)/poct (M)?) [3], ¢ IPUMEHEHUEM CHCTEMBI TIEPIEHTHICH. 32 HOPMabHEIE BEJIUYMHEI
OBLIY MPUHATHI 3HAYCHUS B MHTEPBAJe OT 26-T0 0 75-T0 nepueHTuis [4].

CocrostHue (GYHKIMU JETKUX aHaJUu3MpOBAJIOCh IO JAHHBIM (DOPCUPOBAHHOIO
BbIioxa 3a 1 cekynay (O®B1) B % ot nomxHoro. Ananu3 pesynbraroB JIHK nuarnoctuku
BKJIIOYAJI OTIpe/IeIIeHUE aJlJIEIbHOM YaCTOThI BCEX OOHAPYKEHHBIX MyTaluii B rene MB.

Mukpobuonoruyeckoe UCCJIeIOBAHUE POBOJIUIIOCH C U3yYeHUEM
MOP(OJIOTUYECKNX, W KYyJbTYPAJbHBIX CBOWCTB, YYBCTBUTEIBHOCTH OakTepwii K
aHTHOMOTHKAM C UCIIOJIb30BAHUEM aBTOMATHYECKOTO MUKPOOMOJIOTHYECKOTO aHAIM3aTOpa
Vitek 2 Compact.

VYuuteiBanca o00beM Tepanmuu CIEAYIOIMMH JICKAPCTBEHHBIMU CpEJCTBAMMU:
MYKOJIMTUKH, aHTHOAKTepuaidbHas Tepanmus B 3aBUCUMOCTH OT MYTH BBEACHUS
aHTUOMOTHKA, KOPTUKOCTEPOHUbl, OpPOHXOJUTUKH, IAHKpEaTH4ecKue (EepMEHTHI,
YPCOAE30KCUXO0JIEBAst KUCIIOTA.

UccnenoBanre 0100peHO JOKAIbHBIM ATHYECKHUM KoMuTeToM Y3 «3-1 I'ZIKB T.
Muncka» (mpotokon Ne 5 ot 26 HosiOpst 2015 1.).

Cratuctuueckass o0paboTKa pe3yJabTaTOB  BBHINOJHEHA C  HCIOJIb30BAaHUEM
CTaHJApPTHBIX CTaTHCTUYEeCKHUX mporpamm (Statistika 6.0, Microsoft Excel 2007).

Pesynbrarel M ux oOcyxkaenue. Jlons naumentoB ¢ MB crapme 18 ner B
Pecnyonuke benapych B koniie 2016 roga coctaBmia 31,9%. [Ipoananu3upoBaHbl JaHHBIE
110 u3 132 nerent B Bo3pacte 0—18 ner. Cpeanuii Bo3pact coctaBui 9,2+6.

Bo3pact ycranoBnenusi guarioza MB coctaBun 1,5+2.9 ner. HeonartanbHbIN
CKPUHMHT MPpoBOMiCSA y 10 maiMeHTOB MO MOKa3aHUsIM, Y BCEX ObLI MOJIO0KUTEIIBHBIM.

[ToTOBBIN TeCT yallle MPOBOAMIICA KJIACCUYECKUM METOJO0M TUTpoBaHHueM (86.3%),
pexe ¢ MoMouIplo MeToja npoBoauMoctu (13.7%). YpoBeHb XJIOpHUIOB MOTOBOTO TECTA
KJIACCHYECKHUM METOAOM cocTaBmi 85+18 mmonb\n, metomom mnpoBoaumoctu 110+£24
MMmoJib\t. O0a MeTo/1a PUMEHSIFOTCS COTJIACHO CTaHIapTaM JTUarHOCTUKY 3a00s1eBanHusi[5].

OxBat reHeTuueckum ucciiegoBanueM coctaBui 100%. [{oms BbISIBICHHBIX MyTaIui
B reHe CFTR: BoisiBniensr o6e mytaruu y 71,8% (79 nanmeHToB); oiHa MyTallusl BhISIBJICHA
y 18,2% (20 mammentoB). Hu oxnoii mytanmu He BbisiBIeHO y 11 (10%) mammeHToB,
ockoJibKy B Pb omnpenensiercst TOIbKo 8 4aCThIX MyTalUil.

Hawubonee wacto Bcrpeuaetcs mytamus F508del (p.Phe508del). AnnensHas yactora
cocraBmia 131/220 (59,5%). B romo3urotrHoM coctossuuu mytanus F508del BoisBieHa y
44naunentoB (40%). B reTepo3uroTHOM COCTOSSHMM OHa BbIsABiIEeHA y 43 nereit ¢ MB
(39,1%). Ha BTopom mecte no Bctpeuaemoctu myTtauusa CFTRdele2,3 (6.4%). Myrauuu
2184insA, N1303K u G542X BbisiBJIeHA 0OHAPYKUBAIUCH CPEU MAIMEHTOB C YacTOTOM
5.9% u 3,2%, 2.3% cootBeTcTBEHHO. OCTaIbHbIE MYTAIlMU, BCTPEYAINUCH pexe, yeM B 1,0
% ciydaes.

[Ipu ananuze MUKPOQIIOPHI AbIXaTEIbHBIX MYTEH YCTAHOBJICHO: HHOUIIMPOBAHHOCTh
S. aureus cocraBuina 66/110 (60%). Xponnyeckass uHUIMPOBAaHHOCTH P. aeruginosa
cocraBmia 33/110 (30,9). Hurepmurtupyrommii BeiceB P. aeruginosa otmedvancs y
26(23,6%) maruentoB. B. cepacia complex, Sten. maltophilia u Achromobacter spp
BbIZeneHbl Y 1 (0,9%), 1 (0,9%), u 3 (2,7%) neteit COOTBETCTBEHHO.

HenceBnoMmonaaHo#M rpaMoTpunatebHoi dhiaopoit uaduimponano 10 (9,1%).
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VY 37,8% o0cnenoBaHHBIX MHUKPOOPTaHU3MbI OOHAPY>KUBATUCH B MOHOKYJBTYPE, Y
47,7% — B accounanusix u3 1Byx (34,5%) wmm tpéx (13,2%) B1I0B MUKPOOPTaHU3MOB.

Haubosnee yacto onpenensieMoit accolialrieil MUKpOOPraHU3MOB B PECITUPATOPHOM
TpakTe MallUeHTOB fABJIAETCS accouuanus P. aeruginosa u S. aureus, 4TO HaXOJIUT CBOE
NOJATBEpPXKIACHUE B MHUPOBOM HayuyHOl nuteparype. C yBelWYE€HHUEM BO3pacTa JETew,
BO3pacTaeT 101 uHuIMpoBaHHOocTH P. aeruginosa.  OrMeyaercs MOCTEICHHOE
yBEJIMUEHUE XpOHUYeckoro uHpuimpoBanus P. aeruginosa go Bospacta 13-16 Jet, 3aTtem
pPE3KUI MOJBEM U JOCTHKEHHE MHKa K Bo3pacty 18 ner. UHTepMutTUpyromumii BeiceB P.
aeruginosa Haunboee BrICOKHI B Bo3pacte 0-4 T0/1a, TOCTEIIEHHO CHIDKAETCS U JJOCTUTACT
ycToiunBoi goym ¢ 13-16 ner.

OnpeneneHa aHTHOMOTUKOPE3UCTCHTHOCTh BBIJEICHHBIX IITAMMOB OaKTEpHIA.
Cpenu mraMMoB CTaQUIOKOKKOB, BBIJICIICHHBIX OT MAllMEHTOB ¢ MyKOBHCIIHI030M, 19,1%
ABIISIOTCS METULIMJUTMHOpE3UCTeHTHRIMU. UHunimpoBannocTs MRSA MOBTOpSIET TAKOBYIO
B BbllleonucaHHoi rpymnmne. Haubonee sddexTtuBHBIMU In Vitro aHTUOMOTHKAMU B
OTHOUIEHUU  OOJBIIMHCTBA  BBIJEICHHBIX  IITAMMOB  CTA()UIOKOKKOB  SIBJISIFOTCS
XUHYTIPUCTUH/NATbGONPUCTUH, TUTCIIUKIINH, TUHE30I1/1, BAHKOMHIIMH U KO-TPUMOKCA30]1.

Cpean mtammMoB P. aeruginosa yCTaHOBJICHBI BBICOKME YPOBHU YCTOMYUBOCTH K
MEHUIWUTMHAM | 11e(ajJocopuHaM ¢ aHTUCUHETHOMHOW aKTHUBHOCTBIO: TUKAPIWILIUHY,
TUKapUWUIMHY/KJIaByJlaHaTy, MUNEPAlWUIMHY, NUIepalWUIMHY/Ta3o0aktamy (84,6 —
92,3%), nedrazuaumy u nedenumy (80,8— 80,8 %). YMepeHHYIO YCTOMUHUBOCTD IIITAMMBI
CHHETHOMHON MaJIOUKH MPOSIBISUIA B OTHOIIEHUH KOJMCTHHA, TOOpaMHIIMHA, aMUKaI[MHA,
nmuneHema (46,2 — 61,5%). Autubuotukamu ¢ Hanbombien 3p(HEKTUBHOCTHIO In Vitro B
OTHOUIEHUU MCCIEIOBAaHHBIX [MTaMMOB P. aeruginosa oOKa3aluChb MEpPONEHEM U
neBoduiokcanun (7,7-19,2 %). B rpynme namueHToB ¢ MyKoBuUcHHAo30M 6-10 et
CHUHETHOMHAs Tano4yka OblIa JOCTOBEPHO MEHEE YCTOWYMBA K TUKAPUWIUIMHY W
TaKpUWUIMHY/K1aByaaHaty. B rpymme e 11 net u crapiue P. aeruginosa 1ocToBepHO yaiie
OblIa yCTOWYMBA K UMHUIICHEMY, TeHTAMUITMHY, TUMPOGIOKCAIIUHY, JIeBO(DIOKCAIIUHY, YTO
MOKET OBITH CBSI3aHO C JUIUTEIbHBIM IPUMEHEHUEM 3THUX AHTUOMOTUKOB B JAHHBIX TPYIIIax
MalMeHTOB U (OPMHUPOBAHNEM MIPHOOPETEHHON YCTOMUYUBOCTH.

[Tpu orieHKe PYHKIIMU BHEIIIHETO AbIXaHUS YCTAaHOBJICHBI cpeHue nmokazarenu ODB;
80+22 %. IlokazaTenn ODB; 6omnee 70% Obu1 y 74,1% mammentoB; ODB; =41-70% y
22,2%; ODPB1 <40%— 4% y 3,7% nanueHToB.

AHanu3 pu3nyeckoro pa3BUTHs IMOKa3aj, yTo Meauana nepuentuis UMT B rpynmne
nerer u noapoctkoB oT 2 10 18 net cocraBuna 30.1 (11.5; 60.6).

MexkoHueBbII ujeyc OTMEUAJICS y 19,1%(21) JEeTEM.
MyKOBHUCIIH103aCCOLIMMPOBAHHBIN caxapHbI nuabetr ObuT auarHoctupoBad y 1 (0,9%)
pebenka. Lluppo3 nedenu ¢ mopTaabHON THIIEPTEH3UEH/TUTIEPCTIIEHU3MOM ObLT BHISIBICH Y
5 (4,5%) nanuenToB. [{uppo3om neyenu 6e3 MOPTaTbHON THMIIEPTEH3UU/TUTIEPCILICHU3MA
T€YEHUE MYKOBHCIMA03a ocioxHuwiock y 2 (1,8%) nmereiri ¢ MB. Ilonunbsl BepXHUX
JbIXaTeNIbHBIX MyTeW BbIABICHBI y 23 (20,9%) nauueHToB. DJIEKTPOJIUTHBIE PACCTPOUCTBA
ooy 3 (2,7%) nanumentoB. Jpyrue ocnoxHenus MB B u3ywaemoil rpymme He
YCTaHOBJICHBI.

Y neren ¢ MB npoBoauTCs MHOTOKOMIIOHEHTHOE JedyeHue. MHraassunoHHYro
TEpanuio TUMIEPTOHHUYECKUM PacTBOPOM XJIOpHAa HaTpus moiydanu 27,5% marnueHTos,
Hopuaszy anwsda 10,9%, Oponxomunatatopel 58,7% nereir. Tepamuio crepousaMu
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WHTQISIMOHHBIMU, BKJIIOYas Ha3zalmbHble /cucTteMHbIME momydano  40,9%/13,6%
MaIMEHTOB.

WuransiuonHble aHTUOUOTUKHU TIpuUMeHsuch y 20% mnanuentoB. BHyTpuBeHHas
aHTuOakTepuanbHas  Tepanuss  HasHadamack  70%  mamuentam.  [lepopanbpHas
aHTUOaKTepuabHas Teparus NpoBoAUIachk y 85,5% maiueHTos.

99,1% mnanueHTOB TONy4YaJd —MaHKpeaTuueckue  depmente, 93,6% —
YPCOAE30KCUXOJIEBYIO KUCIIOTY.

Takum o0pa3oM, HcciaenoBaHUE IMOKA3alio, YTO CPEIHUN BO3PACT YCTAHOBIICHUS
muarHoza MB B Pb  cocraBisier 1,5+2,9 ner. B rpynne OONbHBIX, BBISBICHHBIX IO
IporpaMme CKpuHUHTa B . Mockse, oH coctaBui 2,12 + 0,31 mec. Ho nepBbie cUMITTOMBI
3a00JieBaHUsl B 3TOM TrpyIine MosBIIKNCH B Bo3pacTe 1,86+0,44 mec. DTO yka3piBaeT Ha
HEOOXOJIUMOCTh ~ BHEAPEHHS B  MPAKTUYECKOE  3PaBOOXPAHCHUE  CKPUHUHIA
HOBOPOXJICHHBIX Ha MB, 4TO MO3BOJUT CBOEBPEMEHHO MOCTABUThH JIMATHO3, HA3HAUYUTh
aJICKBaTHYIO TEPAIHIO, & 3HAYUT YIYUIIUTh Kaue€CTBO JKU3HU MMAIMEHTA U IPOTHO3 OOJIE3HH.
Jlnst nuarHoctuku MB B pecriy0inke 4aiiie MCroJib30Bayicsl METOJ] TUTpoBaHus. Hanboiee
yacteiMu  MyTarsimu - sBisitotest  F508del um CFTRdele2,3. Haubonee yacThiMu
MUKPOOpPTraHU3MaMH, KOJIOHU3UPYIOIMMU JIbIXaTeJIbHbIE TyTH TaKUX MAIMEHTOB, SBUJINCH
P. aeruginosa, S. Aureus. Y 37,8% 00ciieI0BaHHBIX MEKPOOPTaHU3Mbl OOHAPYKUBAJIUCH B
MOHOKYJIbTYpe, Y 47,7% — B accommarusx u3 aByX (34,5%) wiu tpéx (13,2%) BUmOB
MuKpooprann3MoB. OtmedeHa Huzkas 4yacrora Burkholderia cepacia complex, uro mosxxet
OBITH CBSI3aHO C MOJIXOJaMU B JICUCHUH, rocniuTagu3anuu. CHUXKEHHUE MacChl Tejla — 4acToe
nposiBiernre MB y 6enopycckux aereil. Tak kak MPU siBnsieTcs 1ocTOBEpHBIM M HanboJiee
YyBCTBUTEJILHBIM TOKA3aTEJIEM, OTPAXKAIOIIUM TSKECTh COCTOSIHUS OOJBHOIO B MOMEHT
oOcnenoBaHus, TO ATO  yKa3blBaeT  Ha  HEOOXOJIUMOCTH B3BECILICHHOTO
MePCOHATM3UPOBAHHOTO MOX0/1a B BOIIPOCAX yXO0ja, BCKApMJIMBaHUS, JIeUCHUsI peOeHKa C
MB. Ilo paHHBIM pa3HBIX aBTOPOB YaCTOTa LMppo3a Bapbupyet oT S5 10 35 %[1]. B Pb
UPPO3 TIEYCHH JUATHOCTUPOBaH y 6,3% aeTeil, 4To BO3MOKHO OOYCIIOBJICHO IIUPOKUM
MIPUMEHEHUEM B JICUCHUH YPCOJC30KCHUXO0JIEBOM KHUCIOTHI. [lo IUTEepaTypHbIM JaHHBIM
4acTOTa BCTPEYAEMOCTH TOJIMIIO3HOTO PUHOCHHYcHUTa Koisebnercs ot 32 mo 45%[1]. B
Oenopycckoi monyJsiuu aetTeil ¢ MB nonuibel BepXHUX IbIXaTeIbHBIX ITyTEH BHISBICHBI B
20,9% cmy4aes.

Pe3ynpTaThl Takux IokaszaTesield TeUeHWs MYKOBHUCIUI03a, Kak (YHKIUS JIETKUX,
4acToTa BbICEBA MATOICHHOW (DIIOPHI, €¢ Pe3UCTEHTHOCTh K aHTUOMOTHUKAM JIOCTUTAIIMCH
MIPUMEHEHUEM B OOJBIIMHCTBE nepopaibHoii  (85,5%) UM BHYTpHBEHHOM
anTtuOakTepuanbHoil  Tepanuein(70%), KoOpTUKOCTepouaoB  (cucTeMHBIX  13,6%,
UHTAISAIMOHHBIX40,9%).

BuiBOABI:

1. Cpeqnuii BO3pacT MOCTAaHOBKM auarHo3a MB B u3ydaemoii BbIOOpKe nerei
coctaBui 1,5+£2,9 ner, 4To ykKasplBaeT Ha HeoOXxoauMocTh B Pb MaccoBoro ckpuHuHra
HOBOPOXJECHHBIX Ha MB.

2. Pe3ynbTathl Takux MokaszaTesield TeUeHUs] MyKOBUCIINI03a, KaK (DYHKIIHS JIETKUX,
94acTOTa BhICEBA MATOTEHHOUW (DJIOpHI, €e Pe3UCTEHTHOCTh K aHTUOMOTHUKAM JIOCTUTAIIMCH
MIPUMEHEHUEM B OOJBIIMHCTBE nepopasibHoi  (85,5%) W BHYTPUBEHHOU
antuOakTtepuanbHor  Tepanueii(70%), koptukoctepouaoB  (cucreMHbix  13,6%,
HHTAIIIMOHHBIX40,9%), TocIuTaAIN3aIuEH.
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3. Ilomy4yeHHbie pe3yabTaThl CBHIETEILCTBYIOT O HEOOXOIUMOCTH IPOBEICHHUS
pPEeryJIIpHOTO MOHHMTOPHUHIAa BHJIOBOI'O COCTaBa MHUKPOQIIOPHI JbIXaTCIBHOM CHCTEMBI
MAllUEHTOB ¢ MYKOBHUCIIUI030M M 00S3aTEIIbHBIM ONPEACIICHUEM YYBCTBUTEIBHOCTH €&
peACTaBUTENICH K aHTHOMOTHKAM.

4. BHepeHHe COBPEMEHHOM CTallMOHap3aMellaroned TeXHOJIOTHH ¢ TPUMEHEHHEM
HOBBIX JICKAPCTBEHHBIX ()OPM aHTHOAKTEPHATBHBIX MPENapaToB U METOJIOB UX JOCTaBKH,
MYKOJUTHUKOB, HAPSAAy C IMCUXOJOTHUYECKUMH (OTCYTCTBHE CTpecca «TOCIUTAIM3ALNNY) U
kinHnYeckumu  (yBenuuenue HWMT, MeHbmmas yacTtoTa Ha3albHBIX — IOJIUIIOB,
MPEUMYIIECTBAMH BBITOAHO, T. K. IPEAYIIPEKIAACT TOCHUTATbHYI0 HHPEKIIMIO, COKPAIIaeT
CTOMMOCTh MEAMIIMHCKUAX YCIYT TIO0 CPaBHEHHUIO CO CTOMMOCTBIO TIPU TPEOBIBAaHUM B
CTaloHape.
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