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KMIMHUWYECKOE TEYHEHMUE MYKOBUCLU-
AO3A C PASBBUTUEM MYKOBUCLIMOO33A-
BUCUAMOIO CAXAPHOI'O ANABETA

Y MAJNTBYUKA 14 NNIET

B cTaTtbe npeactaBneH KMMHUYECKUI cryyYan MyKOBMUCUMA03a CMeLLaHHOW OPMbI, TSHXKENOW CTeNeHn, COMETaHHOro C MyKOBUCLMA033aBUCK-

MbIM caxapHblM AnabetoMm, y Maneyvka 14 net.

KnioueBble cnoBa: mykoBucungos, Cesep, getu.

The paper presents a clinical case of cystic fibrosis mixed form, severe, combined with cystic fibrosis-related diabetes, a boy of 14 years.

Keywords: cystic fibrosis, North, children.

Beegenune. MykoBucumaos  (MB)
(Cystic Fibrosis) — Hanbonee 4acTasi Ha-
cnencTBeHHas nartonorus, obycnoesnex-
Has mMyTaumen reHa MBTP (mykoBucum-
[03HOro TpaHcMeMbpaHHOro perynsitopa
NPOBOAMMOCTM), BbI3bIBAKOLLEN HApyLUe-
HMe TpaHcrnopTa MOHOB XJlopa, HaTpYs U
HbukapboHaToB B anMTenuanbHbIX KNeT-
Kax, 4YTO MPMBOOUT K MpOrpeccupytoLle-
My MOBPEXOEHUIO 3K30KPUHHBIX >Xenes
KM3HEHHO BaXKHbIX opraHoB [1]. YacToTa
MB konebnetcs cpeaw npencraBuTenen
esponeownaos ot 1:600 go 1:17000 HoBo-
poxgdeHHbIx. B P® yacTtota Mykosucum-
[03a cocTaBnsiet, No gaHHbIM PIBY Me-
[OVKO-TEHETUYECKOrO Hay4YHOro LeHTpa,
1:10000 HoBopoOxaeHHbIX [2]. Mo pax-
HeiMm APMUWAL, M3 PC (A) Ha yuyeTe co-
cTonT 13 BOMbHBLIX C MyKOBUCLIMO030M.

B nocnegHve rogbl NpodoIKUTENb-
HOCTb M3HU GonbHbIX MB HeyknoHHO
BO3pacTaeT, Npu 3TOM YBENMYMBaETCS
YyacToTa OCMOXHEHUI Y 3TUX MALNEHTOB,
B YacTHOCTM caxapHoro auabeta (C[),
COCTaBMSs, MO pasHbIM AaHHbIM, OT 2,5
0o 32%. PacnpocTpaHeHHOCTb MyKOBUC-
LMO0333aBMCMMOro caxapHoro auaberta
(M3 C[1) BapbupyeTcs B 3aBUCMMOCTU OT
CKPVIHUHIA U OUArHOCTUYECKUX KpUTepu-
eB. B wrate MuHHecoTa OH BCTpevaeT-
ca 'y 9% 5-9-netHnx GonbHbix MB, 26%
10-20-netHux n 50% ot 30 neT u Bbiwe
[5]. B knuHuuyeckon npaktuke M3C[ 3a-
YacTylo [OMarHoCTUpPYyeTcsl TOMbKO npu

CB®Y wum. M.K. Ammocoea: HUKUPOPO-

BA TartbsiHa WMBaHOBHa — acnupaHTka,
TatianaN-89@mail.ru, YEPHOIPALOCKUWA
Anekcangp MWnbuy — acnupaHt, Alex_

yak79@mail.ru, XAHObI Mapusa Bacunbes-
Ha — A.M.H., npod., m_leader@rambler.ru; Pb
Ne1-HUM: HWUKOJIAEBA JleHa EropoBHa
— Bpady nynbMoHonor, 3aB. o14., KY3bMUHA
Mapus CepreeBHa — Bpay MynbMOHONMON,
Ir.maria@mail.ru, MOCKBUHA AneHa UBa-
HOBHa — Bpa4 nynbMoHonor, gai.80@mail.ru.

MaHudecTaumn HapyLleHUn yrineBogHo-
ro oobmeHa [3]. CaxapHbii guabet npu
mykosucumaose (CFRD — cystic fibrosis-
related diabetes) BbisBnsieTcs npubnu-
3utensHo y 20% nogpocTtkoB n 40-50%
B3pocrbIX. [10 OaHHbIM OTEYECTBEHHbIX
YYEHbIX, HapyLUeHWe TONMEepaHTHOCTU K
rmoko3e (HTI) Bctpevaetca y 50-75%
B3POCMbIX OOMbHbIX MYKOBUCLIMOO30M,
a KNMHUYeckn caxapHbelin anabet (CLO) —
5-15%. B 2006 r. B Poccuiickom LieHTpe
mykoBucumpgosa HTI BbisiBneHo y 53%
bonbHbIX (B BO3pacTe OT 2 MecsaueB Ao
18 nert), a nHcynuHusasucumbin CO (my-
KOBMCLIMO0303aBUCUMbIN TWM) Kak MaHu-
hecTHast hopma SHAOKPUHHOIO Nopaxe-
HYSA nogkenyaovHow xenesbl —y 1% [4].

Llenb wuccnepmoBaHuA: OeMOHCTpa-
UMst KIMHUYECKOTO cryyasi MyKOBUCLM-
[03a, COYETAHHOr0 C MYKOBMCLMOO3-
3aBMCUMBIM CaxapHbiM auabeTom, Yy
mMane4yuka 14 nert.

MaTtepuanbl n metoabl UccrnenoBa-
HusA. [NprBeaeHbl faHHbIE KITUHUYECKOrO
HabrogeHns nauveHTa € MyKOBUCLU-
[0333aBNCHMMbIM  CaxapHbIM  auabeTom.
BonbHoW siBNSieTCA caMbIM cTapLumm na-
uneHtom B PC(A) cpean Tex, komy aua-
rHOCTUPOBAH MYKOBUCLNAO3.

Pe3ynbratbl U o6cyxaeHune. Pebe-
HOK OT 2-1 GepeMeHHOCTM, MpOoTeKaB-
LIEeN C TOKCMKO30OM B MEPBON MOSOBUHE,
2-x popoB. Bospact marepu BO Bpems
GepemeHHocTn 23 roga. Poabl B CPOK,
camocTosATenbHble. Pogunca ¢ maccon
2820 r, poctom 51 cMm. 'pyaHoe BCkapM-
nuBaHve 0o 1 mecsaua. NcMxoMmoTopHoe
pa3BMTME C OTCTaBaHWEM: FONOBY Havan
nepxaTtb ¢ 4 mecsueB, cugeTtb — ¢ 9 me-
caues, xoautb — ¢ 1 ropga 9 mecsues. C
NepBbIX JHEW XU3HN OTMeYaricsl 4YacTbli
(o 5-6 pa3 B cyT) kawuueobpasHbIv
ctyn. C 3 mecsueB 4yacTto Goneet npo-
CTyOHbIMK 3aboneBaHusMK, OTMEYaEeTCs
NMOCTOSIHHAsA 3aNOXEHHOCTb HOoca, B 6 1

9 MecsiLeB nepeHec MHEBMOHMIO. C pox-
OeHns nnoxo HabupaeT maccy Terna. B
2002 r. guarHoCTMpoBaH MyKOBUCLMAO03.
Ob6cnegoBaH B LEHTpe MyKOBUCLMO03a
(rMocksa) B 2003 r., gnarHo3 6bin noa-
TBepxaeH. basncHasa Tepanus: KpeoH no
75 TbIC. E[] X 4 pasa B AeHb, Npu nepe-
Kycax gononHutenbHo go 400 Teic. E[
B CyTKM, MynbMO3uM no 2,5 mn x 2 pasa
B [eHb exeaHeBHO. BbonbHoN sBMsieTcs
XPOHUYECKUM HOCUTENEM CUHErHOMHOWM
MHgeKunn, 4 pasa B rog MNOCTynaet B
nyrnbMoHosoruyeckoe otaenexHve [le-
avnatpudeckoro ueHtpa PB  Ne1-HUM
B MNNaHOBOM rMopsiake ONns NpoBeneHus
aHTMbakTepuanbHon Tepanun. [locTto-
SIHHO MOry4aeT NyrbMO3MM, KOIUCTUH B
VHranayusx.

Xanobsbl npu noctynnennmn (12.01.16)
Ha Kallenb CO CIM3UCTO-THOMHOM MOKpPO-
TOWM W OfbILLKY, 3aM0XEHHOCTb HOCa.

Mpn o0O6bLEKTMBHOM OCMOTpe: pocT
162 cm, macca Tena 41 kr. CocTosiHue
OONbHOrO TSXKENOE, TENOCIOXEHUEe Tu-
nocreHmyeckoe. KoxHble MOKPOBbI U
CNMN3nCTble 060M0YKM OOLIYHOWM OKpacKu,
yMEepeHHOW  BnaxHocTu. [lepudepu-
yeckne nMMOy3rnbl MHOXECTBEHHbIE,
pa3mepamu go 0,8 cm, He cnasiHbl, 6e3-
GonesHeHHbl. lManbubl B Buae «bapa-
OaHHbIX MNano4vek», HOITeBble MNnacTu-
Hbl B BMAE «4acoBblX cTekon». dopma
rpyAHOW KneTku npaswnbHasa. Yactora
ObIXaTenbHbIX OBMKEHUN 28 B MWUH, TUM
OblXaHWsa  CMeLlaHHbIn.  [epKyTOpHbIN
3BYK HafZ nerkuMmu KopobouHbi. Mpu ay-
CKynbTaUuMu JEerkux AblXaHue >XecTKoe,
MO3anyHO ocrnabneHHoe, NpPoBOAMTCA MO
BCEM MONMSM, BbICIYLUMBAKOTCS BaXHble
MEmnKo- U cpegHeny3bipyaTtble Xpunbl C
obeunx cTOpoH, Gomblue cnpaea, cyxue
Xy)okalume Xpunbl Ha opCcrMpoOBaHHOM
Bblgoxe. HocoBoe [AbixaHue yMepeHHO
3aTpygHEHO, OTAEensieMoe  CrU3NUCTOe.
YacTtota cepaeyHbix cokpaiweHun 116



B MWH. TOHbI SICHblEe, PUTMUYHbIE. A3bIK
BMNaXHbI, obrnoxxeH 6GenoBaTo-XenTbiM
HaneTtom. XXusot 6e300ne3HeHHbIn. [Me-
YeHb BbICTyMaeT Ha 1 cM u3-nop kpas
pebepHoi ayru, ceneseHka He nanbnu-
pyetcs. Mountca csobogHo, cTyn 2 pasa
B AeHb, OPOPMIEHHbIN.

[daHHble  nabopaTOpHO-UHCTPYMEH-
TanbHbIX METOOOB MWCCMedoBaHusi: B
OAK ot 12.01.16 moHouuto3 (14,3%),
or 21.01.16 MOHOUMTO3 COXpaHsieTcs
(12,6%), B KMCNOTHO-OCHOBHOM COCTaBe
BeHO3HOM kpoBu oT 12.01.16 — cybkom-
NEHCUPOBAaHHLIA  pPecnupaTopHbIA - auu-
no3 (pH 7,279, pCO2 52,4, pO2 32,1,
sO2 51,9, FCOHb 0,3, FO2Hb 51,3,
FMetHb 0,8, cBase -2,0 mmol/L, cHCO3
19,8 mmol/L, K+ 4,4 mmonb/n, Na+ 137
mmonb/n, Ca2+ 0,64 mmonb/n, Cl 105
mmorb/n). OAM ot 12.01.16 — B npene-
nax Hopmbl, ot 21.01.16 — uBeT cBeT-
NO-XenTblI, Npo3pavHasi, yaenbHbIi BEC
1025, kucnas, 6enok — Het, caxap +++,
aueToH oTpuuaTenbHbin.  Bruoxmmude-
ckun aHanma kposu ot 12.01.16 — cHu-
XeHne ypoBHS MoyveBuHbl (0,4 mmonb/n)
N yBenuyeHue LenovyHon docdaTasbl
(922,9 ep/n), wvHOEKC aTeporeHHoCTU
2,19. lNpu NOBTOPHOM MCCreaoBaHun OT
21.01.16 obHapyxeHa runepriavkeMums
(18,3 mmonb/n). AHTUCTpENnTONU3nH «O»
196,9 ME/mn, P® — otpuuatensHo. MOA
Ha mapkepsbl renatuta ot 18.01.16 — oT-
puuatensHo. Mpn noceBe MOKPOTbI Ha
MuKpodonopy ot 22.12.15 — maccuBHbIN
poct Pseudomonas aeruginosa, 4yB-
CTBUTEMbHLIM K LUIpodnokcaunHy, me-
Tanno-6etanakramasam, YCTOWYMBBIN K
aMuKaLuuHy, reHTaMuuyHy, nunepaumn-
nuHy, TukapumnnuHy; Candida albicans.
lMoTtoBag npo6a ot 13.01.16 — 119,74
M3KB/N, amunasa moum ot 12.01.16 — 61
en/n. lenuko-tect ot 18.01.16: Hp (-).
KpoBb Ha rMMKO3UNMPOBaHHbIA FemMo-
rno6uH ot 25.01.16 — 9%. NDA Ha map-
kepbl renatuta ot 18.01.16: HBsAg He
o6HapyxeH, Anti-HBcor He obHapyxeH,
anti-HCV — pesynesrar comHuteneH 1,24,
HCV IgG/ IgM noaTteepxgatrowmii — He
noatesepxaeHo, HCV-cor 1gG/ IgM n/T,
HCV-ns IgG/ IgM n/T — He obHapyXeHbl.
Mukemmnyeckun npodpuns ot 23.01.16:
7 4 — 8,7 mmonb/n, 11 4 — 11,98, 16
4y—-191,204—-134,034—-196,7u
13,2. CytouHasa moya o1 25.01.16: 6enok
0,04 r/n, aueToH, rMKo3a oTpuuaTenb-
Hbl. Mukpockonust mokpoTbl oT 20.01.16
— gpoxokenogobHble rpubku+. KM or
12.01.16: Putm cnHycosbii ¢ HCC 80 ya.
B MuH. HopmanbHoe nonoxeHne 30C.
HBIMHII. MNoBbiweH BOMbTaX feBoXeny-
[JO4YKOBbIX KOMMMEKCoB. BpoHxockonus
or 13.01.16: 2-cTOpOHHMIN KaTapanb-
HbIn 6poHxuT. ®AIAC ot 14.01.16: He-

[OCTaTOMHOCTb po3eTkn kapaun. OrOP.
P-3zodarnt. 3actoniHass BblpaxeHHasi
ractpogyodeHonatus.  KomnbloTepHas
TomMorpadusi opraHoB rpyaHOW MOMocTu
(20.01.16): C obewnx CTOpPOH HepaBHO-
MepHOe  paclimpeHue, aedopmMauusi
O6poHxoB. CTeHkM OpOHXOB TOMCThbIE,
YacTb NMPOCBETOB 3aMofIHEHA CEKPETOM.
BbisiBngemble paHee o4aroBble M3MeEHe-
HUSi He onpegenstoTca. J1erodHbii uH-
TepcTyumi  AMddy3HO HepaBHOMEPHO
ynnoTHeH. Bbinota B nneBpanbHON Mo-
N0CTN He BbiABNEHO. [Npr3HakoB yBenu-
YEHUS BHYTPUIPYOHbIX NMMMEOY3NOoB He
oTMeuveHo. KomnbioTepHasi Tomorpadus
opraHoB OptowHOM nonoctn u 3abpto-
LWMHHOro npocTtpaHcTea ot 20.01.16: Me-
YeHb 1 cene3eHKa YMEepeHHO YBENUYeHbI
B pasmMepax, KOHTYpbl poBHble. CTPyKTY-
pa napeHx1MMbl OAHOPOAHAs, NokasaTenm
NMOTHOCTN B Npeaenax HopMbl. BHyTpu-
ne4yeHoYHbIE XKeNyHble NMPOTOKM He pac-
LUMPeEHBI. XKenyHbI Ny3blpb COKpaLLEH, B
nonocT! — rMNepPLEHCUBHbIE BKITHOYEHUS
(koHKpemeHTbl). B BopoTax neveHw, B
NPOEKLMN Manoro canbH1Ka COXPaHsIoT-
Cs1 yBEMNMYEHHbIE NUMdaTnyeckne yanbl.
MopkenypovHas xenesa C nNpuaHakamu
aTpommn NapeHxXmnMebl, NIOTHOCTb XBOCTA
N Terna cHwxeHa. [Moyvkn pacnonoxeHsl
TUMWYHO, HE YBENUYEeHbl, KOHTYpPbl POB-
Hble, COCOYKM ynnoTHeHbI. YJ1C novek He
pacwupeHa. CoxpaHsTCs  yBENuYeH-
Hble Me3eHTepuarbHble nMMdaTnyeckme
y3ribl C MENKMMM KanbLuHaTamu. Beinota
B OPIOLIHON MOMOCTU HET. 3aKnyeHne:
XvpoBasi AMCTPOUS  MOMKENYO0HHON
xenesbl. KamHu B Xen4yHOM ny3blpe.
YBenuueHve numdoy3nos  GpOLLHON
nornoctn. 3xokapguorpadus € LUBET-
HbIM JOMNMNMEPOBCKMM  KapTUpOBaHUEM
ot 21.01.16: 3KkTONMMYEcKoe KpenrneHue
xopa MK ¢ MyHumanbHOM peryprutaum-
en. Peryprutauus Ha TK 0-1 cTteneHwu.
Monoctn cepgua He pacwupeHbl. OB
68%. KoHcynbsTupoBaH racTpoaHTepono-
roM, 9HOOKPUHOMOIOM.

KnuHnueckuii  gmarHos: MykoBucum-
003, cMellaHHas opma, TSKenow cre-
neHn. XPOHUYECKUA THOWHbIA OPOHXMT.
[IByCTOpPOHHME CMelUaHHble GPOHXO3K-
Tasbl HWXKHUX Jornen. XpoHnyeckasa nep-
CUCTUPYIOLLAA CUMHErHoWHas WMHMEKUUS.
XpoHuyeckasi pecnmpaTopHas HegocTa-
TOYHOCTb | cTeneHn. XpoHuyeckas naH-
Kpeatnyeckas HedocTaToyHoCTb. XKen-
YHOKaMeHHas 6onesHb. XpOHUYEeCKUn
BEPXHEYENIOCTHON  CUMHYCUT.  XpOHUW4e-
CKUA MOBEPXHOCTHBIN racTput pacnpo-
CTpaHeHHbIW, akTuBHas crtagus. Oyone-
HO-racTpanbHbIi pedritoke ¢ pednioke
330charntom 1 cTeneHn guctansHoro oT-
Jena Ha oHe HeJoCTaTOMHOCTU PO3eT-
kn kapgun. CaxapHbii ouabert, Bnepsble
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BbISIBITIEHHbIN. VICKpMBrEHWe neperopoa-
KM Hoca BrpaBo, 6e3 HapyLleHUsi HOCO-
BOro AblXaHus.

[MpoBoamBLLEECA  NEYeHue:  Cynb-
nepasoH, uunpodriokcaumH,  uede-
MMM, WHransumm c KOMUCTUHOM, Myfb-

MO3MMOM, KpPEOH, ypcode3 (ypcocaH),
ALL, OGepopyan, dnykopyc, IMHEKC,
omenpasorn, MOTUMIMYM, ryKoHa3or;

dumaunoneyeHune: YOO Ha rpyaHyto KneTky
Ne7, NOK, 6G1onTpoH Ha rpyaHyto KneTky
Ne4. lNopgobGpaHa 3amecTuTenbHasa WH-
cynuHoTepanusa: Anugpa — 3aBTpak — 3
en, oben — 3 en, yxuH — 3 eq (Npu rmuke-
Muu Bblwe 14 mmonb/n +1 en), NlaHtyc —
224—7en.

BbiBoabl. Taknm obpa3om, ocobeH-
HOCTAMM cryyass MyKOBMUCLMAO3a Y
mManedvka 14 net SABNSOTCS OCMOXHEH-
HOe TeyeHue Ha hoHe XPOHMYECKOM nep-
CUCTUPYIOLLIEN CUHETHONHOM UH(PEKLMN 1
NPUCOEAMHEHNE  MYKOBUCLMA033aBUCU-
Moro caxapHoro avaberta.
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