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B paHHOM cTaTbe NpeacTaBrneH aHanuma KNMHUKO-napaknmHMyYeckmx 0CobeHHOCTe MykoBUCLMA03a Y AeTel paHHero

Bo3pacTa B KpacHogapckom kpae. [MNepeuncnersl Hanbonee 4acto BCTpevarLumecs myTtaumm, obHapyXeHHble y 60nbHbIX
MYyKOBMUCLUMOO30M, aHalNn3 KIMHNYECKNX CbOpM, TAXEeCTb TeYeHud 3360ﬂeBaHVIF|, COCTOsAHNEe CbI/I3I/IL-IeCKOFO passnTnAa B
Habnogaemon rpynne. MNpnMBoasaTCS AaHHbIE NO UCCNEA0BAHUIO NOPAXKEHUI Xeny[OYHO-KULLIEYHOro TPakTa, COCTOSHUIO
MMUKPOBMOLIEHO3a BPOHXOB 1 TOFICTOrO KULLEYHUKA.
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The comparative analysis of clinical and paraclinical features of mucoviscidosis flow in children of an early age in the
Krasnodar region is presented in the article. The most frequent mutations found in mucoviscidosis’ patients are enumerated.
The analysis of clinical forms, the severity of the disease flow and the state of physical development of children under review are
compared. The data of research of gastrointestinal tract’s lesions and microbiocenosis of bronchi and large intestine are cited.
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Beepenue

Mykosucumngos (MB) — camoe pacnpoctpaHéHHoe
HacnegcTBeHHoe 3abonesaHne, 06yCcnoBneHHoe My-
Tauuen reHa TpaHCMembBpaHHOro perynsTopa npo-
BOAMMOCTU MykoBucumagosa (MBTP). MB npoTtekaeT
C COYEeTaHHbIM HapyLlleHNeM (OYHKLMUM OpraHoB Abl-
XaHUS N MULLLEBAPUTENIBHOW CUCTEMBI, YpOreHuTanb-
HOro TpakTa, CINIOHHBIX Xenes, renatobunuapHoun
cuctembl. bonesHb cBsidaHa € npoaykuuen Bcemu
CMM3UCTBIMY Xenes3amu opraHu3Ma CeKpeToB MOBbI-
LUEHHON BA3KOCTW 3a CYET yBENMYEHUSA KOHLEHTpa-
LN 3MEKTPONUTOB M OErKoB NPy YMeHbLUEHUN BOA-
HOW (pa3bl. 3aTpyaHEeHMEe OTTOKa BSA3KOro cekpeta
BEAET K ero 3acTol € nocrefyoLwmm paclumpeHmem
BbIBOOHbIX NMPOTOKOB Xeres, atpodmen xXenesmcTomn
TKaHW, nporpeccupyowmm pmdposom [1, 2, 6].

Llenb paboTbl — N3y4nTb KIMHUKO-NapaKNHNYec-
kne ocobeHHocTn MB y geTen paHHero BospacTa B
KpacHogapckom kpae, Habntogaemeix ¢ 2007 roga.

Marepuanbi u meToabl MCCNEROBAHNS

OunarHo3 mykoBucumaosa (MB) ctaBuncs Ha oc-
HOBaHMWN KIMUHUYECKUX AaHHbIX, TPEXKPATHbIX NOS0-
XUTENbHbIX pe3yrbTaToB MOTOBOW Npobbl U Mccre-
[0BaHMs KpoBU Ha reH mykosucuugosa. C 2006 r. B
KpacHogapckoM Kpae B pamkax HeoHaTarlbHOro Ck-
puHunHra Ha MB uccnegyetcs cogepXaHue B KpoBU
nmmyHopeakTusHoro TpuncuHa (MPT). OuarHoctuka
3aboneBaHnsa Tenepb cTana BO3MOXHa C MepBbIX
MeCsILIEB XM3HU pebeHka. Takum obpasom, Havano
peanusaumm CKpUHWHra Mo3BOSiieT B TEYEHWe He-
CKOJTbKMX MECSILIEB MOCIe POXAEHUS BbIABUTL BOJb-
Horo pebeHka, noctaBuTb AnarHo3 MB, HayaTb ne-
yeHue.

B negnatpuyeckom otaeneHun [letckom kpaesomn
KnnHndeckon 6onbHuubl ¢ 2007 1. 6611 nocTaBneH
KnuHnyeckun gmarHo3 MB 17 6onbHbIM B BO3pacTe
1,5-2 mecsaueB; OBOe GONbHbIX YMEPNM B CBA3N C
TSKENbIM TeYEeHMeM MYKOBMCLMAO3a nocre onepa-
LUK No NOBOAY MEKOHMansHoro uneyca. o gaHHbIM
3a 2013 r., B oTAENEHUN NOCTOSAHHO Habnoganuch
15 60OnbHbIX.

Bcem 60onbHbIM NPOBOANNNCH OOLLEKITMHNYECKOE
M cneumanbHoe obcnegoBaHus. OOLLEKNUHMYECKOE
obcnegoBaHue BKITHOYano: obLLnii aHanmnsa Kpoeu, 06-
UMM aHanM3 Mo4u, konporpammy. CneumansHoe 06-
cnegoBaHume ObinNo NpeacTaBneHo BUOXMMnYecKUMm
aHanu3amu KpOBW: TOKO3a KpOoBW, amunasa, bunu-
pyOVH, TpaHCcaMnHa3sbl, 6enok n 6enkoBble hpakLmm,
3NEKTPONUTLI (Kanui, HaTpun, kanbumn, ocdop).

B coctaB GakTepronorMyeckoro mccrnenoBaHusi
BXOOUNM MOCEB CNu3M U3 3eBa C onpeaeneHuem
YYBCTBUTENBHOCTM (pnopbl K aHTUBMOTMKAM U KOM-
nreKkcHas KoNM4YeCcTBEHHasA OLEeHKa COCTOSAHUSA MUK-
pobuoueHos3a KuwwedHnka. MIHCTpymeHTanbHble Me-
TOAbl UCCreaoBaHUs COCTOSANN N3 Y 3-CkaHNpOoBaHUS
opraHoB OpIOLLIHONM NOMOCTU, cepaLa, 3anekTpokapau-
orpadun, peHTreHorpagum opraHoB rpyaHon knert-

Kn, a3ocparoractpogyogeHockonuu. Mo nokasaHusm
OOonbHbLIX KOHCYNbTUpOBanu crneuuannctel (HEBPO-
natonor, MHPEKLUNOHUCT, CTOMaTonor 1 ap.).

HabniogaembiMm 60MnbHLIM B KpaeBOM MeauKo-re-
HETUYECKOM LIEHTpe MNPOBOAMMNCH MCCrefoBaHue
XJI0pUOoB NoTa, reHeTu4eckoe NOATBEPXKAEeHNE aAna-
rHO3a — BbISIBIIEHNE KOHKPETHOW MyTaLuu.

Pesynbrarbl uccnegoBaHus

lMepBoe nocTynneHne B negmatpudeckoe oTae-
neHve [eTckon KpaeBOW KIMMHUYECKON OOnbHULbI
peten, bonbHbix MB, oTmeuyeHo B 1,5-2 mecsua.
B Habniogaemon rpynne n3 15 getert 6ONbLUMHCTBO
Obino manb4mkoB — 9 (60%), nesoyek — 6 (40%). U3
aHamHesa xusHu: 40% peten poaunuce ot 1-i Be-
peMeHHOCTH, B 67% cny4yaeB npoTekaBLlen Ha oOoHe
OPW, yrposbl npepbiBaHWs, MHOroBoausi, dpetonna-
LeHTapHoOM HegocTaTo4HocTH; 60% — oT 2-i 1 6onee
©epemeHHOCTU. Poabl kecapeBbiM ceveHrem — B 22%
cnyyaes. [pu poxxaeHun cpegHue nokasateny macchl
n pocta coctasunu 3342 r n 52 cM COOTBETCTBEHHO;
cpegHee 3HaveHue nHaekca Typa — 66.

Bce 60onbHbIE NOCTYNWY C pasnmMyHbIMK Xanoba-
MU: Ha CyXOW Kallelb, CHWXEHHbIA anneTuT, CpbIrn-
BaHMe, CHWXeHne macchl Tena. MNpu CKpUHUHIE HO-
BOPOXOEHHbIX Y BCEX AeTEN OblN BLISBIEH BbICOKWN
ypOBeHb TpuncuHa, cpegHee 3HadveHne VNPT B rpyn-
ne coctasurno 184 Hr/mn.

lMpoBeneHne B KpaeBOM MeEOUKO-TEHETUYECKOM
ueHTpe OHK-gnarHoOCTMKM MO3BONUIIO BbLISABUTL MY-
Tauuio reHa MB y 53% 6onbHbIx, y 47% onpenenvtb
He yganock. [o pesynbTatam uccnegoBaHumn ycra-
HOBMEHO, YTO Hamnbornee yacTon mytaumen y geten
paHHero Bo3pacTta B KpacHogapckom Kpae siBnseTtcs
F508del, koTopas BbisBneHa B 88% nccnegoBaHHbIX
xpomocoM. [Npn 3TOM B FOMO3UIOTHOM COCTOSIHUK
F508del HangeHa y 1 6onbHoro (14%), B kKomnayHae
¢ apyrummn myTtauuamm 2184insA, N1303K — y 2 na-
umeHToB (29%), y 5 neten (63%) BTOpas mytaumsi He
Obina obHapyxeHa. ¥ 1 6onbHoro (13%) — myTauus
2184insA B koMnayHAe C HeonpeaeneHHon MyTaum-
en. Y HabniogaemMbix OOMbHbIX NPU UCCREeAOBaHUN
X1opnaoB noTta cpegHee 3HadeHue coctasuno 108
MMONb/N npu Hopme 60 MMonb/m.

MpeobnagaHne B KIMHUKO-aHAMHECTUYECKUX
OaHHbIX 3aboneBaHnsa Tex UNu Apyrux CMHAPOMOB
NMO3BONUIIO BbLIAENNTb OCHOBHbIE  KIUHUYECKME
dopmbl MB. CMelLaHHas hopma gmMarHoctupoBaHa
B 100% cnyyaes, y 1 6onbHOro — cmeluaHHas op-
Ma C MpeuMMyLLeCTBEHHbIM MOpaXeHueM OopraHoB
OblXaHus.

MHTerpanbHasi oLueHKa KINMHNYECKUX napameTpoB
y Habnogaemblx 60MNbHbIX NO3BONMIA 0ObEKTUBN3U-
poBaThb TSHKECTb COCTOSIHNA GonbHbIX MB. Tsxenoe
TeyeHne 3aboneBaHns npeobnagano Hag COCTOSAHU-
em cpeagHen Tskectn: 53% 1 47% COOTBETCTBEHHO.

TsaKeCTb COCTOSHMA Yy AEeTen paHHero Bo3pac-
Ta obycnoenvBanacb Takke M HanMyMem BO BCEX

UMNOHUTIMTOW NISHRABH UMNOHEQAY
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crny4yasix OT OOHOro 40 HECKOMNbKUX COMYTCTBYHOLLMX
3abonesaHuii. Hanbonee uactonm conyTcTBylOLLEN
natoriornen fAesunacbh xenesogeuuntHas aHemusi
nerkon crenenun Tskectn (35%). Ha BTopom mecte
(B 25% cnydvaeB) — HeBposfiormyeckass naTonorus
(MMHMManbHas Mo3roBasi AMCEYHKLMSA, CMELLaHHbIN
HWXHWI Napanapes, CUHAPOM NErkux ABuraTesbHbIX
paccTpomncTB B (hopmMe NUpamMmMaHON HE4OCTaTOYHOC-
TW B KOHEYHOCTAX W Ap.). BupycHble 3abonesaHus
(LLMB-nHpekums, repnetnyeckas MUKCT-UHEKLMS)
BbisiBNeHbl Y 20% 6onbHbIx. BIMC (knanaHHbIN CTeHO3
nerovyHon apTtepuu, (PyHKUMOHMPYIOLLEE OBaslbHOE
OKHO) ¥ MOPaXXEHUS MOYEBLIAENUTENBHON CUCTEMBI
(MHEeKUUN MOYEBBLIAENUTENBHON CUCTEMBI, TyByno-
WHTEePCTULManbHbIN HePUT) 3aHMMalOT nocnegHee
mecTo (no 10%). C momeHTa npopesbiBaHMs 3y6oB
y 11 peten (73%) BbIABNEHO NopaXeHne CnM3ncTon
pTa n 3yboB B BUAE CMHOPOMA 3aTpyAHEHHOro Mpo-
pe3biBaHus 3y6oB, kapueca 3y6oB, cToMaTuTa.

HapyLlueHuns HyTpUTUMBHOMO cTaTyca Takke oKasbl-
BalOT 3HAYMTENbHOE BIUSIHME HA TSXKECTb TeYeHus
3aboneBaHus. o Hawmm HabnogeHusMm, cpegHee
rapMOHUYHOE pa3BuUTME B HabMNgaemon rpynne oT-
Me4eHo nuwb Y 12,5% 6onbHbIX, a B 87,5% nmenunce
HapylleHue HyTPUTUBHOIO CcTaTyca, HeaocTaTok
Macchbl BbisiBNeH B 75% cny4vaes, He4oCTaToK Maccehbl
n pocta — B 12,5% cnyyaes.

Cpokn pebiota MB onpegensaoTca TSXKECTbHo
ero TeyeHus. MaHudecraumsa 3aboneeaHus y Bcex
HabntogaeMbix 605bHbIX Obina B NepeBble 2 Mecsua
XM3HWU. Havano conpoBoxaanochb y Bcex GOMbHbIX
CYMMNTOMaMUNOPaXXeHNA BPOHXONEroO4HON CUCTEMbI—
Nno OGPOHXUTMYECKOMY BapuaHTy, MPOTEKaBLUEMY B
60% cny4yaes 6e3 obcTpykuun, a B 40% — ¢ o6CTpyk-
TMBHbIM CUHAPOMOM W AblXaTerbHOW HeJocTaTod-
HocTblo |, Il cteneHn. Ha peHTreHorpamme opraHoB
rpygaHoOM MofocTM TUMUYHBLIM ObiNo OBHapyxeHue
yCUNeHus NeroYHoro pucyHka, gecdopmauum 3a cyet
BpPOHXOCOCYQUCTOr0 KOMMOHEHTA, paclUMPEHUs, UH-
unbTpaLUMm KOPHEN, y OOHOro OONBHOMO — SIBNEHUS
nHeBModnbposa.

MwukpobHO-BOCNaNUTENbHLIA Npouecc B OpoH-
XOrerovyHon cucreme GonbHbix MB pasBuBaeTcs C
nepBbiX Hegenb-mMecsiueB XU3HM pebeHka B Buae
rmnepTpocnn BPOHXMAnNbHBIX CIM3UCTBIX Xenes u
rMnepnnasun 6okanoBuaHbIX Knetok. Pesynbratom
3TUX M3MEHEHUN SBNATCA 0OTypauusa nepudepu-
YeCKMX OblXaTerbHbIX MyTEN, HapyLleHne MyKOLMIN-
apHOro KnuMpeHca, MHdekums u BocnaneHue [5].

[Mony4yeHHble pe3ynbTaTbl MMKPOBMONOrM4YeCcKoro
nccriegoBaHus nocesa m3 3esa y 12 (80%) 60mbHbIX
MO3BOMSIOT CyauTb O XapakTepe KONoHu3auum 6poH-
XOB MaTOreHHOM M YCrOBHO-NATOreHHON MUKPOQISIo-
povi (YIIM) y neteit paHHero Bo3pacTta [3, 4].

Mo HawuMm paHHbLIM, TONMbKO Y ABOMX OGOSMbHbLIX
B 4% cnyyaeB BbiceBanucb Enterococcus faecalis,
Enterobacter cloacae B Bnge MoHokynbTypbl. B ac-
coumnaumn y 6onblimHcTBa 60nbHbIX (32%) BbICEBA-

nuce ctpenTtokokku (Str. viridians, Str. pneumonia,
Str. faecium). B 18% cnyyaeB 13 3eBa BbiCEBanuchb
rpmbbl poga Candida albicans, Candida tropicalis
n crtadunokokkn (St. aureus, St. epidermidis). Ps.
aeruginosa u Klebsiella pneumonia BblgeneHbl B
6%, B 4% cny4aeB — Haemaphilis parainfluenzae n
Acinetobacter calcoaceticus [4].

MMony4yeHHble OaHHbIE NO3BOMSAT roBOpUTbL 00
3TanMHOCTM KOMOHM3aumMm OpPOHXOB MNaTOreHHOW u
YTIM. B 6 mecsaueB y 60mnbHbIX BbicEBaNncb CTpen-
TOKOKKM, B 10 mecsueB y AByX OOMbHbIX BbiBEHA
Ps. aeruginosa B accoumaumm co CTPENTOKOKKaMMU.
K 1,5 roga B noceBax oGHapy»XeHbl CTaUITOKOKKM,
rpubel, Klebsiella pneumonia [3, 4].

MopaxeHue xenyao4Ho-kuwe4dHoro Tpakta (PKKT)
B pa3HOW CTENeHU OTMEYEHO Yy BCex BOMbHbIX B Ha-
6nogaemon rpynne. B ctpyktype nopaxeHus XKKT
Oncbuno3 KuwevHuka coctaBun 87%, peakTUBHbIE
M3MEHEHUS MevYeHn W1 MOMKEeNnydoyYHON >xenesbl Mo
OaHHbIM Y3-ckaHupoBaHus — 67%, peakTUBHbIA He-
cneunduyeckuin renatut — 7%, NOBEPXHOCTHbLIV racT-
poayoaeHuT — 7%, annasus XenyHoro ny3bips — 7%.
CocTosiHne yHKLUUM NogKenyAo4HOW Xenesbl onpe-
Oensanu, uccriefys naHkpeatuyeckyto anactasy y 11
OonbHbIX, cpeaHee 3Ha4yeHWe cocTtaBuno 97 MKI/r.
B 60% cny4yaeB Habnoganockb CHUXeHWe naHkpeaTn-
Yeckow anacTasbl Hvxke 15 MKr/r, nuwb y ABonx 6onb-
Hbix (13%) naHkpeaTnyeckasi anactas3a COOTBETCTBO-
Basia HopmarsbHbIM 3Ha4YEHUAM — 263 MKI/T.

O6cyxpaeHue

Takum o6OpasoM, npoBefeHHOe wuccregoBaHue
KNWHWKO-NapaknuHmyeckux ocobeHHocten MB 'y
aeten paHHero BospacTta B KpacHopapckom kpae,
Habnogaembix ¢ 2007 r., nokasano, YTo B HacTos-
Liee Bpems MONHOe KNuHu4eckoe obcrnegoBaHue
N YyCTaHOBIIEHME AuarHosa getam, 6onbHbim MB, B
Kpae npoBoasATcs B Bo3pacTe 1,5-2 mecsaueB. Ckpu-
HWHI HOBOPOXAEHHbIX Yy BCEX AEeTeN B HabnogaeMon
rpyrnne BbIsIBUN BbICOKMI ypoBeHb UPT.

Haunbonee vactas mytaums B KpacHogapcCkom
Kpae y getewn paHHero Bo3pacta — F508del (88%).

OueHKa OCHOBHBbIX KNMHU4Yecknx popm MB noka-
3ana npesanupoBaHue cMmelaHHon gopmbl B 100%
cny4aes, y 1 6onbHOro — cMelaHHas gopma ¢ npe-
MMYLLLECTBEHHBIM MOpPaXXeHUEM OPraHoB [AblXaHWS.
Tsaxenoe TeyeHne 3abonesaHusa npeobnagano Hag
COCTOSHMEM CpeHEN TsHKeCTU U cocTaBmno 53%.

Y Bcex 6onbHbIX B Habrogaemown rpynne Bbl-
AIBMEHO OT OZHOro0 A0 HECKOSTbKUX COMYTCTBYHOLLMX
3aboneBaHuii. Hanbonee 4acTton conyTCcTBYOLLEWN
natonorven asmnachk xenesogeuuntHas aHeMns —
35%, Ha BTOpOM MecTe (B 25% cny4aeB) HEBPOMO-
rmyeckas naTonorus, Ha TPeTbeM MECTE — BUPYCHbIE
3aboneBaHus (20%), BIMC n nopaxeHns moveBblge-
nutensHon cuctembl — no 10%.

HapylleHusa HyTpUTMBHOIO ctaTtyca, Mo Hallium
HabnogeHnsiM, oTmeveHsl B 88% cny4vaes, npuyem



HeoCTaTOK Macchl BbisIBNeH B 75% criyyaes, Heo-
cTaToK Macchl n pocta — B 12% cny4aes.

[ebior MB y BCcex Habniogaembix BOMbHbIX OT-
MEeYeH B MnepBble 2 Mecsua XU3HW B BPOHXUTMYEC-
KOM BapuaHTe, npoTtekaBwem B 40% cnyyaeB cC
OOCTPYKTMBHBIM CUHOPOMOM M AblXaTenbHOW He-
poctatovHocTblo |, Il ctenenun. PesynbTtatbl MUKpO-
Buonormyeckoro nccneaoBaHusa noceea U3 3esa y
80% 6onbHbIX Nokasanu, 4To B accounauun y 32%
GONbHbIX BbICEBANUCH CTPENTOKOKKM, Y 18% — rpubsbi
poga Candida 1 ctadunoKoKku.

Meps.bit BoiCceB Ps. aeruginosa B accoumnaumm co
CTpenToKokkaMu y 6% OonbHbIX oTMe4veH B 10 me-
caues. K 1,5 roga B noceBax 13 3eBa B Habnwoga-
eMon rpynne OBHapyXeHbl CTadUIIOKOKKKN, rpubsbl,
Klebsiella pneumonia.

B cTpykType nopaxeHus XKKT gucbnos KuedHu-
ka coctaBun 87%, peakTUBHblE U3MEHEHUS MEYEHU
W noaxenynodHoum xenesbl — 67%, peakTUBHbIA He-
crneumpu4eckMin renaTut, NMOBEPXHOCTHbIN racTpo-
OYOLEHUT, annasus XXen4yHoro ny3bipsi COCTaBuUNn rno
7%. B 60% cnyyaeB Habnoganocb CHMXKEHMUE NaHK-
peaTnyeckon anacrtasbl Hke 15 MKr/T.

Takum obpa3om, NPOBOAWMMBIN CKPUHUHI HOBO-
POXOEHHbIX Ha cofepXaHne B KPOBUM MMMYHOpeak-

TUBHOTO TPUMCKHA NO3BONAET ANarHOCTMPOBaTb My-
KOBMCLIMA03 M HayaTb 6a3nCHyto Tepanuio ¢ NepBbIX
MECSAILIEB KM3HW, OOHaKO 3TO He npegoTBpaliaeT
JanbHelllee pasBuTue 3aboneBaHus.
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