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Komop6uaHoe TeueHne HeppoTUUECKOro CUHAPOMaA
M MYKOBUCLMAO3a: KAMHUYECKUW CAyYal

10.A. AbpamoBa

Mopo30BCKas aAeTckasi FOPOACKas KAMHMYECKas 60AbHULA, MockBa, Poccuiickas depepaums

AKTyanbHOCTb. MykoBMCUMAO3 (MB) — cucTeMHOE HacAeA-
CTBEHHOE MOHOreHHoe 3aboneBaHUe, CBSI3aHHOE C MyTaLMsIMU
reHa CFTR 1 nopaxeHneM 3K30KPUHHbBIX xeAe3. OnrcaHbl pea-
KWe CAyYau BOBAEUYEHMWS Nnoyek npu MB, 0CAOXHAOLLME BbIOOP
Tepanuu 1M3-3a pUCcka AeKapCTBEHHbIX B3aMMOAENCTBUN.

LleaAb uccnepoBaHUA. M3yunTb OCOOEHHOCTM TeUeHUs,
AMArHoCTMKM W Tepanuu HedppotMuyeckoro cuHapoma (HC)
y pebeHka ¢ MB, 06yCAOBA€HHbIM FOMO3WUIOTHOM MyTaumen
CFTR:F508del, Ha $oHE MPUMEHEHWUS MMMYHOCYNPECCUBHON
W TapreTHoW Tepanuu.

MaumMeHTbl U MeToAbl. KAMHUYECKWMI CAyyalh CeMWAET-
Hen peBoukn ¢ MB (CFTR:F508del), OCAOXHEHHBIM WAMO-
natmyecknum HC, XpoHMUeckon 60oAe3Hblo novek 1-M cTapmu
W BTOPUYHOM apTeEPUAAbHOM TUNEPTEH3MEN, HaXOAMBLUENCA
Ha cTaumoHapHoMm AeveHnn B MATKB. NcrnoAb3oBaHbl KAMHUKO-
aHaMHecTUYeckre, AabopaTopHble, MHCTPYMEHTaAbHbIE METO-
Abl UICCAEAOBAHMSA, a TaKKe AMHaMUYecKasn oueHKa addeKTuB-
HOCTM W 6€30MacHOCTM MPOBOAMMON WMMMYHOCYNPECCUBHOM
1 CFTR-MOAYAMpPYHOLLEN TEPANUK.

Pe3yabTaTthbl. Y NauMeHTKM ¢ HEOHATaAbHOIO NepuoAa Aua-
rHoctposaH MB. B 2021 r. (3 ropa) aebrotMpoBan MAMO-
natmyecknin HC, npoTekaBWWK C peuuaMBaMu, ualle npu
BMPYCHbIX 3aboneBaHWsAX. HadHaueHne CUCTEMHbIX FAFOKOKOP-
TMKOMAOB 06ecrneymBan0 PEMUCCUMU, OAHAKO CHUXEHUE AO3bI
COMPOBOXAAAOCh peLMAMBaAMM, YTO NoTpeboBano A0baBAEHUS

UMKAOCnopuHa. B Hosbpe 2022 r. (4 ropa) Hauata TapretHas
Tepanusa AtoMakadptopom/uBakadtopoM. Ha ¢doHe UHTEPKyp-
PEHTHOM MHbEKUMM B Hauane 2023 T. (5 AeT) OTMEeYEH peLrAnB
HC ¢ npotenHypuei 1 runoanbbyMmHeMuen, 4to notpeboBano
WUHTEHCUOUKALMM MMMYHOCYNPECCUU U BPEMEHHOW OTMEHbI
TapreTHoln Tepanuu. AaHHoe HabAOAEHWE COrAacyeTcs ¢ AUTe-
PaTypHbIMU A@HHBIMW O CHUXEHUU 3GEKTUBHOCTU MBakad-
Topa y nauueHtoB ¢ MyTaumen F508del, a Takxe o dapma-
KOKMHETUUYECKOM B3aUMOAENCTBUU: AtOMaKadTop MHAyLMpyeT
untoxpoM CYP3A, yckopsasi MeTaboAM3M METUANPEAHU3OAOHA,
CHUXasA ero KAMHUYECKYHD 3GPeKTMBHOCTb. B TeueHne Hacto-
ALLeM rocnutanM3auMn WMHWUMUMPOBaAHa TapretHas Tepanus
koMbuHauuen Tesakadptop + MBakadTOp + IAekcakadTop,
C MOMOLLLIO KOTOPOI BblAa AOCTUTHYTa cTabuUAM3aLMUS TeUEHUS
MB 1 coxpaHeHa ycTonumnBas pemuccusa HC.

3aknoueHue. [1peACTaBAEHHbIM KAMHUYECKWUIA CAy4vai
NOAYEPKUBAET PEAKOCTb M CAOXHOCTb KOMOPOWMAHOIO Teue-
HMa MB un HC y aeteii. HasHaueHne CFTR-moayAupytoLlei
Tepanuu TpebyeT yuyeTa reHETMUYECKOro BapuaHTa 3abone-
BaHUA, GpapMakKOKMHETUUYECKUX B3aWMOAEWCTBUM U HaAW-
yMa conyTcTBytOLEN naToAorMu. WMHAMBUAYaAbHbIM noabop
MMMYHOCYNPECCUBHBIX WM TapreTHblX MpenapatoB B paMkax
MEXAMCLUMMAMHAPHOTO HaBAKAEHWS MO3BOAAET TMOBbLICUTb
90 HEKTUBHOCTb U 6€30NacCHOCTb AEYEHUSA AQHHOW KaTeropuu
naumMeHToB.





