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Pesiome

Myxkosucuuno3 (MB) xapakTepusyeTcst pa3BUTHEM TSKeJIOro HyTpUTUBHOrO Aeduuuta. Huskuii nokasatesnb nHaekca macenl Tesna (MT) umeet
TIPSIMYIO KOPPEJISILIUIO C HU3KUMU MTOKa3aTes MU (DYHKIIUU JIETKUX, TIPU 9TOM TpeOyeTcst akTUBHAsI HYTPUTUBHASI ToAaepxKa. [laToreHeTnueckast
(TapreTHast) Teparnusi, HarpaBJIeHHAasi HA BOCCTAHOBJIEHME PabOTHI XJIOPHOTO KaHala, TakXke MPUBOIUT K yBenmueHno MT. OnHako paboT o Bo3-
nevictBuu MoaynsatopoB CFTR Ha BHe/leroyHyr MaToJIoTHio Y B3POCIbIX POCCUMCKUX O0bHBIX MB kpaitHe Mano. Ilenbto paGoThl siBUIAaCch
OIIeHKA TIOCJICIOBATEIbHOTO BO3MEUCTBUSI IBYX TAPTETHBIX MPETapaToB — MOTEHIIMATOpa UBaKadTOpa U TPOWHON KOMOWHAIIMU MOJYJISITOPOB
TpaHcMeMOpaHHoro peryssitopa MB anekcakadrop / TezakadTop / mBakadTOp Ha HYTPUTHUBHBIM CTaTyC B3pOC/IOi NauuMeHTK ¢ M B, nojyyato-
1Ieil HyTPUTUBHYIO MOANepkKKy. 3akmodenue. Tepanus monyasitopamu CFTR B couetaHuu ¢ CUIIITMTHTOBOM HYTPUTUBHON MONAEPKKOU CIIOCO0-
CTBYeT 3HaUYMTeIbHOMY yBenmueHuio MT y B3pocibix manmeHToB ¢ MB. TpoitHast komGuHaiust aiekcakadTop / Te3akabTop / nBakadTOp OKa-
3pIBaeT 0oJiee aKTUBHOE BO3ICHCTBIE HA HYTPUTUBHBIN CTAaTyC MO0 CPAaBHEHUIO C TAKOBBIM MpU NipueMe uBakadropa. [1pu mposeneHun TapreTHOM
Teparuy HeoOX0IMMO HAOIONeHUE TUETONIOTA.

KuroueBbie ciioBa: monyJisitopel CTFR, MykoBUCLIMI03, TapreTHast Teparusi, HyTpUTUBHAS MOIEPXKKA.

Kondmkr nnrepecoB. KoHMOIMKT MHTEpECOB aBTOpaMU He 3asiBIICH.

®unancuposanne. CrioHCOPCKast TIOIEPXKKa UCCIIEI0BaHUST OTCYTCTBOBAJA.

OTHyeckas 3kcneprusa. [1yonukanusi He TPOTUBOPEUUT ITUUECKUM HOPMaM, UMEET ONUCATENbHbIN XapaKTep U He 3aTparuBaeT JMYHbIX HHTepe-
COB IMAIMEHTOB, BCE JIAHHBIC MAIIUEHTOB 00E3TNYCHBI.
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Abstract

Clystic fibrosis (CF) is characterized by the development of a severe nutritional deficiency. A low BMI directly correlates with low lung function and
requires active nutritional support. Pathogenetic (targeted) therapy aimed at restoring the chlorine channel function also leads to weight gain.
The effects of CFTR modulators on extrapulmonary pathology in adult CF patients in Russia have been described very little. Aim. To evaluate the
sequential impact of two targeted drugs — the potentiator ivacaftor and the triple combination of CF transmembrane regulator modulators
elexacaftor/tezacaftor/ivacaftor — on the nutritional status of an adult patient with cystic fibrosis receiving nutritional support. Conclusion. Therapy
with CFTR modulator in combination with sipping nutritional support promotes significant weight gain in adult CF patients. The triple combination
of elexacaftor/tezacaftor/ivacaftor has a more active effect on nutritional status than ivacaftor alone. The targeted therapy requires supervision by
a nutritionist.
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Kpoirosa H.A. u dp. HytputrBHast moaiepKka B3pOCbIX 00JbHBIX MyKOBUCIIMI030M, MOJTyYaroIIUX MaTOreHeTUYECKOe JIeUeHHe

MykoBucuugo3 (MB) — 310 ayTocoOMHO-peliecCCUBHOE
3a00JieBaHUE, KOTOPOE BO3HUKAET BCIEACTBUE MyTa-
LIUM B TeHe TpaHcMeMOpaHHoOTO peryistopa (CFTR),
KOIUPYIOIIEro 0eJI0K — aHWMOHHBIM KaHaJl, IIpeacTaB-
JICHHBIA BO MHOTHUX TKaHSIX OpraHu3Ma (IbIxaTeJbHble
MyTH, XKeaynouyHo-kumeyHbiii Tpakt (KKT), nomgxe-
JmynouHas xenesa). Hapymenue dynkiuu 6enka CFTR
MMPUBOIMT K CTYIIEHUIO CEKPeTa CIM3UCTHIX 000JI04YeK
B IIBIXaTEJIbHBIX MYTSX, UTO SIBJSIETCS IPUYMHON peLu-
TUBUPYIOMINX MH(OEKIINA U XPOHUUECKOTO BOCITAJICHNS;
cryuieHue cekpeta cau3ucThix obosoyek 2KKT u BbI-
BOJIHBIX IIPOTOKOB IOIKETYIOUHOMN XeJIe3bl TPUBOIUT
K CHUXKEHUIO 9K30KPUHHOMW (DYHKILIMU TTOIKETYI0UYHOMU
KeJie3bl, BOCMAJEHUIO, HApYIIEHUI0 MOTOPUKU U TUCOU-
o3y KKT. CouetaHre XpOHUYECKOTO PECIIMPATOPHOTO
BOCHAJICHUS, TUCHOYHKIINY MOIKETYTOTHOMN KeJIe3bl
u 2KKT, ¢ ogHOI CTOPOHBI, MPUBOAUT K YBEJTMUYEHUIO TT0-
TPEOHOCTH B SHEPTUM, C IPYTOIl — K TTOBBIIICHUIO ITOTEPh
MTOTPEOIISIEMBIX TTUTATEILHBIX BEIIIECTB, UTO B UTOTE CTa-
HOBUTCS IPUUMHON Pa3BUTHS TSKEJIOTO HYTPUTUBHOTO
nedunura y naupeHToB ¢ MB [1, 2]. Huskuit nokazaresb
uHnekca maccol Teaa (MMT) y 6oabHbiXx MB cBsizaH
C HU3KUMU TTOKa3aTeIIMU (PYHKIIUH JIETKUX U BBICOKAM
ypOBHEM cMepTHOCTHU. [1o 3Toit MpUUMHE PEKOMEHIY-
ercs nmoaaepxuBath UMT > 22 kr / M? — y KEHIIWH
u > 23 kr / M> — y MyXuuH [3].

VYay4mmnTh moKa3aTesI HyTpPUTUBHOTO cTaTyca Ia-
LIMEHTOB ITO3BOJISICT aKTUBHASI HYTPUTHUBHASI IMTOIIePKKa
3a CYET HapalllMBaHUs KaJJOPUIAHOCTU CYTOUHOIO pallioHa
IMUTAHUS W JOIOJIHEHUS palioHa JIeUeOHBIM ITUTaHU -
eM [4].

Moaynstopbl TpaHcMeMOpaHHOTO peryJisitopa MB
(CFTR) (TapreTHast Tepamnusi) — 3TO HOBbII KJlacc Mpe-
rnapaToB, HallpaBJIEHHBIX HA BOCCTAHOBJIEHUE PaOOThI
ximopHoro KaHaja CFTR.

[IpumeHeHUe TapreTHOM Tepaluu y IMallMEeHTOB
¢ MB npuBoIuT K JaJbHENIeMy YBEJIUUEHUIO MaCChl
tena (MT), onHaKoO JaHHBIX O BO3AEHCTBUN MOIYJISITO-
poB CFTR Ha HYTPUTUBHBIN CTATyC B3POCIBIX OOTBHBIX
MB 1 0c00eHHOCTSIX TAKTUKU HYTPUTUBHOM MOAAEPXKKHU
B OT€YECTBEHHOU MEAULIMHCKON JINTEPATYPE KpaliHEe He-
JIOCTATOYHO.

Llenpro paboTHI IBMJIACH OLIEHKA TTOCIIEA0BATEILHOTO
BO3ICCTBUS ABYX TAaPTETHBIX ITperapaToB — MOTCHIIMA-
Topa uBakacTopa 1 TPOTHOI KOMOMHALIMYA MOAYISITOPOB
TpaHcMeMOpaHHoro peryistopa MB anekcakadrop /
Te3akadTop / mBakadTOp Ha HYTPUTUBHEIN CTAaTyC
B3poC0oi nanueHTKku ¢ MB, nmonyyatouieit HyTpUTUB-
HYIO MOIIEPXKKY.

ITepsorit MoaynsaTop CFTR — noTeHimatop uBaka-
¢TOp — 0OOpPEH K MIPUMEHEHUI0 YIpaBIeHUEM IO ca-
HUTApHOMY HaI30py 3a KaUeCTBOM ITHIIEBBIX ITPOIYKTOB
u MenukameHToB (Food and Drug Administration — FDA)
B 2012 r. UBakadTOp NoTeHLIMpYyeT paboTy XJOPHOIO Ka-
HaJla Ha alTMKaJIbHOU MeMOpaHe 3IMUTeTNAIbHON KIICTKH,
yBEJIMYMBAsl €ro CIIoCOOHOCTh K OTKphITHIO. B 2019 T.
MOTEHLIMATOP XJIOPHOTO KaHalla MBaka(Top om1o0peH s
96 myrauwmii rena CFTR [5, 6].

ITo pe3yabTaTaM McCIemOBaHUS PAHHUX MOIYJISITO-
poB CFTR BbIBIECHO pa3nuyHOe MX BIUSHUE Ha Maccy
tena. [IpumeHeHne nBakapTOpa OBUIO CBSI3aHO CO 3HA-

yuTeabHbIM HapacTaHueM MMT no cpaBHeHMIO ¢ ruiale-
00 y mauueHTOB B Bo3pacTe < 20 JieT ¢ MyTallueil B reHe
CF G551D, nonyyaBluux jiedeHue B TeueHue 48 Hen. [6].

[1o manneim ncciaemoBannss ARRIVAL oueHuBasics
YPOBEHb (peKaabHOI 371acTa3bl U UMMYHOPEAKTUBHOTO
TpuIricuHa y aeteit 12—24 mec. Ha ¢hoHe Tepalnuu nperna-
patom uBakadrop. [TokazaHo, 4To y 6 U3 9 mALIMEHTOB
¢ ypoBHeM 3mactasbl < 50 MKT / T TToKa3aTesIb YBeTNIMICS
6osiee yeM Ha 200 MKT / T'; CHU3WICS yPOBEHb UMMYHODE-
aKTUBHOTI'O TPUIICKMHA Ha 56 %, 4TO yKa3bIBA€eT Ha yIydilie-
HUe QYHKUUU MOIKETYI0YHOM XKeJie3bl [6]. AHamoruy-
HBIE pe3yJIbTAThI TTOIyYeHBI y neteit 2—5 net. [To maHHBIM
uccnenoBaHusl R.Bass, M.Rosenfeld et al., y nalilueHTOB
OoJiee crapiero Bospacta (5 et — 61 roma) yepes 3 mec.
JIeYeHUST MBaKa(pTOPOM YBeTMIeHUS (DeKaTBHOM 3J1aCTa3bl
He OOHapyXeHO, TeM He MEHEee BBISIBJICHO 3HAUMTEIIb-
Hoe u3MeHeHue KoadduimeHTa abcopOLUM XKupa, 4YTo
KOppeJMpoBajo ¢ nmokasarejeM oobeMa (popcupoBaH-
HOTO BbIIOXa 3a 1-10 cekynay (ODB)) [5, 6]. Ha done
Tepanuu UBakKa(pTOPOM yBEIMIMBAIACH KOHIICHTPAIIHS
B kpoBu IGF-19 u cHukancs ypoeHb C4 (Mapkephl ad-
copbuuu u cuntesa 2KK), yMeHblIanuch nposiBaeHUS
creatorenaro3a [7]. Yepe3 3 mec. Tepanuu uBakadTo-
POM YpOBeHb (DeKaTbHOTO KaJIbITPOTEKTUHA CHUKAJICS
B cpenHeM co 154,4 no 87,5 mxr / 1 cryna (p = 0,03); ye-
pe3 6,1 Mec. ledyeHnst OTMEYEHO (popMUpPOBaHUE OOIEE
3gopoBoro Mukpoornoma [8]. Yepes 1 mec. oT Havaa
mpreMa nBakadTopa IMPOIeMOHCTPUPOBAHO CHIDKCHHE
BpeMeHU goctuxkeHus pH = 5,5 nociie onopoxkHeHUs
KEJTyaKa, 4YTO aCCOIIMMPOBAHO C YBEJIMUEHUEM CEKPELNN
oukap6oHarta [9]. DHeprust ocHOBHOTO 0OMeHa Tipu MB
YBEJIMIUBACTCS, UTO CBSI3AHO C JIETOYHBIMU U XKEJTYITOYHO-
kumeyHbiMu cuMmntTomMamu MB. Yepes 3 Mec. ot Hauana
Tepanuy nBaKaTOPOM SHEPTUS OCHOBHOTO OOMEHa CHH-
Kajach Ha 5,5 £ 12,0 % (p < 0,05) [10].

VY B3pocnbix nauueHToB ¢ MB Tak:ke BhIsIBIIeH OoJiee
HU3KUi1 mokazateab 6e3xupoBoit MT (B2XKMT) (maxe
¢ HopMasibHbIM MUMT) no cpaBHEHUIO CO 3J0POBLIMHU,
a nnokasatenu xupooit MT (KMT) y nauuenros ¢ MB
U 310pOBbIX He paznuuanuck. [Tokazatenn bB2KMT kop-
peaupyior ¢ OPB, (BospacT nauueHToB — 5 jiet — 21 rox).

V.Stallings et al. y manyeHTOB B Bo3pacte 5 jieT — 61 rona
¢ mytauusimu [11—V kjaccoB mpoaeMOHCTPUPOBAHbI U3-
MmeHeHust MT (B cpemHem +2,5 Kr) Ha choHe TIprueMa 1uBa-
KadTopa, YTO COMPOBOXKIATOCH U3SMEHEHUSIMU COCTaBa
tena: +0,9 kr 3a cuer B2KMT m +1,6 kr — 3a cuer 2KMT
3a 3 Mec. edeHus1. [1o maHHBIM MCCIIETOBAaHUA ¢ yJa-
ctreM manueHToB (1 = 18) ¢ MB u omHOIT 13 MyTamumii
I1I—V knaccoB, KoTopble MPUHUMAIN UBaKa(TOp, Yepes
24 Mec. 3aperucTpUpoOBaHO 3HAUUTEJIbHOE YBEIUYECHUE
MT, UMT, XMT, Ho 6e3 usmenenust b2KMT [10].

[MepBeiM CFTR-MomyIsiTOpoM 1151 MallieHTOB-TOMO-
surot no mytaiuu F508del B rene CFTR ctan KOMOMHU-
POBaHHBIN IBYXKOMITOHEHTHEBIN Ipernapar JiymakagpTop /
nBakadTop. [Ipenmapar oka3sBaeT ABOITHOE NEHCTBHE:
KOPPEKTOp JyMakadTop yIydIiaeT MPOLEeCCUHT U MUT-
pauuto 3penoro 6enka CFTR K moBepXHOCTU 3MUTEIN-
aJIbHBIX KJIETOK, a MOTeHIMaToOp uBakagTop obdjieryaet
TPaHCIIOPT MOHOB XJIOpa Yepe3 XJIOPHBII KaHa.

¥ romosurot o F508del B Bo3pacre crapiie 12 jer
JIeYeHue IBYXKOMIIOHEHTHBIM TTpernapaToM JymakadTop /
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nBakaTop B TeueHue 24 Hell. ObLIO CBSI3aHO C yBeInYe-
nuem UMT Ha 0,2 kr / M? 110 cpaBHEHUIO ¢ Tutate6o [11].
Tepamus mperraparom Te3akadTop / MBakadTOp B TEUCHUE
24 Hen. TI0 CpaBHEHMIO C TI1ale00 OblIa CBsI3aHa CO 3Ha-
yuTelbHbIM U3MeHeHueM UMT [12].

IlepBas TpoitHass KOMOMHAIVSI MOAYJISITOPOB TPaHC-
MeMOpaHHOTO peryisitopa MB — miperapar aekcakadTop /
Te3akadTop / nBakadTop omoopera FDA B okTsiope 2019 1.
I71s1 TalMeHToB ¢ M B 1o KpaiiHeit Mepe ¢ 1 Komnueit ajie-
as CFTR F508del B Bo3pacte 12 jiet u crapiue. B aBrycre
2020 . ipermapar aekcakadrop / TezakadTop / MBakahTOp
ono6peH EBporieiickuM areHTCTBOM MO JIeKapCTBEHHbBIM
cpencrsam it nauyeHtoB ¢ MB ¢ renorunom F508del/
F508del [1, 13]. B utone 2023 r. npemnapar 3aperucTpupo-
BaH /ISl POCCUICKHUX MALMEHTOB cTapiie 6 JIeT.

Ha ¢done mpuemMa TpoiiHOI KOMOMHALIMU 3JIeKcaKa-
dTop / TezakadTop / ©BakahTOp CpeaHsIsT CKOPOCTh YBe-
nuuennss MT Obiia Bbilie Ha 1,47 KT/ M? B rojl OT Havajia
MprieMa rnpernapara Imo cpaBHeHMIO ¢ Tiaie6o [13]. Takke
y nauueHToB ¢ MB (n = 36) Ha oHe nprema TpOMHOM
KOMOMHaIMu 3j1eKcakadTop / TezakadTop / uBakadTop
yepes 6 Mec. JIeYeHUST HAOJII0Ja0Ch 3HAUYUTEIbHOE
yBenmaeHne UMT u 2KMT [13, 14]. B uccienosanumu
L.R. aley et al. orMeueHO, 9TO 3a 2 roja Teparmuu TPOii-
HoOI1 KOMOMHaLMe anekcakadTop / TezakadTop / MBaKa-
dTop menuana UMT 3HauutenbHO yBeanyuiaach — ¢ 23,3
10 24,58 xr / M2 (p < 0,001), a moTpebieHNE SHEPIUH,
HaIIPOTUB, CHU3WIOCH — ¢ 2 552 mo 2 153 KKan B CyTKMN
(p <0,001); BKJIag MaKpOHYTPUEHTOB B 0011Iee ITOTpeodie-
HUE SHEPIUU HE MEHSUICS C TeUeHUEM BPEMEHM; TAKUM
o6paszom, kKoppekinsg CFTR mpuBoauT K 4aCTUIHOI KO-
PEKIIMU CJIOKHBIX KJICTOYHBIX B3aMMOICHCTBII, KOTOPHIE
MOTYT U3MEHSITh METab0IU3M U SHEPTeTUIECKUIT OOMEH.
[Tpu Tepanuu TpoitHO KOMOWHaIMel 3ekcakadTop /
Te3akapTop / MBaKaTOp OTMEUCHO CHIDKEHUE CUCTEMHO-
T'O BOCITAJICHUS M YaCTOTHI PECITMPATOPHBIX OOOCTPEHUIA,
YMEHbIIIAaeTCsl BOCMajeHWe B KUIIIEYHUKE, TEM CaMbIM
yYMeHbIIIaeTcsl pacxo dHepruu [1].

M.C. Petersen et al. npoBeIeHO OTHOLIEHTPOBOE PETPO-
CIIEKTUBHOE MCCIICIOBAaHME C YIaCTHEM B3POCIIBIX IMaIlv-
eHToB ¢ MB (n = 134). Tepanus TpoitHOI KOMOMHALIM-
eii anekcakadTop / Te3akadTop / mBakadpTOp CBI3aHa
¢ yBeanueHueM UMT npu cpeaHeM cpoke HaOIoaeHUs
12,2 Mec.; Takke HabJI01aJI0Ch 3HAYMTEJIbHOE TTOBBIIIIE-
HUe apTepUaibHOTrO AaBJIEHUS, a y TaleHToB ¢ MB-ac-
COLIMMPOBAHHBIM CaXapHbIM JUA0ETOM ITOBBIIIANICS YPO-
BEHB OOIIIETO XOJIECTEPUHA B CBIBOPOTKE KPOBU, TPUIJIH -
LIEpUIIOB 1 XOJIECTepUHA JIMTIOIIPOTEMHOB HU3KOI TUTOT-
Hoctu. CaeslaHbl BBIBOIbI O TOM, UTO IIMPOKOE MPUMEHE-
HMe TPOIHOI KOMOMHAIINK 3jIeKcakadTop / Te3akadrop /
uBakadTop y naiueHToB ¢ MB MoxXeT cnocoO6cTBOBaTh
repeeIaHnuio U pOCTy KapaArnOMETaboIMIecKUX (paKTOpOB
pucka (apTepuanbHasi TUIIEPTEH3US U TUCITIUAECMUSI).
C y4eToM yBeJIMYEHUsT CPETHEro Bo3pacTa MalueHTOB
¢ MB pactymas pacpocTpaHeHHOCTb TiepeeaaHusl, apTe-
PUATbHOM TUIIEPTEH3UM U TUTICPIIUTINIEMIY, BEPOSITHO,
MPUBEIET K YBEJUUSHUIO YACTOThI CEPACUYHO-COCYIUCTHIX
U LiepedpoBacKyIsipHbIX 3a00ieBaHuii. [13] ITpusHaBas
STy MEHSIOIIYIOCS MapaguTMy, B HEIaBHUX PEKOMEH-
Ianusax AKageMUU TUTaHUs U TUETOJIOTUHU TTOMUYEPKH--
BaeTCs BO3pociliasi paCIpOCTPAaHEHHOCTh N30bITOYHOMN

MT u oxxupeHus cpenu 6oabHBIX MB 1 pekomeHayeTcst
Ha (hOHE TapreTHOM Tepary UCIIOIb30BaTh MOIEITN ITUTa-
HUSL, 00ECIIeUNBAIOLIIE 300POBbE CEPACYHO-COCYAUCTOM
CHCTEMBbI, a He TPAIUIIMOHHBIE TUETHI C BBICOKMM COIep-
>KaHWeM XXUPOB U Kanopuii [15].

KnuHuyeckoe HabntogeHue

[MammenTka C. 23 et HabmomaeTcs crienranuctamu Penepanb-
HOTO TrOCYIapCTBEHHOTO OI0IKETHOTO yupexaeHus «HaydaHo-
HCCIIeIOBATEeIbCKUI MHCTUTYT TyJbMOoHONorun PenepanbHo-
ro MEeIMKO-OMOIIOTMUECKOTO areHTcTBa Poccun» ¢ quarHo3om
MB, TsKenoe TeueHne; XpOHUIECKUIT THOMHO-00CTPYKTUBHBII
OpoHXUT; TMdGY3HBIE OPOHX0IKTA3bl; UM @Y3HBIM THEBMO-
CKJIEPO3; XpPOHUYECKOe MH(MUIIMPOBAHUE IbIXaTeIbHbBIX MyTei
Staphylococcus aureus, ”HTEpMUTTUPYIOLLINI BbICEB Pseudomonas
aeruginosa; XpOHUYECKUI TAaHKPEaTUT; OEJIKOBO-3HEepreTuye-
CKasl HeOCTATOYHOCTh; XPOHUYECKHU I TOJTUTO3HBIN PUHOCH -
HYCHT.

JInarHO3 yCcTaHOBJIEH B BO3pacTe § JIeT, TMOATBEePKAEH I10-
JIOXKUTEJIbHBIM MOTOBBIM TECTOM (ITPU 0OC/IEIOBAHUM Ha ar-
mapare Nanoduct (DJINTexI'pymn, CILIA) nmpoBogMMOCTh TIOTa
skBuBajeHTHa 93 Mmonb / 1 NaCl) 1 TeHeTUYeCKM Mccaeno-
BaHMEM, IO pe3yJbTaTaM KOTOPOTO BBISIBICHBI 2 MyTallUM —
3849+ 10kbC>T/F508del.

BHenrHecekpeTopHast (PyHKIIMS ITOIKETYTOTHOM KeJe3bl
B HOpME — YPOBEHb MMTAHKPEATUUECKOIA 371aCTa3bl B CTYyJIE COCTA-
Bt > 200 Mkr / T (HOopMma — > 200 MKT / T).

[Monyyana KOMITJIEKCHYIO TePAIUIO: BHYTPUBEHHBIC M MHIA-
JISMOHHBIE aHTUOAKTEPUANIbHBIE TTPeTapaThl, MyKOJUTUUECKIE
rpernaparsl, KuHe3uTepamnuto. [IpoBonuiack akTMBHASI HYTPU-
TUBHas nmoaaepxka: CynmnopTaH rnepopaibHo > 600 KKaJl B I€Hb.

Cymnopras (B 100 Mt conepxurcst 10 r Genka, 6,7 1 xkupa,
11,6 r yrieBoaoB) BbIOpaH KaK BHICOKOOEIKOBBII BHICOKOIHEP-
TeTUYECKUIA TIPOIYKT C MOHMXKEHHBIM COIEPKAHUEM YTIIEBOIOB
(onTUMaNbHO ISl MaureHTa ¢ MB 1 nbIxaTteabHOM HemocTa-
TOYHOCTBIO).

OCHOBHBIMU kajJl00aMU MAlMEHTKU SIBJISUIMChH Kalleb
C THOMHOM MOKPOTO#1, OfIBIIIIKA TTPY YMEPEHHO! (PU3UIECKOM
Harpyske, pe3Koe CHUXXEeHUE areTuTa, porpecCUBHOE CHIKe-
Hue MT Ha hoHe exXeMeCSTIYHBIX peCITMPaTOPHBIX O0OCTPEHMIA.

MT — 42 xr (Ha (poHe pecrmpaTOpHOTro 000CTpeHNsI 3a 2 Hell.
MT cHusuinach Ha 5—6 kr), poct — 170 cm, UMT — 14,5 kr / M2,
HaCBIIIEHNEe KpoBH KuciaoponoM — 94 %, ODB, — 33 %.

B reHoTure nauneHTKY BoigBiIeHbI 2 myTanuu V u 11 xinac-
coB. C mas 2022 r. Havyaja MPUHUMATB MTaTOTeHETUIECKYIO Tepa-
o mipernaparom uBakadrop (Kanmneko) B mo3e 300 Mr B CyTKH.

C oxkTs16ps 2022 1. THUIIMMPOBaHA TTATOTeHEeTUYeCKasl Te-
pamnusi TpoitHOI KoMOuHaImel anekcakadrop / TezakagpTop /
nBakadrop (Tpukadra). JluHaMuKa KIMHUYECKUX 1 JJabopa-
TOPHBIX TTOKa3aTesieit Ha (poHe Tepanun Kamneko u Tpukadra
npeacraBjieHa B Tabaule.

Ha ¢one Tepanuu nBakadpTopom 3a 6 Mec. yBeJIMYEeHUE
WMT cocrasuno 14,5 %, , B CBOIO o4epe/ib, Ha (hOHE Tepanuu
npenapatoMm Tpukabra UMT yBennuunics Ha 32,5 % (6e3 mo-
MMOJHUTEJIBHOTO MpHeMa JieueOHoro nmuTaHust). YTo kacaercs
pecrupaTopHOii (GYHKIIMU, TO CIIEIYET OTMETUTb, YTO TP Tepa-
nuu npenapatom Kanuneko 3a 6 mec. npupoct ODB, coctasun
+45 %, . ,a Ha QoHe Tepanuu TPOHOI KoMOMHaLIMEl d/1eKca-
kadTop / Te3akadTop / uBakadTop — Beero ymiib +8 % 3a 1 rom.

3aknioyeHue

Takum obpasoM, ripu Tepanuu moayasitopamu CFTR
B COYETAHUU C CUTIIIMHTOBOU HYTPUTUBHOM ITOIIECPKKOMN
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Kpoirosa H.A. u dp. HytputuBHas monaepxkKa B3pOCIbIX O0JIbHBIX MyKOBUCLIMIO30M, TTOJy4YaIOIUMX MATOTEHETUYECKOE JIeYeHre

Tabauua

Jlunamuxa kaunuueckux u 1a6opamopHsvIX nokasameell Ha pone mepanuu UeAKAGmMopom u mpoiHoi KomouHavuei

anexcaxagmop / mesarxagpmop / ueaxagpmop
Table

Changes in clinical and laboratory parameters during therapy with ivacaftor and the triple combination

Mokasatenu UcxoaHo

Yepes 5 mec. npuema

elexacaftor/tezacaftor/ivacaftor

Yepes 1 roa npuema koMbMHaLMK

uBakacTopa anekcakadrop / Te3akactop / MBakachTop
Macca Tena, kr 37 48 63
UMT, kr [ m? 14,5 16,6 22
$a0,, % 9% 98 98-99
00B,, % 33 48 52
Xnopuab! nota, Mmonb / n 94 61 He onpegensnuck
KonuyecTBo pecnmpatopHbix 06ocTpeHuit ExemecsiyHo Hu opHoro 3a 5 mec. Hu ogHoro B TeyeHue roaa
CamocTosTenLHO NOAHMMAETCA Ha 5-1 aTax, oAblluka
®uanyeckan akTMBHOCTb Pe3ko cHixeHa MoBbicunach nosiBNsieTcs K 5-My araxy; xoabba no ropu3oHTanbHoM
MOBEPXHOCTM He A0CTaBNSAET AUCKoMchopTa
Annetut Pe3ko cHuxeH Hopma YBenuuuncs pasmep nopuuu
CyTouHbIN Kanopax, kkan 2 000-2 200 2 000-2 200 2 200-2 300

Mpumeyarme: UMT - urpexc maccwl Tena; Sa0, — caTypaiud kuCroporioM apTepuansHoi kposw; OB, — 06bem opcupoBaHHOTO BLif0Xa 3a 1-10 CeKyHAY.

OTMEUEHO 3HauuTesbHOe yBeanueHrue M T nmanueHTKy,
TP 3TOM TTO0Ka3aHO 0oJiee aKTUBHOE BO3/ICHCTBUE Ha
HYTPUTHUBHBIN CTaTyC TPOWHONM KOMOMHAILINY 3JIeKCaKa-
dTop / TezakadTop / MBaKabTOP IO CPAaBHEHUIO C TIPHUE-
MOM TOJILKO UBaKadTopa.

Ha ¢oHe maroreHeTnyeckoil Tepanuu y naliueHTKU
OTMeUeHO 0OoJiee BRIpaXKeHHOE YIIyUllIeHHEe HYTPUTHBHOTO
cTaTyca Io CpaBHEHUIO C PeCIMpaTOPHON (YHKIIUEI.
DTO CBSI3AaHO C TSKEJIBIM MOpakeHueM OpOHXUaTbHOM
CHCTEMBI Y B3POCIIBIX OOJBHBIX B pe3yJIbTaTe IUINTETHHOTO
MHGEKIIMOHHO-BOCITAIMTEILHOTO TIpoliecca, KOTOPBIi
MIPUBOINUT K HEOOPATUMBIM IMaTOJOTUYECKUM U3MEHEe-
HUSM, MPENSITCTBYIOIIUM AajJbHEeHIIeMy YIyUYIlIeHUIO
pecriupaTopHoii GYHKIMKU Ha (hoHEe TTPOoaoIXKAIOIIEHCS
TapreTHON Teparuu.

Ha ¢one maToreHeTM4YECKO Teparuy OTMEYEHO TaK-
K€ YIydllleHUe KIMHUYECKOTO COCTOSIHUS MallMeHTKU —
OTCYTCTBUE PECITUPATOPHBIX 000CTPEHMIA; HOPMATH3AIIHSI
ITOTOBOTO TeCTa, YBEJIMUCHNE TOJICPAHTHOCTH K (hr3mye-
CKHM Harpy3KaMm.

B nanbHeiiem y naieHToB ¢ M B, monyyatoiux na-
TOT€HETUYECKYIO TePaIuio, BaXKHO MPOBOIUTH OLIEHKY
cocTaBa Tejla, iMHaMuKMU HapactaHust KKMT u B2KMT
U JTUTTUIOTPAMMBbI KPOBH.

Ha ¢oHe TapreTHoi1 Tepanuu HeoOXOAUMO HAOIIOAE-
HUe nueTtosiora ¢ oueHkoil auHamuku MT, UMT; c6op
ITOIPOOHBIX JAHHBIX O PaIlliOHe MUTAHMS, BKITIOYAsT OLICH-
Ky KOJIMYeCTBa 1 Ka4eCcTBa XXupa, COJI1, caxapa U JIUITH/I -
HOTO CMeKTpa KPOBU B AMHAMUKE (XOJIECTePUH, TPUTJIU -
LIEPUIBI, JTUTTOITPOTENHBI BEICOKOI Y HU3KOM TIJIOTHOCTH),
a takke uccienoanue coctapa tena (KMT u BKMT)
1 TI0 BO3MOXHOCTHU — HETIPsIMasi KAJIOPUMETPHUSI.

Juetonornyeckue peKoMeHIalMu IJisl allueHTOB
¢ MB, moIyJarommx TapreTHyIO Tepartmio, TOJKHBI W3-
MEHHTh BEKTOP B CTOPOHY COAIAHCMPOBAHHOTO ITUTAHUS,
HaIpaBJICHHOTO Ha 3I0POBbE CEPIEUYHO-COCYIUCTOM CH-
creMbl. 17151 yBeIMYEHMST MBIIIIEUHON MacChl U yiIydllle-

HUS KapAXuOMeTaboIMUYeCKUX MmoKa3aTeaei nauueHTaM
HEoOX0AMMO PEKOMEHI0BATh (DU3NUYECKYIO aKTUBHOCTD.
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