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MyxkoBuciuno3 (MB) — HacnencTBeHHOE MO-
HOTEHHOE 3a00JIeBaHUE, XapaKTepU3YIoIIeecs mopa-
JKEHHEM DK30KPUHHBIX KeJe3 KU3HEHHO Ba)KHBIX
OpraHoB M CUCTEM U UMeEIoIee 0ObIYHO TSKENIOE Te-
YEeHHE W MPOTHO3. PecriupaTopHbIil TpakT O00JIBHBIX
MB mpeacTaBisieT YHUKAILHYIO CPeIy Ul CyIIecT-
BOBaHUsI OaKTepHil: 3aTpyIHEHHBIH MYKOIMIHAP-
HBIA KJIMPEHC, TyCTasl B3Kasi MOKPOTa, MaJIOBEHTH-
JUpyeMble y4acTKH OpOHXHUAJIBHOIO JiepeBa, clie-
IM(GUYHOCTh CTPOEHUS ANUKaIbHON IMOBEPXHOCTH
AMUTENUANIBHBIX KJIeTOK. Hambonee pacmpocTpaHeH-
HBIMHU BO30yauTesiMu ipu MB siBnsitotes S. aureus,
H. influenzae u P. aeruginosa. B Hactosiiee BpemMs
BO3pOCa POJIb MUKPOPTraHu3MoB Burkholderia
cepacia complex, KOTOpble MOTYT PUBOJIUTH K (hop-
MHUPOBAHUIO TSHKEJIOT0, HEKOHTPOJIUPYEMOTO THOM-
HO-BOCTIAJIUTENIHHOTO TMPOIIECCa B PECITHPATOPHOM
TpakTe U rudenu OOIBLHOTO B TEYCHHE HECKOIBKHUX
neT nocie uHpunrpoanus. CBOEBpeMEHHAs JUar-
HOCTHKA, aJICKBAaTHBIM BHIOOP aHTUOMOTHUKOB, UX

102

KOM6I/IH3.I_II/II/I 1 103 ABJIAKOTCA OCHOBOIIOJArarOIuMu
B TE€palMu 3TOT0 TSHKEIIOrO COCTOSHUA [1]. HpI/IBO-
JUM COOCTBEHHOE KIIMHUYECKOE Ha6J'IIO[[eHI/Ie.

KJIMHNYECKOE HABJIIOAEHUE

W3 anamuesa: [lanmuentka J[. 14 net HaGxio-
Janach B IyJbMOHONOrH4YeckoM otaenenuu ['bY3
AO «l'opojckas neTckas KIMHUYECKas: OOJbHUIIA
Ne 2» r. Actpaxanu c okTs6psa 2004 roga, korga
B Bo3pacte 10 mMecsueB Mo COBOKYIHOCTH KJIMHUYE-
CKHX M JJaOOpaTOPHBIX NOKa3aTeieil ObUT BBICTABICH
nuarno3 « MykoBucuao3». JleBouka peryisipHo
OCMaTpHUBAJIaCh MyJIbMOHOJIOTOM IO MECTY JKUTEIb-
CTBa, MPOBOIMIA MHOTOKOMITOHEHTHYIO TEPAITHIO
COTJIACHO COBPEMEHHBIM PEKOMEHIAIUAM U MPHU
000CTpeHmSIX OPOHXOJIETOYHOTO TPOoIiecca TOCIIH-
TaTU3UPOBANIACH B CTAIMOHAD ISl IPOXOXKICHUS
Kypca BHYTPHUBEHHOH aHTHOAKTEpUAIbHOW TepaIiuu
C YYETOM aHTHOAKTepHATbHON YYBCTBHTEIEHOCTH
JOMHHHPYIOIIETO PECTTUPATOPHOTO MHUKPOOHOTO
areHta — Pseudomonas aeruginosa.
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B derpane 2016 rona npu uccieI0BAaHUA MUK-
POOHOTHI JbIXaTeNbHBIX MyTEH BIIEPBBIC UICHTH(DH-
uupoBaHa Burkholderia cepacia complex. OnHako
Ha MPOTSHKEHUH Moceayomux 1,5 et cocrosinue
pebeHKa ocTaBanoch CTaOMIIBHBIM.

B xonne uronst 2017 roma cocTosHUE TEBOYKU
YXYANIHAIIOCH: YCHITHIICS Kalllellb, 0COOCHHO B HOY-
HO€ BpeMs, YBEIUIMIOCHh KOJTUYECTBO MOKPOTEHI,
TOSIBIJIACH OJIBIIIKA, (DeOpHITbHAS JTUXOPAJIKa, PE3KO
YXYUIUIOCH camodyBcTBHE. OTpullaTeNbHas JTUHA-
MHKa B COCTOSIHMM Pe0CHKa acCOLMMPOBaHa C ca-
MOTIPOHU3BOJILHBIM OTKa30M OT TE€palHH B TEYCHUN
14 nueit mocite nicuxomorudeckoit TpaBmbl. 30.06.17
C BBIIICYKa3aHHBIMH JKaJI00aMH POJIUTEIN peOSHKa
0o0paTHIINCh 32 MEIUIIUHCKON MOMOIIBIO B ITYJIb-
moHosioruueckoe otaeiaenue 'bY3 AO OJKB
nM. H.H. Cunuesoil r. ActpaxaHu.

Hpu nocrymnennn: CocTosiHue peOeHKa TsKe-
moe. JleBouKka MpaBUIIBHOTO TEIOCIOXKEHUS, T0-
HUKeHHOro nurtanusa. Poct 159 cm, Bec 37,5 kr
(UMT 15). Koxka, cinu3ucTteie YUCThIE, OJICTHEIE,
C CepoBaThIM OTTEHKOM, JiehopMaIvs TUCTATBHBIX
(ayiaHT MajbleB M0 TUIY «0apadaHHBIX MAIOUYCKY,
«9aCOBBIX CTEKOJD» BBIPKEHBI 3HAUUTENBHO. SpO2 =
= 82—84%. Opnpimika ¢ yyacTHeM BCIIOMOTaTelb-
Hol Myckynarypsl. YJI/] 38 B munyty. Kamens
MaJIOTIPOIYKTUBHBINA, MOKPOTAa OTXOIUT C 3aTpy/I-
HEHHEM, Cepo-3eJIeHOro 1erta. [lepkyTopHO — Hajg
JIETKMMH Ha4yMHas C CepeIUHBI JOMATKU C 00enx
CTOPOH TIPUTYIUIEHHUE TIEPKYTOPHOTO TOHA. AYCKYIb-
TaTMBHO — JIBIXaHWE OCJIa0JIEHO C 00X CTOPOH,
OoJIbIIIe CIeBa, BHICTYIIUBAIOTCS OOHMIIBHBIC BIIAXK-
HBIC XPHITbL, IPEUMYIIICCTBEHHO MEJIKOMY3bIpUaThic
U Kpenutupyoomue. TOHBI cepana IpUriyuieHbl,
PUTMHYHBIE, CUCTOJIMYECKUH IIYM XOPJAadbHOTO
TeMOpa. JKuBOT He B3AyT, MPH MajblAlK MATKHH,
6/0 Bo Bcex otaenax. [ledens + 3 pebepHoii nyry,
Kpaii toTHbIN. Cene3eHka nanenupyercs Ha 1,5 cM
HIke pedepHoi ayru. Ctyn 1 pa3 B eHb, opopm-
JICHHBIA. Moueuncnyckanue cBoOoaHoe, 0e3001e3-
HeHHoe. [1o TspkecTH cocTosHUS pebeHOK ToCuTa-
JIU3UPOBAH B OTACICHUE PEaHUMAITUH.

IIpu obGcnenoannn: OOmMA aHATH3 KPOBH
30.06.17: Hb — 131 r/n, neiixouuts — 16,8x10°
(P03 — 2%, manoukosinepueie — 7%, cermeH-
tosinepubie — 70%, mumdorutet — 15%, mo-
HOIUTBHI — 6%); COD — 45 mm/u. Tokcndeckas
3epHHUCTOCTH +++. OOIWMi aHaTM3 MOYM, KOMPO-
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rpaMMa, OMOXMMHUYECKHE MTOKa3aTe KpOoBH — 0Oe3
3HAYUMBIX U3MEHEHUI.

IoceB MOKpOTHI Ha (WJIOPY U YYBCTBHTEILHOCTD
K aHTHOWOTHKAM: B. cepacia complex 1yBCTBUTENb-
HOCTh K JICBOMHUIIUTUHY ¥ IIePTa3UAUIUMY, PE3U-
CTEHTHOCTh K MEPOIHHEMY, UMHUITMHEMY, e]urm-
MY, aMUKaIMHY, [eQTPHAKCOHY.

PenTreHorpaMma OpraHoB TpyJHON KIIETKH
ot 30.06.18. Otmeuaercs CHWDKEHHE MTHEBMATH3a-
UM 000MX JIETOYHBIX TOJIEeH CPEIHEN MHTCHCUBHO-
CTM HEPaBHOMEPHOH IIOTHOCTH, OOJIBIIE B TPOIK-
LMY HUXKHEH JOJIM JIEBOrO JErkoro. JlerouHslit
PUCYHOK YyCHIIEH, Je()OpMUPOBAH, KOPHU YETKO
He Tu(GEpeHITUPYIOTCS, CHHYChI CBOOOIHBI, JT1a-
(parma pacronoxxeHa 0ObIYHO, OPTaHbl CPEIOCTe-
HUSL 0€3 0COOEHHOCTEH.

[To coBOKYITHOCTH KIMHHYECKHUX, JIAOOPATOPHBIX
YW MHCTPYMEHTAJIBHBIX METOJOB B MCCIIEIOBAHUU
ObUI BBICTABJICH CIICAYIOIIMH KIMHUYECKUN Juar-
Ho3: mykoBucuuao3 (F508del/F508del), cmemannast
¢dopma, TsDKEIoe TeueHHe. XPOHMYECKUH 00CTpYK-
TUBHBIA OpOHXHT, oOocTpeHue. ByCTOpOHHSS TO-
JIICerMeHTapHasi THEBMOHUSL. J[MCCEeMIHNpPOBaHHbIE
Oponxoakrasbl. Auddysubiii meeModuopos. JIH —
II—III crenenu. XpoHudeckoe UHPUIUPOBAHUE
JIBIXaTENBHBIX TyTel B. cepacia complex. XpoHu-
Yyeckas MaHKpeaTHYecKasi HeIoCTaTOYHOCTh. benko-
BO-DHEpreTnyecKas HeJI0OCTaTOYHOCTh 2 CTEIEHHU.
[MpuHuMast BO BHUMaHUE, YTO Y peOCHKA XpOHHYE-
CKasl ceranroHHass HHMEKIHs, TPU MOCTYIUICHUH
Ha3HaueHa Tepanusi ¢ 4 aHTHOAKTEpUAITBHBIMU
mperapaTaMy: MeporieHeM 6 T/CyTkH, 1edrazuaum
7,5 T/cyTKu BHYTpPHUBEHHO, OucenTol 3,36 T/CyTKu
1 IUIpoQJIIoKcalyH 2 I/CyTKd BHYTph. [Tomumo aH-
THOAKTEPHAILHON Tepanuu peOeHKy OblIa MPOI0JI-
JKEHa W pacIIupeHa MyKOIUTHYECKas W OpOHXO-
JUUISITHPYIONIAs TEPaus; WHTAISINYU ITyJIbMO3HMa
2,5 Mr x 1 pa3 B ieHb; THIIEPTOHNYECKUIN pacTBOp
7% 1o 4 ma x 2 pasa B nens, ALl 600 mr x 1 pa3
B JIeHb; HHra/SIIKHU Oepoyaia mo 20 Kareib X 3 pa-
3a B aeHb. [Ipomomkena 6a3ucHas Tepanus: Kpe-

o 10000 — 20 kamcynm B CyTKHM W YpPCOCaH
1000 Mr/cyT Ha3Ha4YeHbI CUCTEMHBIE TTIIOKOKOPTHU-
KOCTEPOHIBI.

HecmoTpst Ha TpOBOIMMYIO TEpamuio, HaOIro-
Janach OTPUIATENbHAS KIMHUKO-PEHTTEHOIOIHYe-
CKas JTUHaMHKa. PebeHka mponxoynkano JIuxopa-
IUTh Ha (peOpUIbHBIX Hppax, HAPOCIO TAXUITHOE
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710 46 IBIXaTENBHBIX JBIKEHUH B MUHYTY, YPOBEHb
caTypalnuu KMCJIOpoJia B KPOBHU MPU MOCTOSHHOMN
notaiun He npeBbiman 89—90% (Ha Bozayxe: 75—
80%), HaOMFOIAIMCH AMU30bI KPOBOXapKaHbs. [Ipu
AyCKYJIGTAllMK JIETKUX Ha (POHE TOTAIBLHOrO OCiad-
JIEHUs ABIXaHUS BBICTYIIUBAIUCH BIAXKHBIC, TIPE-
MMYIIECTBEHHO MENKOITy3bIpUaThie U KPEmUTHPY-
FOIIUE XPUIIbl. PEHTreHOrpaMma OpraHoB TpyHOU
xiretku ot 02.07.17: ToTambHO B MpaBOM JIETKOM
Y B MPOEKIUU HIDKHEH JIOJU JIEBOIO JIETKOTO OII-
penenseTcs CHIKCHHE THEBMATU3allUA WH(UIb-
TPATUBHOTO XapaKTepa 3a CYET MEIKOOYaroBBIX
YIJIOTHEHUH C HEYETKUM KOHTYPOM, CKIJIOHHBIE
K cnusiauio. OTprunaTenbHas TMHAMUKA 110 CpaBHE-
HUIO ¢ peHTreHorpammoi ot 30.06.17.
HeonnoxpatHo npoBoaniack 3a04Hble TeNe(OH-
HbIC KOHCYJIBTAIIUN C Bpa4aMH MOCKOBCKHUX IEHT-
poB MykoBucuHg03a. COTJacHO PEKOMEHIAIMSIM
Ha 3-i1 [eHb JIeYeHHs] NMPHUCOEIWHEH Mpernapar
W3 TPYIIIBI TETPAIMKINHOB — MHHOJIEKCHH B JI03€
200 mr/cyT. HecMoTpst Ha Tepanuio COCTOSHUE pe-
OeHKa OCTaBaIOCh KpaliHe TSHKEIBIM C OTPHIIATEIb-
HOH TMHAMHKOM, B CBSI3H C YEM PACLIMPEH KOMILIEKC
AQHTHOMOTHKOB JI0 6 TIPETapaToB W YBEIUYECHBI J03bI
710 MaKCHMaJIbHBIX TI0 JAHHOM HO300JI0THH (MEpo-
niereM 9 1/cyT, nedrazuaum 12 1/CyT, T1€BOMUIICTHH
1,5 rp/cyt, uunpodnokcanus 1,5 rp/cyT, MUHONEK-
cut 200 mr/cyt, 6ucenron 4,8 rp, pirynmynmn-UT —
AHTUOMOTHK MHraJIUOHHO 1,5 rp/cyt). JloOaBieH
MIPOTHBOTPUOKOBEIN mpemnapat ((mrokopyc). Yuu-
THIBas CTENEHb TSHKECTH PeOeHKa, MO JKU3HEHHBIM
MOKA3aHUSAM TEPaIusl POBOIMIACH OPUTHHAIBHEI-
MU aHTHOAKTepUATBHBIMU TIpenaparaMu. Kcmoms-
30BaHUE JaHHON KOMOMHAIMH TPOJ0JDKAIOCH B Te-
yenre 28 aHeil. YMeHbIIeHne 103 WiIH KOJMYecTBa
aHTUOAKTEpUaNbHBIX MPEMapaToB MPUBOJUIO
K YXyALIeHHIO cocTosiHus nauuentku. [locne 1 me-
Cslla MCMOJIL30BaHUS JJAHHOW KOMOWHAIIMU HAOIFO-
JIaJIach MOJIOKHUTEIbHAS KITMHUKO-JIA00paTopHast JTu-
HamuKa. Y peOeHKa yIydIIniioch CaMOYyBCTBHE,
TaXWITHOE CHU3WIIOCH JI0 24 IbIXaTeNbHBIX JBIKE-
HUH B MUHYTY B TIokoe. Heo0XoamMocTh B AoTalin
KHCIIOpOAa BO3HUKAJA TOJIBKO MpH (U3NYECKOM
Harpyske, B mokoe SpO2 coctaBusna 91—93%.
Kamrens cran pexe, npoaykTuBHee. B aHanu3zax
KPOBH HAOIIOAANICS TPEH]T PETPECCHH BOCTIATUTEIh-
HOW aKTUBHOCTH B BHJE: YMEHBIIICHHUS KOJMYECTBA
neiikonutoB 10 10,8 x 10°, ucue3sHOBEHMS MANTOYKO-

sinepHbIX (opM, cHkenuss COD 1o 22 Mm/4, ypoB-
a1 CPb n mpokansIiiuToHMHA.

Uepes 1,5 Mecsiia ¢ MOMEHTA MOCTYTUICHUS
Ha (poHe cTaOMIM3ALIUU COCTOSHMS ObLT YMEHBIIICH
00beM aHTHOAKTEePUAILHOH Teparuu J10 4 mpenapa-
TOB Y CHIDKEHBI CyTOYHBIE JI03bI (MeporieHeM 9 r/cyT,
uedrasuaum 9 rp/cyrt, neBoMuuTUH 1,5 r/cyr,
dbayumyuin-UT — aHTHOMOTHK MHTaJISLIMOHHO
1,5 rp/cyT).

OpHako npu AajbHEUIIEM CHUKEHUU JI03 MEPO-
neHeMa ¥ redrazuauma 10 6 T/CyTKU HaOIoaaIoch
pe3Koe yXyaIIeHHe COCTOSHHs peOeHKa, BhIpaka-
foleecs B HapacTaHUHM KapTHHBI OPOHXUTA, JIbIXa-
TEIHLHON HETOCTATOYHOCTH, OOIIEN MHTOKCHUKALIAHN:
cHmkenue SpO2 no 86%, cHOBa HAPOCIO YTOMIIE-
HHE JpIXaTenbHol Myckynatypsl ¢ Y11 no 32 B mu-
HyTy. B 00mem aHamm3e KpOBH PElUAMBAPOBAIIN
BBIPOKEHHBIC BOCTIATMTEIbHBIC m3MeHeHws (30.06.17:
Hb — 95 r/n, neiikormtsr — 19,8 x 10° (303 — 0%,
nanoyKosiiepHsie — 4 cermeHrosaepHsie — 85%,
mamormtel — 10%, monotmtel — 1%); COD —
60 mm/u. Ha pentrenorpamme ot 18.09.17: ormeua-
€TCsl TOTAILHOE CHIDKEHHE ITHEBMATHU3AIMHA 000MX
JIETOYHBIX MOJIEW CpeaHEN NHTEHCHBHOCTH HEpPaB-
HOMEPHOM TIJIOTHOCTH.

Y4uuThIBasI BRIPAKEHHYIO OTPHUIIATEIILHYIO JTUHA-
MHKY B COCTOSTHHM OOJBHOM, KOMIUIEKC aHTUOAKTe-
PHUAJBHBIX CPEJCTB BHOBH OBLT YBEIUYEH JI0 6 Ipe-
MapaTtoB B MaKCUMAILHBIX JI03aX C poTarmen ned-
TasuaMMa Ha IUIepalu/uIMH/Ta3o0akTaM. Belia
POJIOJKEHA Tepamsi: MeporieHeM 9 1/cyT, JeBo-
MuLeTuH 1,5 rp/cyt, nunpodiokcanus 1,5 rp/cyr,
oucenton 4,8 rp, payumymun-UT — aHTHOHOTHK
UHTBIIHOHHO 1,5 Tp/cyT. [lpuHnmas Bo BHUMaHKE
JUIMTEIILHOCTh U 00bEM aHTHOAKTEPUAIbHOU Tepa-
MY, B JIeueHue ObLT I00aBIIeH BOPUKOHA30J B JIO-
3e 400 mr/cyt. Tepanust B JaHHOM 00BbEME IPOBO-
JTUIIACh B TEUCHHUU 4 HEJIEIb U TI0CIe CTA0MITU3aIiN
COCTOSTHUS ObLIa COKpaIlieHa 10 3-X SHTEPAITbHBIX
npemnaparoB. [locie 4-x MecsIeB CTallMOHAPHOTO
nedenus 2.11.2017 peGeHOK OBLT BBIIMCAH C PEKO-
MEHJAIMAMH JJIUTEIHOTO TpreéMa KO-TPUMOKCa-
30J1a U UNpodIIoKcaliHa BHYTPh U (QIIyuMyIiIa-
aHTUOMOTHKA MHTATSIUOHHO. 3a BpeMsl TOCTIUTAIIH-
3anuu ObLTO BBeneHO okojio 2000 rpamMM aHTHOHO-
TUKOB. B HacTosImee BpeMsa peOeHOK IPOI0IDKAET
NoJTy4ath 3 yKa3aHHBIX Npernaparta ¥ HaOroIaThCs
amMOynaTopHO.
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Takum 00pa3oM, JaHHBIN KIMHAYECKHNA CITydaid
JEMOHCTPUPYET pa3BUTUE KpaifHEe TAKEIOro COCTO-
SIHUSL Y OOJIBHBIX MYKOBHCITUI030M CeTaIlHsI-CUH]I-
poMa, XapakTepHu3yromerocsi pyJIbMUHAHTHBIM yXY-
[IEHUEM JIETOYHOU (DYHKIIMH, acCCOIMHUPOBAHHOU
C BBIPAXXEHHBIMU JIECTPYKTUBHBIMH U3MEHEHUSIMU
JIETOYHOU TKaHHM, HEKOHTPOIUPYEMBIM, JUIUTEIb-
HBIM, TIEPCUCTUPYIONMIUM BOCIHAIUTEIbHBIM TPO-
1IeCCOM. ITO 00YCIIOBICHHO THOKOCTBIO U a/IallTH-
POBAHHOCTBIO K aHTHOMOTHKAM MHKPOOPTaHU3MOB
Burkholderia cepacia complex ¢ omHOW CTOPOHBI,
U MHOTroo0OpasueM (akTopoB BUPYJIEHTHOCTH, oOec-
MIEUYMBAIOIINX HEKOHTPOIHPYEMYIO POIAYKITHIO U~
TOKHUHOB, HHIyIIIPOBAHUS aloNTo3a U JAeTrpaHyJis-
[IMA UMMYHOKOMIIETEHTHBIX KJIETOK, C Apyrou [2].
B HacTos1ee Bpems He CyIIeCTBYET €IUHBIX CXEM
U aJITOPUTMOB JICUSHHSI TAHHOTO COCTOSHUSI, & JI03BI

DOI: 10.22363/2313-0245-2018-22-1-102-105

MpernapaToB U UX KOMOMHAIIMHA HOCST PEKOMEH/Ia-
TeNbHBINA XapakTep. MIcXo/s 13 BBIIIEU3I0KEHHOTO,
MOXHO YTBEpXKJaTh, YTO MPH JICUCHUU CEMallUU-
CHHJpOMa HeoOxoauma KoMOuHaiusa 3-X u 0omee
aHTHOAKTEpUATBHBIX TPETapaToB C BO3MOXKHOM PO-
TalMel U KOPPEKIren 103kl B 3aBUCUMOCTH OT CO-
CTOSIHUSI TAIIMEHTa U «OTBETa» Ha MPOBOAUMYIO
Teparnuio.
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Abstract. The article presents a clinical case of development cepacia syndrome in a patient with cystic fibrosis and the
detailed 4-month therapy, which is repeatedly adjusted depending on the condition of the patient.
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