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MykoBucumnos (MB) sensieTca ogHMM n3 Hanbornee pacnpoCcTpaHeHHbIX peLLeCcCUBHbIX 3aboneBaHunii. Boicokas 3abone-
BAEMOCTb B COHETAHUM C BbICOKOW MEHETPAHTHOCTbLIO PEHOTMNA, YaCTOTOM TAXENbIX OJ15 XKU3HN OCNOXHEHN TPpebyeT aanb-
Heliwero naydeHus. NMpoaonxaeTcs NoMcK NPUYNH GeHOTUNNYECKOro pa3dHoobpasuns nauneHTos ¢ MB, 06ycnoBneHHOro He
TOJIbKO Pa3nnYyHbIMU MyTauusimu reHa CFTR, HO U POJbIO FEHETUYECKMX U 3KONOTMYECKNX MOANDUKATOPOB.

OpaHuM 13 Hanbosee YacTbix ocnoxHeHnin MB aBnseTcs caxapHblii agnabeT (CLL). HapylwieHne TonepaHTHOCTU K FtoKo3e
(HTT) BcTpevaeTtcs y 50-70 % B3pocnbix 60/bHbIX MB, a KNnMHUYeCckn caxapHbiii anabeT maHudectTupyet B 5-15 % cnyyaes.
MpoaeMoHCTprpoBaHa Posib HApyLLUEHWIA YrNeBOAHOro oOMeHa B NporHo3se 1 teyeHnn MB. PaccmaTpuBaloTcs KNMHMYECKNe
cnyyam MyKOBUCLNA03-accoummpoBaHHoro guabeta (M3C/L) y neteir, 0cO6€HHOCTN ero MaHngecTaumm, Te4eHns 1 nede-
HUS.

KnroyeBsbie crioBa: reHoTur, peHoTur, MykOBUCUMA03-aCCOLNNPOBAHHbIN avaber, npoaoJIXKNTEeJIbHOCTb XXU3HU, UHCY-
JiInHoTepanus

Cystic fibrosis (CF) is one of the most common recessive diseases. High incidence combined with high penetrance of the
phenotype and the incidence of life-threatening complications requires further study. The search continues for the causes
of the phenotypic diversity of patients with CF, caused not only by various CFTR mutations, but also by the role of genetic
and environmental modifiers.

One of the most common complications of CF is diabetes mellitus (DM). Impaired glucose tolerance (IGT) occurs in
50-70 % of adult CF patients, and clinically, diabetes mellitus manifests itself in 5-15 % of cases. The role of carbohydrate
metabolism disorders in the prognosis and course of CF is demonstrated. The article discusses the clinical cases of cystic
fibrosis-associated diabetes (CFAD) in children, features of its manifestation, course and treatment.
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ABJ1A - annepruyeckunii 6poHX0NEeroYHbIn acneprunnés O®B; - 06bEM hOpPCMPOBAHHOIO BblAOXaA B NEPBYIO CEKYHAY
FKC - rnokKoKopTMKoCTepoubl CrK - cucremHble rnioKOKOPTUKOCTEPOUAbI

WUMT - uHAekc Macchl Tena CPB - C-peaKkTuBHbI 6enok

MB - MykoBMCLMAO3 ®HO-a — bakTOp HEKPO3a ONYyXONn-a

M3CJ] - MyKOBMCLMA03-aCCOLMMPOBAHHbBIN caxapHblii AnabeT CFTR -6enok TpaHcMeMbpaHHOro perynstopa npoBOAMMOCTHU
HTI - HapylueHue ToNepaHTHOCTM K FloKo3e MYKOBMUCLNAO03A
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ykoBucuupo3 (MB) aengetca Haunbonee pac-

MPOCTPAHEHHbIM TSXENBIM ayTOCOMHO-pe-

LEeCCUBHbIM FeHeTU4eckum 3aboneBaHueEM,
BbI3SBaHHbIM Pa3JIM4HbBIMM BapuMaHTaMu MyTauui B
reHe, kogupyiouwem 6e5oKk TpaHCMeMOpaHHOro pe-
rynaropa npoeogumoctu mykosucuupo3sa (CFTR),
9KCrnpeccupyemblii anuTennasnbHbIX KneTkaMmm opra-
Hu3ma [1].

Bnaropaps noctmxeHusim B 061acT reHeTukn, dap-
MaueBTUKM N HYTPULMOSOrMN, nokasaTenu nponosixu-
TENbHOCTU XU3HN NALNEHTOB HEYKJIOHHO pacTyT. Hena-
6eXHbIM CNeACTBUEM YBENNYEHUS NMPOAOSIKUTENBHOCTHN
XM3HU 60NbHbLIX ¢ MB aBNsieTca pocT pacnpocTpaHeH-
HOCTM MYKOBUCLIMO03-2CCOLMNPOBAHHBIX COCTOSHWUM,
B 4YACTHOCTU CBSI3AHHbIX C 9K30KPUHHO-3HOOKPUHHOM
HeAO0CTaTOYHOCTbIO NOAXKENYA04YHON Xenesbl. MykoBuC-
LMA03-aCCOUMNPOBaHHbINA caxapHblii auabet (M3CA)
BKJIOHAET npu3Haku guabeta 1 n 2 Tvna, npm aToM pac-
cMaTpuBaeTCs Kak OTAefibHas Ho3onormyeckas dopma
[2].

Mo paHHbIM eBponenckoro peructpa (ECFSPR),
yactota M3C/, ¢ NnoTpebHOCTbI0 B MHCYMHOTEPaAnmn
y B3pochnbix coctaBnsaeTt oT 4 % (YkpauHa) oo 37,5 %
(Hexwns) [3]. AHanus gaHHbIX perncTpa nauneHtos ¢ MB
CTpaHbl NoKasas, 4To 3a 8 NeT CHMU3UAO0Chb YMCO nauu-
eHToB ¢ M3C/[, 1 noTpebHOCTbO B UHCYyNuHe ¢ 3,2 %
(1,2 % petn n 9,7 % B3pocnbie) ao 2,7 % (0,77 % netn
1 NoapocTku, 8,76 % B3pOC/LIE), 4HTO, BEPOSATHO, CBA-
3aHO C noBbleHneM apdekTuBHocTu Tepanun MB [3].

MaTtoreHes HapylweHun yrneBsogHoro obmMeHa y na-
umeHToB ¢ MB ocTaétcs BONpocom AuckytabenbHbIM.
B Heckonbkmx nccnegoBaHUsX NOOA4YEPKMBAETCH Mpu-
opuTeTHasa posb AeduunTa NHCYINHA, BOSHUKAKOLWErO
B pe3ynbTaTte NaHKpeaTMyeckoro ayTonmaa 1 CHUXEHUS
mMacchbl B-knetok [4]. B nccneposaHmsax ¢ MCNoab3oBa-
HUEM 3YrNKEMUYECKOr0 TUMNEPUHCYTIMHEMUYECKOTO
Knamna pokasaHa pPe3UCTEeHTHOCTb K WHCYWHY, Bbl-
cTynawowas GakTopoM, CrNOoCOOCTBYIOLLMM HAPYLUEHUIO
TOJNIEPAHTHOCTU K FAlOKO3e y nauneHtoB ¢ MB, acco-
LMNPOBAHHAsA C XPOHMYECKUM LUTOKMHOBBLIM BOCNane-
Huewm [5].

Ha cerogHsilwHMA OeHb B MUpEe BbiBAEHO 6onee
2000 reHeTuyeckux BapuaHToB B reHe CFTR [1]. MNo-
cnegHue nccnengoBaHusa nokasbiBaloT, 4To reH CFTR He-
NOCPEACTBEHHO HE PETYINPYET CEKPELMIO MHCYNINHA U
raoKaroHa, 1 B ocHoBHom M3C/, Bbi3aBaH NOBPEXAEHM-
€M MOOXeNyO0YHOM Xene3bl XPOHUYECKMM BOCManeHu-
eM, ®Gnbpo3omM, ancohyHkumein n rnbenbo B-kNeTok B
YCNOBUSIX MPOrPeECCUPYIOLLLErO NOIMOPraHHoro 3abone-
BaHUS, NPY KOTOPOM NOPaXeHUe 3K30KPUHHOM OYHKLNN
NoAXeNyA04HOM Xene3bl HabnoaaeTcs C POXAEHUS Y
okono 85 % naumeHToB [6]. B HeCKONbKUX MCcnenosa-
HUAX aHanM3npoBanachk B3auMOCBA3b GEHOTUMOB, 00Y-
cnoBneHHbix MB 3aboneBaHunii NoaXxenyno4Hom xenesbl,
¢ BapmaHTtamu reHa CFTR [7-9]. Noka3aHo, 4To HapyLue-
HUA MeTabonuama rnkKo3bl ABASIOTCS YacTbiM KOMOP-
OUOHBLIM COCTOSIHMEM Y MaLMEHTOB, KOTOPbLIE UMEIOT re-
HeTudeckuii BapuaHT ¢.1521_1523delCTT (p.Phe508del,
F508del) [9, 10].

B 10 Xe BpemMsa retreporeHHoCTb MEHOTUNUYECKUX
nposisneHnn MB cpegn niogen ¢ 0guMHAKOBbIM FEHO-
TunomMm reHa CFTR no3BonseT npegnonaraTtb, 4TO Cy-
LWecTBYIOT Apyrue ¢&akTopbl, BAVSIOWME HA TAXECTb
3aboneBaHus. Tak, reHbl-MoandrKaTopbl MOTyT MOAY-
nmposaTb peHoTunmnyeckne nposisneHns MB n ero oc-
noxHenmn [11, 12]. NokasaHa CcBA3b NOANMOPDU3MOB
B reHe TCF7L2 (transcription factor 7-like 2) y B3poc-
NbiX 605bHBIX MB ¢ HapywieHnamu yrneBogHoro 06-
MeHa n ¢ passutnem C/, 2 tuna y niogen 6e3 MB [13,
14].
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AnarHo3 HapyleHuin yrnesogHoro obmeHa npn MB
OCHOBbIBaeTCs Ha 00LLEeNPUHATLIX noaxoaax [15]. AueTta
y DaHHOW kaTteropun 60JbHBIX HanpasfeHa Ha noanep-
XXaHWe HYTPUTUBHOIO CTaTyca, ABASETCH rmnepkanopuin-
HOW 1 CHXXEHME Kanopaxa pauyoHa C LLeNbio perynsaumm
rAnKeMnum Henpuemnemo. [na Koppekuun rnkKemMmmn
NPUMEHSETCA WHCYIMHOTEPANUa U pPasfinyHble CXEMbI
JNle4eHnss B 3aBUCUMMOCTU OT OCOOEHHOCTEN naumeHTa
[16,17].

B Hawel cTpaHe n3yyeHbl KIMHNYeCKne 0COOEeHHOCTH
M3C/, y B3pocnbix naumeHToB. 1o cpaBHEHUO ¢ 60b-
HbIMW 6€3 HapyLLUEHWI YrNeBOAHOro 06MeHa NaLMeHThbI
¢ M3C/J xapakTepu3oBanncb CHUXEHMEM nokasatenemn
dU3MYEecKoro pasBuTUs, GyHKUUN NErkux, BblpaxkeHHbl-
M MOPDODYHKLIMOHANbHBIMY HAPYLLEHUSIMU BPOHXOoNe-
FOYHOM CUCTEMbI, BBICOKOW KONIOHU3aUMEN OblIxaTeNbHO-
ro TpakTa arpecCUBHOM MUKPOBHOM GIOPON, TaKOM Kak
Burkholderia cepacia complex, BbICOKOIA YaCTOTOW «Ts-
XenbIXx» reHeTUYeckux BapnaHToB reHa CFTR; npu 9ToM
«MfArkne» BapmaHTbl oTcyTtcTeoBanu [18].

B neTckon npakTuke HapyLLIeHWs yrneBoaHoOro oome-
Ha npu MB Bnepsble Obinn onucaHbl H. 0. Kawmnpckoin
[19], manbHenwnx wnccnegoBaHWiA He MPOBOAUSIOCH.
B HacTosilwen ctatbe NPMBOAATCHA KIMHUYECKUE Cly4aun
pasnnyHbIX BapuaHToB MaHudectauum M3C/L y neteii n
NOAPOCTKOB.

KnuHnuyeckunin cnyyan 1. [eBoyka 17 net ¢ OCHOB-
HbIM guarHo3om: MykoBucUMA03, cMeLwaHHaa popma, Ta-
XENoe TedyeHne. XpoHnyeckasa naHkpeaTnyeckasi HeoocTa-
TOYHOCTb. leHeTuyeckuii gmarHo3: c.1521_1523delCTT
(p.Phe508del, F508del) B roMO3UroTHOM COCTOSIHUM.

AHamHe3 3abosieBaHuvs: C POXAEHNS Y pebEHka 0TMe-
Yancs KALWeYHbIi CMHAPOM B BUAE 4acToro, 06bEMHOro
cTyna co cteatopeeli. C oByx MecsiueB XusHu ctanu 6ec-
NOKOUTb PECNNPATOPHbIE Xanobbl, MOSBUICSA MOCTOSHHbIN
Kalwenb, 0TMe4yanncb NOBTOPHbIE MHEBMOHUU. B BO3pacTe
6 mecsaueB anarHoctuposaH MB. Poantenu oeBoykun non-
roe Bpems He cnegoBanv Bpa4yebHbIM peKOMEHOAUUSM.
[o 8 net 3abonieBaHe HOCUIIO YMEPEHHO TSXEMbIA Xa-
pakTep, HO B Bo3pacTe 9 net o60cTpeHnss GPOHXONIEroY-
HOro npouecca ydactunmcb 0o 1 pasa B kaxaple 3 mecsua.
C 10 neTt neBoyka Habnwaganacb B peaepanbHOM y4pex-
neHnn M3 P®d (Mocksa), rae 6bina npoBeaeHa Koppekums
6a3ncHol Tepanun, 3ateM pebeHoK exerogHo Habso-
nasncs B 3apybexHoi knMHuke. B noceBax MOKpOTbI onpe-
[enseTcs XpOHUYECKN BbICEB P. aeruginosa (MyKOUOHbIN
Y HEMYKOUHbIE LUTAaMMbI) OT 2 40 4 BUOOB, PE3UCTEHTHbIX
K OCHOBHbIM aHTUOaKTepuanbHbiM npenapartam, npm 060-
CTpeHUN y pebEHKa BO3HMKana KMCIopoa03aBUCUMOCTb.
OyepepnHas rocnuTann3aums no MecTy X1TenbcTBa B BO3-
pacte 16 net Ha ¢oHe 060CTpeHMss BPOHXONErOYHOro
npovecca.

Mpy NnocTynneHnn perncTpmpoBanmch xanobbl Ha Ya-
CTbI BNAXHbIA Kallenb, YBENNYEHNE KOJIMYECTBA MOKPO-
Thbl, OApbILIKY B nokoe. [poBeaeHbl KOHCUIMYM CO cneuu-
anuctamu denepanbHOro LeHTpa, Koppekums Tepanuu,
PEKOMEHA0BAHO MCMONb30BaHME KMCIOPOAHOrO KOHLLEH-
TpaTtopa HOYblo W Npu HeobxoaumMocTu OHEM. B panb-
HelweM neToM pebEHOK HAXOAMJICS Ha Ne4YeHun B 3apy-
OeXHOWN KNnHUKe, Gblna Ha3HaYeHa CUCTEMHas Tepanus
rnokokopTukongamu (FKC) B BUAe npenHU300Ha B 103
0,5 Mr/kr B CBA31 C pa3BUTUEM anneprn4eckoro OPoHxo-
neroyHoro acneprunnesa (ABJIA). Ha ¢doHe cucTeMHbix
rniokokopTukocteponaos (CrK) otMevanocb NoBbILLIEHNE
ravkemun 1o 8,0 MMosb/n.

B pnanbHelwem Ha ¢poHe obocTpeHnss BPOHXONeroy-
HOro npouecca 605bHas rOCNUTaNM3UPOBaHa B TSXKENOM
COCTOSIHUM MO MECTY XUTeNbCTBA. [1py NOCTynneHmun: co-
CTOSIHME O4Y€eHb TAXENOe, CO3HaHWe COMopo3Hoe. 3pay-
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K1 06bl4HON dopMbl, anameTpoM 3 MM. KoXHble MOKpo-
Bbl YUNCTble, GnegHble. MUKPOLMPKYNALNS HE HapyLUeHa.
Typrop TkaHen coxpaHeH. lNMepudepnyeckmx OTEKOB HeT.
7A3bIk cyxon, 06noxeH 6enbiM HaneToM. pyaHas kneTka
6o4ykoobpasHon Gopmbl. [bixaHne CcamMOCTOATENbHOE,
nonyyaeTt yBnaxHeHHbin Op — 5 1 B MUHYTY. AyckynbTa-
TUBHO B NErkMX AbixaHue ocnabneHo, xpunoB HeT. Y[, —
36 B MuH, SpOs — 90 %. CepaeyHble TOHbl PUTMUYHbIE,
npurnywensl. YCC - 115 B muH. AL — 120/55 mm pT. CT.
KuBOT Msarkuii, poctyneH nanbnaumu, nedeHo +3,0 cm,
ceneséHka He nanbnupyetcsa. Ctyn B Hopme. uypes co-
XpaHeH.

Mpy nocTynneHun BrnepBble OUarHOCTUpPOBaHa ru-
nepravkemus (rnwokos3a kposu — 30 mmonb/n), ganee
rnokasatesnb cHumxanca oo 16,8 mmonb/n. B ctaumoHape
NPOBOAMIICA KOHTPOJb FMKEMUYECKOro npodwuns, rio-
Kko3a kpoBu — 13,7-19,0-14,7-15,0-11,2 mmonb/n. Bbl-
MOSIHEH FOPMOHanbHbIN NPOodUNb: UHCYNNH — 22,8 Ea/mn,
C-nentug — 0,26 Hr/mn (Nnokasatenu B HopMe). HasHaueHa
MHCYNnHOTepanus: acnapTt (Hosopanua) ona koppekunn
nocTnpaHananbHon runepramkeMmm no 3—4 EL, noaKoxHo,
MHCYNWH rnapruH (Jlantyc) 4 EL, B 22.00.

B panbHeiwem (4epes Tpu Mecsaua) poamTeny npruoo-
penn TapreTHbin npenapat Symdeko (tezacaftor/ivacaftor
n ivacaftor, Beptekc, CLLUA) — natoreHeTu4eckumii npena-
pat onsa nedyeHns MB y 60nbHbIX cTaplle 12 net ¢ reHo-
Tnnom F508del/F508del. Ha ¢oHe npoBoaumon Tepanum
Haboaanack noJ0OXUTEIbHas AMHaMuKa: KUCI0pPOA0M0-
TPEeOBHOCTbL OTMeYasnachb TOJIbKO B HOYHOE BpeMs, aasiee
kucnoposn 6bi1 OTMEHEH, MokKasaTenn roKo3bl KPOBU —
cTabunbHble B TeYeHWe AHS (MakcuMasibHble MOOAbEMbI
0o 8,3 mmonb/n), Hopmanuaosancs yposeHb CPB 1 CO3,
O®B; ysenmuunsncs ¢ 23 go 52 %, npnubaska B Bece cocTa-
Buna 4 kr. Yepes 1 ropg nokasartenu rioko3bl KpOBU He 60-
nee 6,0 Mmonb/n Ha poHe Tepannmn NHCYIMHOM 6a3asibHO-
ro AencTBUS B BUAE MOHOTEPANUN.

B npencrtaBneHHOM Ccilydae OCHOBHLIMU MPUYMHAMMU
HapyLleHUs yrneBoAHOro obmeHa SIBASNIUCb HEemnpepbiB-
HOe nporpeccupoBaHne OPOHXONErOYHOro npoLecca,
06GYCNIOBNEHHOr0 MONMMPE3nCTEHTHOW P. aeruginosa, wn
Ha3HayeHune NKC. 3akoHOMepHO, 4TO 9 PEKTUBHOE KyMnun-
poBaHMe MUKPOOHO-BOCMNANIUTESIbHOIO MpoLLecca B Abixa-
TeNIbHOM TpakTe Ha GOoHEe aHTMOaKTEPUASIbHOIO JIEYEHUS
CUHerHomHon nHoekunn, otmeHa N'KC npusenun k ctabu-
nmzauum ravkemun. [puUMeHeHne TapreTHon Tepanuu
(CFTR-mopynaTopa) y nauyeHTKn okasano MOoSoXUTesb-
HOE BNSHME HE TOJIbKO Ha AbIXaTenbHYl (OYHKLMIO, HO
TakXe Mo3BOJINIO 0TKA3aTbCs OT MCMOJSIb30BaHUS NpaHau-
aNbHOro UHCYNINHA.

KnuHnuyeckuii cnyyaii 2. leBoyka 17 net Haxogunacb
Ha NleYyeHnn B OTAENEHUN MYKOBUCLMAO03a C AMArHO30M:
MykoBuCcuna03, néro4yHas Gpopma, TIXENOe TeyeHme, re-
HeTunyeckmin anarHod: ¢.1521_1523delCTT (p.Phe508del,
F508del)/c.1521_1523delCTT(c.3718-2477C>T).

AHamHe3 3abosnieBaHusi: pnarHo3 MB ycTtaHoBneH B
13 net Ha OCHOBaHUKM AA@HHbIX aHAMHEe3a 1 XapakTeEPHOro
KJIMHUYECKOro TevyeHus 3abonesaHuns: pocna ¢ neduum-
TOM pocTa 1 Beca, B Te4yeHne 4 neT 6ecrnokoun Kallersb, ¢
13 neT — nogbEMbI TeMnepaTypbl 40 GebpusibHbIX LMbP,
ycuneHue kawns, npu obcnenoBaHnuM auarHoCTUpoOBaHa
OBYXCTOPOHHSS1 MHEBMOHUS, Haxoaunack Ha cTaluMoHap-
HOM fNle4yeHUn, Nosyyuna Tpu Kypca aHTubakTepuranbHOn
Tepanuu 6e3 adpdpekta. OTMeveHo nosineHne «bapabaH-
HbIX ManoY4yeK» U «4aCOBbIX CTEKOJ», BbICYLUMBANINCh MHO-
>)XECTBEHHbIE BNIaXHble Xpunbl B N€rkux, npn KT opraHoB
rPYAHON KNETKN onpefesieHbl MPU3Haky BbIPaXeHHOro
OPOHXNTA, MHOXECTBEHHbIE LMINHOPUYECKME OPOHXO-
3KTasbl, HA PEHTreHorpaMme NPUAaTOYHbIX Nadyx Hoca —
npusHaku naHcuHycuTa, cnupomeTtpus: ODPB; 86,4—
88,9 %, notoBas npoba 4-kpaTHO Ha annapaTte HaHogakT
(CLWA): 71-75 mmonb/n (npu Hopme Ao 60 mmonb/n). Bbl-

MOJSIHEHO MOJIEKYNIAPHO-TEHETUYECKOE NCCNef0BaHNE: re-
HeTudyeckuii anarHo3 —c.1521_1523delCTT (p.Phe508del,
F508del)/c.1521_1523delCTT(c.3718-2477C>T).

B Bo3pacTte 13 net 11 MmecsueB nmenn MecTo noab-
ém TemnepaTtypbl 00 GebpunbHbIX LUUGP, YBEIUYEHne
KOJINYeCTBa XPUMOB B JIEFKNX, CUMIMTOMbI MHTOKCUKALWN,
nenkoumtos, yeenuyeHne CO3I. lNpu peHTreHosorunye-
CKOM UCCNnefoBaHun — oTpuuaTtenbHaa anHamuka. beina
rocnuTann3vpoBaHa B CTauuoHap, rae nonyyana ued-
Tasuamm n ammkauuH 6e3 KNMHUKo-nabopaTtopHoro ad-
dekTa. YuuTbiBas THXECTb COCTOAHUSA NaUNEHTKU, Bbipa-
>KEHHYIO MHTOKCUKALMIO, MOTEPID MACChl TENa, CHUXEHNE
DYHKUMN NErKkuX, Obl1 Ha3dHavyeH npenHu3dosnoH 30 mr (1
mMr/kr). Ha ¢doHe npoBoaMMoON Tepanmm OTMeYanochb no-
BbILUEHWE TTUKEMUN MO TUMY HAPYLUEHUS TONIEPAHTHOCTH
K yrnesogam (HTI). B nocnegyouwem — npm KynmposaHuu
060CTpEeHNss N OTMEHEe MPEeaHU30JI0Ha [IoKO3a KPOBU
HOpManu3oBanacb. BeinncaHa n3 oTaeneHus ¢ noaoXu-
TENbHOW AVHAMUKOWN: ncyesna nmxopanka, nonoxXunTenb-
Has OMHaMMKa PEHTFEHONOrMYECKON KapTUHbI, npubda-
BWia B Bece, 0gHaKO OCTaBasIMCb BbICOKMMM rnokasatenun
CO3 n CPBb.

B 2014 r. n3 mokpoTbl BblaeneHa Mycobacterium
abscessus. bbina rocnutanu3npoBaHa B cneumannsu-
poBaHHOE OTAefleHne C CUMNATOMaMW NUXOpPanku, WH-
TOKCUKaAUUK, AOblXaTeNbHOW HepocTaTto4yHocTn 1 cT.,
O®PB; - 63,8 %, CO3 no 83 mm/yac. AnarHos npu no-
cTtynneHmn: MwukobakTtepnos nerkmx (M. Abscessus).
Kangnpos nerkux Ha ¢poHe MB 1 6enkoBo-aHepretTuye-
ckoit HepgocTaTodHocTu 3 ctenenn (MMT 12 kr/m2, Huxe
3 nepueHTUNN), 3a4epXKN POCTa U NOJSIOBOro PasBuTUs
comaTtoreHHoro reHesda. OPB; — 58,6 % (CHUXeHVEe B
onHamuke). Fnukemnyecknin npodunb, koptruson, Hblc
B nNpegenax HopMbl. Ha3Ha4yeHO 3TMOTPOMNHOE NeYeHne:
pndabyTH U MMeneHem BHYTPMBEHHO (2 Hemenu), 3a-
TeM aMmukauuH B/M (2 Hepenu) n B TabnetupoBaHoii dop-
Me pudabytmH — 0,3 r, knaumg 1 r/cyT, LOKCULMKIVH,
3aTeM — ayrMeHTuH, dnykoHason ao 6 mecsaues. OT-
Me4anocb KpOBOXapkaHbe, KOTOPOE KynMpoBasoChb Mpwu
cumnTomMaTuyeckom Tepanuu. Ha ¢oHe npoBOAMMOro
neyeHns pasBuancb GoToAepMaTos, TOWHOTA, CHUXe-
HMe anneTuTa 1 Beca.

YunTbiBasi COXPaHSIIOWUNNACA HYTPUTUBHON aeduumt
NpW NONOXUTENBHOM AMHAMMKE CO CTOPOHbI NETKUX, ObII0
PEKOMEHA0BAHO MPOAOIKUTE BbICOKOKASIOPUIAHOE nuTa-
Hue (1/2 o6béMa 3a CYET 3HTepasbHOro nutaHus). Mpun
HE3adPEKTMBHOCTN YCTAHOBUTb MUTAHWE 4Yepe3 racTpo-
CTOMY C HOYHOW rMnepannMeHTaumneinn ¢ UCrnosib30BaHu-
€M CMecu, NPOBOAMUTb KOHTPOJIb MINKEMUMU, NMPU HEODXO-
OVMOCTM — Ha3Ha4YUTb UHCYNNH. PoauTenu oT ycTaHOBKM
racTpoOCTOMbI OTKa3anucb. HasHayeHbl MHBLEKLUN UHCY-
nunHa JInanpo (npanamanbHoro nHeynuHa) no 2-3 EL, noa
KOHTPOJIEM FMIMKEMUM Nepepn npuemMom nuwm. Ha doHe
KOMMJIEKCHOW Tepanuu macca Tena ysennymnacs o 31 kr
(+3 kr 3a 2 MecsauUa), B NErkMx COXPaHANNCb eANHUYHbIE
BNaxHble xpunbl, catypaums Oo — 98 %, COD - 15 mm,
CPBE - oTpuuatenbHbiii, OPB; — 73 % (nonoxurtenbHas
AnHamuka), pocta Mycobacterium abscessus Het. [e-
BOYKA Npogoskana xopoLwo nprubasnaTe B Macce 1 pocTe,
menses B Bo3pacTte 16 net. KOHTpOnb rAvkeMum nNpoBO-
LNTCH PErynsipHO, NOBbILLEHE HE OTMEYanoCh.

B mae 2015 r. y naumMeHTKM NEPBUYHbIN BbICEB P. aeru-
ginosa, npoBoaunacbk aHTMbakTepmanbHas Tepanus Co-
rnacHo ctaHpaptam. B panbHeinwem npu obcnenosaHum
nokasartesin rnioko3bl KPOBU 63 OTKIOHEHUI OT HOPMbI.
JlaHbl pekomMeHZauMm npu nepesoe BO B3POCIy0 amOy-
NaToOpHYIO Cryx0y.

B npuvBeoeHHOM KIMHWYECKOM Cllydae npudnHammn
NMOBbILLIEHUS TJIIOKO3bl KPOBWU ObINM YacTble 060CTpeHus
BPOHXONErOYHOro NpoLecca, YTO KaxAablii pas npuMBOaAU-
5o k nosbiweHnio PHO-a n CPB Ha ¢doHe XPOHUYECKOoro
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BocnaneHusi. 3To, B CBOKO O4epenb, SIBASANOCH MPUYUHON
BO3HWKHOBEHUSI MHCYIMHOPE3NCTEHTHOCTU. O4eBMaHO,
Ha3Ha4vyeHue KC oka3blBaeT HE TOJNIbKO KOHTPUHCYNSIPHOE
[encTBmne, HO N ycyryobnsetr WHCYINHOPE3UCTEHTHOCTb.
K HapyLeHvam yrneBogHoro obmMeHa npuBoAnT U UCMNOSb-
30BaHMe BbICOKOKaNoOpuinHoro nutanung. Kynuposanue
060CTpeHNN OPOHXONErOYHOro MpPOLECCa, YBENUYEHNE
Maccbl Tena, UCMnonb30BaHVe NpaHAManbHOro MHCYIMHA
HE TONMbKO ANS KYNUPOBAHUS rMNEPrivMkKeMumn, HO U C aHa-
601mMYeckon Lenblo NO3BOMUAN YIYYLLUTb COCTOSHUE pe-
OEHKa U MHULMNPOBATbL MEHapXe.

KnuHuuyeckun cnyvyan 3. Manbyuk 8 net ¢ guarHo-
3o0m: MykoBucumao3, cmeluaHHas dopma (E84.8), xpoHu-
4YeCKuii renaTmT HEYTOYHEHHOW 3TUONIOM Y, LMPPO3 NEYEHN
C NopTasibHOM rMNepTeH3nein, BapnMKO3HOE pacLunpeHne
BEH nuwieBoga 1-2 cteneHn, cnieHomeranus, BTOpuyHas
TpoMbouunToneHus (reHeTudeckoe ob6cnenoBaHme He Npo-
BOAMJIOCb) MOCTYMNW C XanobaMmn Ha OTEKM HOT, MOTEPIO B
Bece (3 kr 3a 7 gHel), y4alweHHoe MoYeuncrnyckaHue, Obl-
CTPYlO YTOMASIEMOCTb, Mepuoanyeckune 60nn B XMBOTE,
KOTOpble KynMpoBannch Nocne BBEAEHUS CNa3MOINTUKOB,
4acCTbli HENPOAYKTUBHBIN KaLlLenb, Xaxay.

AHamHe3 3aboneBaHusi: B Bo3pacTte o 1 roga 6ec-
NMOKOWJI YaCThIN XNOKWIA CTYI, nnoxas npnbaska B BeCe, C
1 roga oTMeyanoch BbiNnageHns npsamMon kmwkn. B 4 ropa
nepsas rocnutann3auus B racTPO3HTEPOJSIOrMYecKoe
otaeneHve. BbicTaBneH auarHos: XpOHWYECKWUIA rena-
TUT HEYTOYHEHHOW 3TMONOrMM C MUHUMAsbHOW cTene-
HblIO @aKTUBHOCTM M HayasibHbIMK Npu3Hakamu $urbposa
neyeHun. NMpusHakn GopmMMpPOBaHUS NOPTaNbHOM rvnep-
TeH3un. Pnbpos noaxenynovyHou xenesbl. XpoHuye-
ckasa xnammauninHaa nHoekumsa. B Bo3pacTte 5 net npu
rocnuTanM3aunn NnpoBeaeHa ABYKpaTHO NoToBas npoba
no MmécoHy — Kyky (ypoBeHb HaTpus M XnopuaoB nota
156 n 162 Mmonb/n COOTBETCTBEHHO), BbICTABNEH Ana-
rHO3 MYKOBUCLIMO03.

B Bo3pacTe 8 net BnepBble Obl1 BbICTABNIEH AMArHO3
ayTOMMMYHHOW umToneHnn. 3a Bpems HabnwoaeHus B
LeHTpe y pebEHka 0TMeYanoch NPOrpeccnpoBaHne LUTo-
MEHNYECKOro cuHApomMa (CHMXEeHMe YPOBHSA reMornobu-
Ha, NekouMToB, TPOMOOLMTOB), HapacTaHne cnjieHoMe-
ranum (+8-9 cm n3-nop kpas pE6epHoON ayrn), Npu 3ToMm
nokasatenu AJ1T, ACT, obuiero 6enka, pubpuHoreHa Ha-
XOAUNUCH B Npeaenax HopMbl. AHanM3bl Ha Mapkepbl BU-
pycHbix renatutoB u MNLP k BB, BI'C 6611 oTpuuaTtens-
HbIMW.

Manbymk rocnutann3MpoBaH B 06NACTHOWM LEHTP Mo
neveHunio MB B Txénom coctosHun. Macca Tena npu no-
ctynnenun 20 kr, rnokosa kposu — 17,6 Mmonb/n (Makcu-
ManbHO 3a Bpems rocnutanusauum go 23,0 mmonb/n), B
aHann3e MoYu: rioKo3ypus, aueToH Pe3Ko MOJIOXUTENb-
HbIN (+++).

Knaccuyeckuii pnebioT caxapHoro agmabeta 1 Tuna
He xapaktepeH gna M3CJ, npu 3TOM penko BCTpevaeT-
Csl KEeTOHypusi. TeM He MeHee B JAaHHOM cny4yae Obl Bbl-
cTaBneH auarHo3: CaxapHbiin auabeT, 1 Tun, BNepBble Bbl-
ABJIEHHbIN, KeToauuao3. HasHauyeHa WHcynuHOTepanus:
npotodaH ytpom 12 E[, Beyepom 11 EL n acnapt (Ho-
Bopanua): no 2 E/l nepen OCHOBHbIMUW MpuemMamMn MuLLn,
no 1 EJl Ha nepekycbl. Ha ¢oHe neuyeHus oTmedanocb
yJy4LIEHNE COCTOSIHUS, HOpManuadauus ravkemumn (3,6—
10 mMmonb/n), KynMpoBaHWE [JIIOKO3YypUKn, aLeToHypuu,
aLeToOHEMUN.
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