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Pesome

TapretHas tepanusi MykoBucuuaosa (MB), npu KoTopoit BoccraHaBamMBaeTcsl PyHKIMs Oejika MyKOBUCIIMAO3HOTO TPAHCMEMOPAHHOTO PeryJisi-
topa npooaumMoctu (Cystic Fibrosis Transmembrane conductance Regulator — CFTR), siBjisieTcsl BAXKHEUIIMM JTOCTUXKEHUEM B JISYEHUN OOJIbHBIX
MB. Y6enurenbHble YCIIEX OTMEUEHbI TTPU MPUMEHEHUN KOMOMHALIMY TIOTeHLIMaTopa xjaopHoro kaHaina CFTR usakadrTopa (Kanuaeko) u kop-
pekropa iomakadropa. [IpencrapieH KIMHUYECKUI CiTydail yCIIELIHOTO JIeYeHUs TIperapaTtoM nBakadTop / moMakadTop MalueHTKU C TeHOTH-
oM F508del/F508del (p.Phe508del, ¢.1521 1523delCTT, or c.1521_1523del or 1653delCTT) u TsikenbiM TedeHreM MB. DTOT OIBIT CBUOETETD-
CTBYET O HEOOXOIUMOCTHU aKTUBHOTO PacpocTpaHeHus: B Poccuu maToreHeTM4ecKoro JiedeH!sl MallueHTOB C aHAJIOTMYHBIM TeHOTHUITOM.
KnroueBble c10Ba: MyKOBUCITUIIO3, TAPTeTHAS TEPAITHsI, TATOTEHETYECKOE JIeUeHUE, KOPPEKTOP, MTOTEHIINATOP, UBaKahTOP, TIoMakahTop.
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Abstract

Targeted therapy for cystic fibrosis (CF) is a novel approach to CF treatment that can restore and potentiate CFTR channel activity. Lumacaftor/iva-
caftor combination therapy is related to significant clinical and functional benefits in CF patients who are homozygous for F508del CFTR mutation.
The authors described a case of effective treatment with lumacaftor/ivacaftor combination in a homozygous F508del CF patient with severe lung dis-
ease. This experience demonstrates an urgent need to make this pathogenic treatment available for patients with this genotype in Russia.
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MyxkoBucuugo3 (MB) — 3To MoHOreHHOE 3a00/eBaHUe, BUCIMUIO3HOIO TpaHCMEMOPAHHOTO PETYJISITopa MPOBO-
[JIaBHBIM 3BEHOM TaToreHe3a KOToporo sBisiercs: moBbl-  aumoctu (Cystic Fibrosis Transmembrane conductance
IIeHNE BI3KOCTH CEKpeTa 9K30KPUHHEIX kene3. B mato-  Regulator — CFTR). CFTR siBiseTcst TpaHCMeMOpaH-
JIOTUIECKUI TIPOIICCC BOBJICKAIOTCS B MEPBYIO OYepenbh  HBIM OCJIKOM, KOTOPBIM pacIiojlaracTcsl Ha ITOBEPXHO-
OpraHbl PECIUPATOPHON CHUCTEMBI, KEIyIOYHO-KW- CTU alMKaJIbHONH MeMOpaHbl SMUTEIMATIbHBIX KJIETOK
IIEYHOIO TpaKTa, a TaKXKe CEMSBBIHOCSIIME MPOTOKM M (PYHKIIMOHUPYET KaK XJIOPHBIM KaHald. B pesynbrare
y myxuuH [1]. Myratusa B reHe CFTR, npuBojsinas — Hapymniaetcsl TpaHCIIOPT aHWMOHOB XJIopa yepe3 MemOpa-
K pa3BuTuio MB, BBI3BIBacT HapylieHHE paOOTHI MyKO-  HY KJIETKH, aOCOpPOIINST KaTHOHOB HATPHUS YBEIUMUNBACT-
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csl, BBI3BIBAS TIOCTYILJICHME B KJIETKY BOIBI M O0C3BOXKM-
Basl CJIM3b Ha TOBEPXHOCTU CEKPETOPHOTO SMUTE M. BbI-
pabaTbIBaeMBbIil CEKPET CTAHOBUTCS TYCTBIM U BSI3KUM [2].

Hogeiimum goctuxeHuem B JedeHuu MB ctano
OTKPBITHE MAJIbIX MOJIEKYJI, BOCCTAHABIMBAIOIINX IIPO-
lIecChl CMHTE3a, TpaHCIIOpTa K MeMOpaHe WU paboTy
HemnoJiHoLieHHoro Oenka CFTR. D¢¢eKTuBHOCTb Jie-
KapCTBEHHBIX CPEACTB, BOCCTAHABIMBAIOIINX (QDYHKIIIIO
CFTR, cBs3aHa CO CITOCOOHOCTBHIO MOJIEKYJT 00ECIIEUNTh
JIOCTaBKy ajekKBaTHOTO KonuuectBa Oenka CFTR Ha
ITOBEPXHOCTH SMUTETNATBHOMN KJICTKHU W / VI YITydIIaTh
ero pabory. HeobxonumocTh jeueOHOro BO3AEMCTBUS
Ha OeJIoK ompezensiercs KiaccoMm mytauuu B reHe CFTR.
HsBectHo > 300 MyTaumii, MMEIOIIUX KIMHUYECKOE
3HAYCHHUE, KOTOPBIE KITACCU(PUIIMPYIOTCSI B 3aBUCHMO-
CTHU OT TJIaBHOTO HedeKTa (HapylleHHe CHTe3a, TPaHC-
rnopTa, peryisiuuu, MNPOBOAUMOCTU, CTAOUIBHOCTU
xjiopHoro kaHana) (puc. 1) [3]. I1epBblii ciyyaii maTore-
HeTuueckoro jiedeHuss MB B Poccuu onucaH mist myrta-
uuu I1I xiacca [1].

Myrauug Il xmacca rena CFTR B 10-m 3K30He —
F508del (p.Phe508del, c¢.1521 1523delCTT, or c.1521
1523del or 1653delCTT) — peneuust 3 HYKJICOTHUAOB
(CTT) — gBnsieTcs caMoOil pacnpoOCTPaHEHHOU cpenu
0onbHBIX MB eBponeonmHoit pacel. B pesynbrare 3T0i
myTtauuu B Oenke CFTR oOTCyTCTBYeT aMHWHOKHUCIIOTA
¢denunamanuH B 508-M MoyioXeHUU, HapyuiaeTrcs: hop-
MUpPOBaHNE BTOPMYHON M TPETUIHOM CTPYKTYPHI OelIKa
1 OH HE TOCTUTAeT MEMOpaHBI KIICTKH.

Boccranosuth pabory 6enka CFTR npu pedekre,
obycnopieHHoM reHotunoM F508del/F508del, moxHO
TIpY COYETAHHOM TTPUMEHEHUHN 2 TUTIOB MOAYJISITOPOB —
ITOTEHIIMATOPOB M KOPpeKTopoB. KoppekTtoper — Je-
KapCTBEHHBIE CPENCTBa, OOCCIeUYMBAIOIINE TOCTABKY
myTaHTHoro Oenka CFTR (mpu mytauum Il kmacca)
K anmuKaJbHOM MeMOpaHe M TTO3BOJISTIONINE 3aHSTh Ha
Heil TIpaBWIbHOE TToJIoXeHue. IloTeHmmaTopsl BoccTa-
HaBJIUBAIOT (PYHKIIMIO MOHHOTO KaHajla, PacIlOJIOXEeH-
HOTO Ha alMKaJIbHOM MeMOpaHe KieTKu. [TepBeIM Tpe-
mapaToM IMaTOTEHETUYECKOTO JICUCHUS IS MalleHTOB
c reroturnioM F508del/F508del ctan mpemapat Opkamon
(Orkambi). B cocTtaB 1eKapCTBEHHOTO cpeacTBa (TabeT-

K1) BXxomaT moMakadTop 200 Mr u mBakadTop 125 Mmr.
IIpemapar Opxkamb6u (Vertex Pharmaceuticals Incor-
porated) onobpeH YripaBieHUEM I10 CAaHUTAPHOMY Hajl-
30py 32 KaueCTBOM TUIIEBBIX MPOITYKTOB U MEIUKaAMEH-
toB CIA (Food and Drug Administration) B utone 2015 r.
[IpenapaT mokaszaH mas JeYeHMS IMALMEHTOB CTapiie
2 nmer. KoMOMHUPOBaHHBIN Tpenapar MMeeT ABOHHOE
neiicTBre: JoMakadTop, SIBISSICh KOPPEKTOPOM, obec-
neynBaeT JocTaBKy 6enka CFTR K TOBEpXHOCTHOM MeM-
OpaHe KJIETOK, a IOTeHILMaTop uBakadTop objerdaet
TPaHCIIOPT aHWOHOB XJIOpa, T. K. OH YBEJMYMBAET BO3-
MoxHocTn Oenka CFTR K OTKPBITUIO XJIOPHBIX KaHa-
JoB Ha MemOpane. Ilo pesymbTaraM KIMHHUYECKUX
HUCIIBITAHUM ¢ ydyacTheM ITallMeHTOB C TE€HOTHUIIOM
F508del/F508del moka3aHo nOCTOBEpHOE KIMHUYECKOE
VIIy4lIEHUE, COMPOBOXIAIOIIEECS CTATUCTUYECKU 3Ha-
YUMBIM YBEJIWUYCHUEM II0Ka3aTejie JeroyHor (QyHK-
LIMM — TPUPOCT oObeMa (hOPCMPOBAHHOIO BBIIOXA 3a
1-ro cexyHmy (O®B;) coctaBusl OKOJNO 4 %onx. 1O
CpaBHEHMIO C TuIale0o0, PUCK JIETOYHBIX O0OCTpEeHU
cHu3WiIcs Ha 46 %, yBeauuuiiach Macca Tejia, YIydllu-
JIOCh Ka4eCTBO XU3HU [5].

AmnenpHas yactota F508del B Poccuun cocrapisieT
52 %. Tlo manubIM Perucrpa GOJIBHBIX MYKOBUCLIMIO-
3oM Poccuiickoit ®enepauvu (2016), mojss GOJBHBIX
¢ renotunom F508del/F508del cocraBuna 28 %, npu
9TOM 0011Iee YKCIO OOJBHBIX cTapiiue 2 jgeT — 2 747 Je-
noBek [6]. Takum obGpasom, okono 750 GonbHBIX MB
B Poccum MoryT HyXnmaTbcsl B TapreTHOI Teparuu ISt
reHotumna F508del/F508del, uro ompenenser MHTepec
K TIPEJICTaBICHHOMY KJIMHUYECKOMY CITyJaro.

KnuHuyeckoe HabnrodeHue

IManuenTtka K. 1996 roma poskmeHusi, MECTO XUTedbcTBa — MoOCKBa.
C 2014 r. na6momaercs B MenepaibHOM TOCYIapCTBEHHOM OIOIKET-
HOM yupexnaeHuu «HayuHo-uccaenoBaTeIbcKuil MHCTUTYT MyJIbMOHO-
sorur» PenepalbHOr0 MeIuKo-omojornyeckoro areHTcTBa (OIBY
«HWUMU nynemononorun» ®MBA Poccun) ¢ nuarnozom MB Tsixesioro
TEYEHUsI, XPOHUIECKUII THOWHBIN OGPOHXUT, MHOXECTBEHHBIC OPOH-
X09KTa3bl. XpOHUYECKOe WMHOUIMPOBAHUE IBIXaTEIbHBIX MYTeil
Staphylococcus aureus, Achromobacter xylosoxidans. XpoHudeckasi aH-
KpeaTndyeckast HeJOCTaTOYHOCTb.

W3 aHamMHe3a U3BECTHO, YTO CUMIITOMbI TAHKPEATUUECKOI Hel0-
cTaToyHOCTH (Tmosnudekanus, BUIMMasi cTeatopesi, BbIMIAJCHUE TIPsi-
MOl KMIIIKM, OTCTaBaHUe B HAOOPE MAcChl TeJIa) OTMEYAIUCh C POXKIC-
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Puc. 1. Pactipenenenue myTaiuii o kjiaccaM B 3aBUCUMOCTH OT DyHKIMU 6enka CFTR (agantupoBaHo U3 [4])

Figure 1. Classes of CFTR mutations (adapted from [4])
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Puc. 2. KomnbroTepHasi ToMmorpaMMa opraHoB I'pyaHO# Ki1eTku 60sibHOM K.

Figure 2. Chest computed tomography of patient K.

Hus. C 9 mec. — 4yacTble OPOHXUTBI, THEBMOHUU C OOEUX CTOPOH.
B Bo3pacre 3,5 roma mosyyaia cretruuecKyio MpoTUBOTYOEPKYJIe3-
HYIO Teparnuio ¢ TUarHO30M TYOepKysie3 BHYTPUTPYIHBIX TUMbaTude-
CKUX y3J10B 0e3 OakTeproBblaeieHus. JAuarHo3 MB yctaHoBeH nipu
obcnenoBannu B OGOCOOJIEHHOM CTPYKTYPHOM TOApPAa3neIeHUN
«Poccuiickast neTckast KIMHUYecKas 6onbHuLIa» DenepaabHOro rocy-
TAPCTBEHHOTO GIOKETHOTO 00Pa30BaTEIbHOTO YUPEXKICHUST BBICIIETO
oOpazoBaHusi «Poccuiickuii HallMOHaNbHBINA UCCIEI0BATEIbCKUM
MenuuHcKuii yauBepcuter umenu H.W.TTuporoBa» MuHucTepcTBa
3npaBooxpanenusi Poccuiickoit ®@enepan B Bo3pacte 4,5 rona,
MOATBEPKAEH MOJOXUTEIbHBIM MMOTOBBIM TECTOM (XJIOPHUIBI MOTa —
78,4 mmoinb / 1 o I'mbcony—Kyky: Hopma — mo 40 Mmoub / 71, To-
rpaHnuYHble 3HaueHHsT — 40—60 MMOJb / JI, TOJOXHUTEIbHBIA —
> 60 MMOJTb / JT) ¥ TEHETUYECKUM MCCIIEIOBAHMEM, TI0 JTaHHBIM KOTO-
poro BbisgBIeHBbl 2 MyTauuu B reHe CFTR — F508del/F508del.
NHduumpoBaHue abixaTeabHbIX MyTeil Pseudomonas aeruginosa ornpe-
nensietcst ¢ 2002 1., Achromobacter spp. — ¢ 2013 1. Jleuernune B ®TBY
«HWUUW nynemononorun» @MBA Poccun (Mocksa) — ¢ nekadpst 2014 .

[1pu epBUYHOM BU3UTE OCHOBHBIE XAIOOBI MAIIMEHTKA — Ha Ka-
LIeJIb C TPYAHOOTXOIAIEH THOMHONW MOKpOoTOit (okojio 100 M B cyT-
KH), ONIbIILIKA ITPU YMEPEHHOI (pU3nuecKoit Harpy3Kke.

OOBEeKTUBHO OOpaliaiy Ha cebsi BHUMaHKe CHIDKeHUe TloKa3aTe-
Jieit Macchl Teqa (46 kr), pocra (166 cm) u nHaekca maccel tenia (MMT)
(16,7 xr / M?), MHOXECTBEHHBIE CyX¥e U BJIaXHbIe pa3HOTOHAJbHBIC
XPUIIBI B JIETKUX C 00€MX CTOPOH Ha (DOHE 0CTa0IEHHOTO ABIXaHUST TPU
AyCKYJIbTAIlMW TPYIHOW KIJIETKU; 9acTOTa IbIXaTEIbHBIX TBUKECHUMA —
20 B MUHYTY, caTypalusi apTepuajbHON KPOBM KHUCIOpoaoM — 95 %,
4acToTa CepleYHbIX COKpAIlleHUil — 82 B MUHYTY, apTepuajibHOEe 1aB-
nenue — 115 /75 MM pr. cT.

JlaHHbIe COIMPOMETPUM: HapylleHHe (DYHKLIMU BHEIIHEro IbIXa-
HUSI 0 OOCTPYKTUBHOMY THUITY, BEIpaKeHHAs OpOHXUATbHAST OOCTPYK-
uust — nokasarenu OB, — 1,84 1 (55,3 %jonx.), DOpCUpPOBaHHOM
Ku3HeHHoU eMkoctu jerkux (PXKEJ) — 2,40 1 (62,9 %); ODB, /
DXKEI — 73 %.

MuKpOOUOJIOrMYECKUIT aHaIM3 MOKPOTHI: S. aureus, Achromobac-
ter ruhlandii, P. aeruginosa.

[Ipu KoMmbIOTepHOI TOMOrpaduu OPraHOB TPYAHOU KJIETKU BO
BCEX OTHENaX JIETKMX C 00eUX CTOPOH OIpEAessieTCs pacIIUpeHHe
oponxoB III-IV mopsakoB ¢ ¢GopMupoBaHMEM MHOXECTBEHHBIX
LMIVMHIPUYECKUX U BAPUKO3HBIX OPOHX0IKTA30B, BO MHOTMX U3 KOTO-
PBIX OTpeaeNisseTcsl CONepXUMOe, BBIpaXeHa TepUOpPOHXUATbHAS

uHbunbTpauus (puc. 2). BoigBieHa TsKenasi BHELIHECEKPETOPHAst
HEIOCTATOYHOCTh TOIKEIYIOYHOM XKele3bl — B CTyJe CHWXKEH YpO-
BEeHb OHIOTeHHOM 371acTasbi-1 (< 15 MKT / T; HopMa — > 200 MKT / T).

HasHaueHa Ga3ucHasi MyKOJIMTHYECKasi, 3aMecTuTesibHas (ep-
MEHTHasl Tepamnusi, KWHe3UTeparusi, a TakKKe KOMIUIEKCHAsT Teparust
BHYTPUBEHHBIMU U MHTAISLIMOHHBIMU aHTUOAKTEpUATbHBIMU Mpera-
patamu (ABIT) B cOOTBETCTBUY C JAaHHBIMU AHTUOMOTUKOTpaUU.

HecmoTpsi Ha WMHTEHCUBHYIO aHTHOAKTEpUATbHYIO TEpamuio
(ABT), 3abojeBaHMEe MPUHMMATIO HEYKJIOHHO Iporpeccupyloliee
TeueHue, OTMEUEHa CTOMKasl MeTpafals pecrupaTopHOl (hYHKITIN
co cHmxenuem OB, ¢ 1,84 n (61 %) — B Hos16pe 2014 1. mo 1,17 n
(35 %) — B mone 2018 r. (puc. 3).

B teuenue 1 roma (urosnb 2017 — uronb 2018 rr.) XpOoHUYECKMit
THOMHBIN OPOHXUT TPHOOPEN HEMPEepbIBHO PEIUINBUPYIOIIEE Tedue-
HHUE C TOCTOSIHHOI CcyO(heOpUIbHON TeMrepaTypoil Tesa, YacThIMU
MnojbeMaMu TeMIepatypbl 10 GeOpuIbHBIX LUGP; MPU 3TOM TpeboBa-
Jlach exeMmecsiuHasi cucteMHasi BHyTpuBeHHass ABT ¢ komOuHatumeit
ABII pa3HbIX ITpyIIT B MAKCUMAJIbHBIX 103aX:

* umurneHeM (tueHam) 1 r (2 ¢iakoHa) 3 pasa B cyTku + aMUKallMH

1 000 Mr 1 pa3 B CyTKM BHYTPMBEHHO B TeueHue 21 mHs (2 Kypca

B TeueHue 1 rozpa);

* MeporieHeM (MepoHeM) 2 T 3 pa3a B cyTku + ToOpamuiiuH 400 mMr

1 pa3 B CyTKM BHYTPUMBEHHO B TeueHue 21 qHs (2 Kypca B TeUeHUe

1 roma);

*  uedrasumum (poptym) 3 1 3 pasza B cytku + TodopamuiinH 400 mr 1 pa3

B CYTKM BHYTPUBEHHO B TeueHue 21 nHd (2 Kypca B TeueHue | ropa);
» uunpodnokcarH 750 mr wiu neBodiaokcauuH 500 mr 2 pasa

B cytku + Oucenrton 960 mr (3 tabnerku) B TeueHue 21 IHs

(4 xypca B TeueHue 1 roga).

IMammeHTKa TakXe mojydana 0a3uMCHYIO Teparuio MHTaISIUOH-
HbiMU ABIT — Tobpamuuy 300 Mr 2 pa3a B CyTKU WIM KOJIMCTUME-
tata Hatpusi 1 000 000 EJl 2 pa3a B CyTKM B MHTAISIUAX €XKEIHEBHO
(BCs peablLaylas Tepanust 000CTpeHuii mpoBoauIack Ha hoHe 6asuc-
HO1 MHTAJISILIMOHHON Tepanum).

[To pesynbraTaM Tepanmuu HEHAaOJro MNPUOCTAaHABIUBAJIACh
HEYKJIOHHAsI eTpafalus JerouHoi (GyHKIMU, obecriednBasi HeCTOM-
KO€ CHIXKEHME TeMIepaTyphl Tejla U JabopaTOPHBIX MAPKEPOB BOCTA-
JieHus B TeueHue 7—10 gHel mocjie OKOHYaHUsI Kypcea.

B reHotune nauveHTKH BbisiBaeHa myTauus F508del B romo3uror-
HOM TOJIOXEHUHU, 0ITOMY ObLIIO PELIEHO MTPOBECTH MOMbITKY MaTore-
HETUUYECKOTO JICUEHUSI TPerapaToM JroMakadTop / nBakadtop.

Opkamo6m
|

OXEN

Puc. 3. ilunamuka
roKasareseil CiupoMeT-
pun 6osbHOM K.

IMpumeuyanue: GKEIT —
dopcrupoBaHHas KM3HEH-

JinTpel
n

Hast EMKOCTb JICTKUX;
O®B,; — 06bem dhopcupo-
BaHHOTO BBIIOXA 32 1-10
CEeKYHIY.

Figure 3. Change in
spirometric parameters
of patient K.
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[Mepen HavaoM JiedeHMsI TIPOBECH TIOTOBBII TECT Ha armapare
Hanomakr (Hopma — 10 60 MMOJb / J1, MOrpaHUYHbIE 3HAYEHMS —
60—80 MMOJb / J1, TTOJIOKUTENbHBIN — > 80 MMoub / ). PedynbraT
tecra ot 25.07.18 — 116 MMob / 1.

29.07.18 HauaT npueM npenapata JromakadTop / usakadprop 125 /
200 mr (Opkam6u) 1o 2 TabJeTKM MepopalibHO Kax/able 12 4 ¢ Kupo-
cojepxKalleid MUIIei exXeTHEeBHO.

Knunuueckue nposenenus:

29.07—02.08.18 — xxano0bl Ha yCUJIEHHME KallUIsl, OLIYLIEHUE TSIXKe-
CTU B TPYIM, YBEIMYCHHE KOJUYECTBA TPYTHOOTXOMSINEH THOMHOM
MOKPOTHI 10 150 MJT B CyTKMU.

Yepes 4 nHs rpyueMa nperiapara KoJaMuyecTBO MOKPOTHI 3HAUMTE b~
HO cHU3WIOCH (1o 70 MJI B CYTKM), OHa CTajla CBETJIOH, JIETKO OTKAaIll-
JIMBANACh.

TemnepaTypa Tesia CTOWKO HOpMaM30Baiach. boibHast oTMevana
3HAUUTETbHOE YTy4llleHre OOIIEr0 COCTOSTHUSI, YBETMUSHUE TOJIEPAHT-
HOCTHU K (DU3MUECKOil Harpys3ke.

Ob6paniaer Ha cebss BHUMaHMe ydallleHHe cTyaa no 3—4 pas
B CYTKH, COIpPOBOXIAIOLIEe MPUEeM IpernapaToB JoMakadTop / nBa-
kadTop M yKazaHHOE B IEPeYyHE BO3MOXHBIX MOOOUHBIX 3(DPEKTOB.
OnHaKo NP 3TOM HE OTMEYEHO Xajo0 Ha TOLIHOTY, 00JIb B XKMBOTE,
yXyAIIeHUue OOIIero cocTostHus. VM3MeHeHWil TokazaTeseil alaHu-
HaMUHOTpaHchepasbl U acmapraraMUHOTpaHChepa3bl, PeKOMEHIO-
BaHHBIX K KOHTPOJIO Npu nipueme OpkamOu, He oOHapykeHo. [Tpuem
nperapara mponokeH. Yepes 3 Mec. mpreMa mpernapata CTyJI HopMa-
JIM30BAJICS. YPOBEHb HAOTCHHOI 31acTasbl-1 B CTyje OcTaycs Mmpex-
HuM — < 15 MKT / T (HOpMa — > 200 MKT / T).

3a 6 Mec. OTMEYEHO YBEIMYEHKE MACChl TeJia Ha 3 KT — 10 49 kr
(UMT — 17,78 kr / m?).

B reuenue 6 mec. Teparnuu OpkamOu poBe/IeHbI 2 TUIAHOBBIX Kypca
ADBT, KIMHUYECKOE COCTOSTHUE MEXY KypcaMu CTabUIbHOE, MOIbEMOB
temnepatypsl HeT. [Iponoskaercs 6a3ucHas uHransiunonHas ABT.

IMokazatenu pecnuparopHoit pyHkuuu (ODB,) yBeauuminch
¢ 1,17 1 (35 %) B mtone 2018 1. mo 1,54 1 (46 %) B stuBape 2019 T.
(cm. puc. 3).

Yepes 6 Mec. Tepani OTMEYEHO CHUXEHUE Pe3yJIbTaTOB MOTOBO-
ro TecTa 10 88 MMoJb / J1 Ha anmapate HaHomakT (HopManu3aiu He
MPOU30LLIO0). DTO 3HAYUTEIBHO HUXKE MOKA3aTesisl TeCTa, BbIMOJIHEH-
HOTO JI0 Havyajla TapreTHOM Teparuu, HO MO-TIPEKHEMY BbIIIe HOPMBI
(rmorpannyHblie 3HaYeHUST — 60—80 MMOJIb / 71).

ITaumeHTKa NporoKaeT naToreHeTnyeckoe JeyeHue MB.

TakuMm obGpa3oM, Mo pesyiabTaTaM MPUBEACHHOTO
KJIMHUYECKOTO HAOMI0IeHUs MPOAEMOHCTPUPOBAHO,
YTO TIPW BKJIIOYCHHMU TapTeTHOTO IMpernapaTa JromMakad-
Top / MBaKadTOp B IporpaMMy TepaluM COCTOSIHUE
MaUEeHTKU CTaOUIU3UPOBATIOCH, YIYUIIUIUCh (PYHK-
IIMOHAJIbHBIC TTOKa3aTeNlM, YBEIMYMINCh Macca Teja
u UMT, ymMeHbIIMIIACh YacTOTa OOOCTPEHUI XpOHUYE-
CKOro OpOHXUTA, YTO MTO3BOJIWIIO CYIIIECTBEHHO CHU3UTh
notrpedHocTh B cucteMHoil ABT. YcraHoBiaeHa Takxke
TEHICHIINS K CHIDKCHUIO ITOKa3aTelisd ITOTOBOTO TecTa,
OITHAKO COICpXKaHME MOHOB XJIOpa B TIOT€ HE HOPMAaJIH-
30BaJIOCh. DTU AaHHBIE HE MPOTMBOpPEUYaT pe3yabTaTaM
2 MYJbTULEHTPOBBIX 24-HeAeNbHBbIX MCCIEAOBaHUI
TRAFFIC u TRANSPORT mno oneHke nepeHOCUMOCTH
1 3¢hGeKTUBHOCTH MBakadTopa / JroMakadTopa Mpu
neueHuu MB [7].

3aknroyeHue

ITponemMoHCTpUpoOBaH MepBbI B Poccuy MoMOXUTENb-
HBII OITBIT TapreTHOW Tepanuy TalueHTKu ¢ MB Ts-
xeqmoro TeueHust mipu reHotune F508del/F508del.
[TpuBeneHHbBIN YCMENIHBII OMBIT CBUIETEIbCTBYET
0 HEOOXOAMMOCTU PaCCMOTPETh BO3MOXHOCTh IaToO-
TeHeTMYECKOTOo JIeYeHUs TanneHToB Poccum ¢ aHano-
rMYHBIMU MyTarusimu reHa CFTR.
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