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MeKoHus. [MpoBoannach BbICOKOYACTOTHAA UCKYCCTBEH-
Haa BeHTMAAUMA nerkux 100% O,. ina nogaepxaHnsa
CMCTEMHOrO KPOBOTOKA Ha3HauyeH fobyTamMuH B fo3e
10 MKr/Kr/MUH 1 HopaapeHanuH B fo3e 0,1 MKr/Kr/MUH.
Yepes 5 yacoB COCTOAHME YXYALWMUAOCH 3a CYET TaxXu-
Kapauu, gecatypauumn, aptepuanbHON TMNOTEH3UN.
lpoBepeHa Bonemuyeckasn Harpyska, HayaTo TUTPOBaHue
appeHanuHa. Mo gaHHbiM O3x0-KI BbiABNEHbI CnegytoLime
HapyLeHNA: MPU3HaKN NIerOYHOW rMnepTeH3nu, Hapy-
weHune dyHKuun MXK, noBbiweHne noctHarpyskn JIXK. Ha
MoMeHT nccnegosanua YCC coctasmna 190 ya/muH, pas-
HULa npe-n NocTayKTanbHoOM caTypauumn -7 %. icxopa ns
NoJslyYeHHbIX AaHHbIX MPOBeAeHa KoppeKLma KapamnoTo-
HNYeCKOW 1 Ba30NPeCcCOPHON Tepanuun: ymeHblueHa 4o3a

[o6yTaMnHA, OTMEHEH afipeHasviH, Ha3HaueH MUNPUHOH,
UTO NPVBENO K NONOXKUTENBbHOMY 3bdEKTY.

3akniouyeHuve

O3xoKIN MoXeT 1Ucnonb3oBaTbCA B KOMMIEKCHOMN
OLleHKe reMogMHaMMYEeCKUX HapyLWEHUN AnA KoppekK-
LK1 NPOBOAMMON Tepanuu. Y HOBOPOXKAEHHbIX B KPUTK-
YEeCKOM COCTOAHUM BO3MOXHO COYeTaHMe HEeCKONbKUX
naTtopr3nonormyeckmx NpoLeccoB, onpeaenaoLwmx
CHUKEHMe CUCTEMHOTO KPOBOTOKA, B TOM YMC/e CBA3aH-
HbIX C MOBOYHbIM JeNCTBMEM Ba30aKTMBHbIX Npenapa-
TOB. HefjooLeHKa NOBbILLEHHON MOCTHArpy3KM NpuBoanT
K CHUPKEHWIO CUCTONTMYECKON GYHKLIMM MUOKapaa v YXYA-
LUEHWIO KNIMHMYECKOro CcTaTyca pebeHkKa.

MYKOBUCLINA03 Y AETEN TOMENIbCKOW OBJIACTU
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BBepeHne

MykoBncumnaos — HacneacTBeHHaA CUCTEMHAA 3K30-
KprHONaTNA C ayTOCOMHO-PeLeCCMBHbBIM TUMOM Hacse-
[OBaHUA, XapaKTepur3yloLanaca paHHen maHudecTaumen
KNMHWYECKNX NPOABAEHUI C NPenMyLLeCTBEHHbIM NO-
paxeHnem OpraHoB AbIXaHWA U XeNyA0YHO-KNLLEYHOro
TpakTa.

Lenb

Ha ocHOBaHMM KIVHMKO-NabopaTOpHO-UHCTPYMEH-
TaJIbHbIX AaHHbIX U3y4YnTb 0COOEHHOCTM MyKOBUCLIA03a
y feten lomenbckon obnactu.

Marepuanbl u metofpbl

MNpoBeaeH aHann3 MmegMUMHCKON JOKYyMeHTaumnn 24
aeTen ¢ MyKOBUCLMAO30M MO AaHHbIM Y «[oMenbcKuni
006/1aCTHOW MeAUKO-TEHETUYECKUI LIEHTP C KOHCY/bTa-
unen «bpak n cembsa» (MrL) n Y «fomenbckasa obnactHas
JeTCKanA KNMHnYyecKasn 601bHNLax.

Pe3ynbtatbl

B 75 % cnyyaeB (18 netsam) AnarHo3 Obi BbiCTaBEH
Ha MepBOM rofy »KM3HW: B NepBble 2 Hefenu XU3HU -2
aetam (8 %), B 2 mecsAua-2 (8%), B 3 mecaua-1(4%), B 4
mMecAua-5 (20%), B 5 1 6 MmecALEeB AMAarHOCTUPOBAHO Mo
3 cnyyas (no 12 %), B 8 mecAueB-2 getam (8 %). Ha BTo-
pom rogy Xun3Hu -1 pebeHky (4 %), Ha 3 -3 geTam (12 %),
Ha4-1(4%),B7 net—1 (4 %) pebeHky.

Mpeobnagatowwein KNMHUYECKON dopmolt ABnAeTCA
MYKOBUCLMA03 C MaHKPeaTUYyeCKoM HeE[OCTAaTOYHOCTbIO —
E84.8 (23 nauueHTa; 96 %), y 1 pebeHKa (4 %) —neroyHas
dopma (MyKoBMCLMA03 C HEHAPYLLEHHOW GYHKLen nog-
XenypouHow xenesbl — E84.0).

[HK gnarHoctuka nokasana Hannume myTaumm dF508
reHa CFTRy Bcex nauneHToB, y 16 (64%) 13 KOTOPbIX B ro-
MO3MIOTHOM COCTOAHUN. Pexe BcTpeyvanucb: G542X -y 2
(9%) naymeHToB, IVS8-5T-y 1 (4%), 2184insA-y 2 (9%),
N1303K-y 3 (13 %) naymeHTOB.

KT-nccnepoBaHue opraHoB rpyAHO KNETKY BbIABUO:
O6poHx03KTa3bl y 14 (61 %) geTen (UMNUHAPUYecKue -y 8
(57 %), unnuHapUYeckne n mewwoTyaTble -y 6 (43%), nu-
HeliHble GMbpPOo3Hble TAXN -Y 8 (35 %), Andpdy3Hoe yTon-
LeHne CTeHKN BPOHXOB-Y 6 (26 %), HEpaBHOMEpPHYIO
NMHEBMOTU3ALMI0 IerOUYHON TKaH -y 5 (21 %), nepnbpoH-
XmanbHble oyarn-y 7 (30%), n3 Hux, y 3 (43 %) —menko-
OyYaroBble CTPYKTYpbl TUNa «aepeBa B noykax»,y 1(4 %) —
cybnneBpasnbHble oyaru.

AHanus pesynbTaToB MUKPOOMOMOrMYecKoro umc-
cnefoBaHMA MOKPOTbl Ha ¢nopy mokasan Hanuuue
Staphylococcus aureus y 9 (39 %) peteld, Pseudomonas
aeruginosa-y 6 (26 %), Escherichia coli-y 2 (8%). Y 18
(75 %) naymeHTOB BbigeneHHa Candida spp. Pexe BcTpeuya-
nuce: Klebsiella pneumoniae (4 %), Streptococcus salivarius
(4 %), Enterococcus faecalis (4 %), Stenotrophomonas
maltophilia (4 %).

Pseudomonas aeruginosa Bo Bcex cinyyasx okasa-
nacb YyBCTBUTENbHA K LiedponepasoHy/cynbbakTamy,
B 80 % - K yunpodnokcaLmhy, B 75 % — K Lebenumy v rex-
TamuUHYy, B 60 % — umenuHemy. K uedpotakcumy nonyyeHa
100 % pe3ncTeHTHOCTb.

3aknouyeHue

MykoBurcumao3y aetelt fomenbckoin ob6nacTv gnarHo-
CTUpPYeTCA B OONbLUMHCTBE CJyYaeB B NEPBOM MOYroann
nepBOro rofa »Km13Hu, NPOABAAETCA KINNHUYECKON GopMoN
C NaHKpeaTnyeckon HegocTaTouHOCTbio —E84.8, B 61 %
CJlyyaeB C pa3BUTMEM BPOHX03KTa30B. Kaxkabli ueTBep-
Tbll MALUMEHT MMeeT BbiceB Pseudomonas aeruginosa 3
MOKPOTbI, YyBCTBUTENbHYIO K Lieponepa3oHy/cynbbakTa-
My, PE3UCTEHTHYIO K LlepoTakcmmy. OCHOBHasA MyTauma —
dF508 reHa CFTR.
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