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Pesiome

Haznauenue CFTR-MoaynsiTopoB naumeHTKam ¢ MykoBucLnao3om (MB) Bo BpeMst 6epeMeHHOCTH, BJIMSIHUE 3TOM Tepanuu Ha 310pOBbe MaTepu
U TUTOJIa aKTUBHO 00CYXKIAIOTCST B MEKIYHAPOIHOM METUIIMHCKON JInTeparype, mocBsiieHHoil M B. HakannuBatorcst KTMHUYECKNe NaHHbIE TSt
BbIPAOOTKM KOHCEHCYCHBIX PEKOMEHAALMHU 110 9TOMY Borpocy. Llebio cTaTby sSIBUIOCH IPEACTABIEHME MIEPBOTO CIy4asi BBIHALIMBaHUS OepeMeH-
HoCTH 1 pooB Ha ¢doHe JeueHuss MB CFTR-monynstopom B Pecny6inke KazaxcraH. DTo TakKe TIepBbIii OMy0IMKOBAHHbBIM OTBIT MPUMEHEHUS
BOCITPOM3BEIEHHOTO TPEXKOMITOHEHTHOTO TapreTHOTO Tperapara sjiekcakadrop / Tezakadrop / uBakadrop + usakadrop (Tpuiekca®, Tuteur
S.A.C.I.LF.1LA., AprentuHa) y 601bHOi1 MB Bo Bpemsi 6epeMeHHOCTH. OCBelleHbl 0COOEHHOCTH TeYeHUs 3a00JIeBaHUSI 10 U TIOC/Ie Ha3HAUYCHUS
TaToreHeTYecKoi Tepanuu. [IpoaeMOHCTPUPOBAHO 3HAYUTEIBHOE KIMHUIECKOE YAyUlIeHHe: CHIDKEHUE YacTOThl MHMEKITMOHHBIX 000CTpe-
HMUIA, yTyqllleHre MoKa3atesieil pecnupatopHoil pyHKLMM, MprbaBKa Macchl Teaa. Ha ¢hoHe Tepanuu HacTynuia 1 yCreLuHo 3apepluniachk oepe-
MEHHOCTb. 3aKimouenne. [IpeacraBieHHBII CiTyJaii MPOAEMOHCTPUPOBAT BHICOKYIO KIMHUYECKYIO d(D(hEKTUBHOCTD 1 6€30MACHOCTH TPEXKOMIIO-
HEHTHOI TapreTHoil Tepanmuu MB B 11eJIoM U TIPUMEHSIEMOTO BOCIIPOM3BENEHHOTO IMperapara B YacTHOCTH. C yJ4eToM TMOJydeHHBIX JaHHBIX
Liesiecoo0pa3Ho pacliMpeHre YKcia naureHTos ¢ M B, nomyyaioniux rapretHylo Tepanuio B KasaxctaHne, Kak cpeiu 1eTei, Tak U Cpeau B3POCIIbIX.
KnroueBsie cioBa: Mykosuciuno3, CFTR-Monynsaropsr, GpOHX09KTa3bl, 6epeMEHHOCTD, KIMHUIECKUI CITyJaii.

KondumkT untepecoB. KoHMIMKT MHTEPECOB aBTOPaMU He 3asiBJICH.

®unancuposanne. CtaTbsi ONMyOIMKOBaHA MPU MOAAEPX)Ke KoMmaHui OOIIeCTBO ¢ OTPAaHUYEHHOI OTBETCTBEHHOCTBhIO MeaulMHCKast Uccieno-
Baresibckast KomrnaHus « MUK».

OTHyeckas dKkcneprusa. [laHHoe KcciefoBaHUE MTPOBOAUIOCH B COOTBETCTBUM C MPUHLMIIAMU XeJIbCUHKCKOI Aeknapauuu BeemupHoit meau-
LIMHCKOM accoruaru. OT MalueHTKU TOTy4eHO MTUChbMEHHOe MH(MOPMUPOBAHHOE COTIache Ha YIaCTHE B CCIICIOBAaHUN.
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Abstract

The use of CFTR modulators in patients with cystic fibrosis (CF) during pregnancy and the impact of this therapy on the health of the mother and
fetus are actively discussed in the international CF medical literature. Clinical data are accumulating to build consensus recommendations on this
issue. The aim of the article is to present the first case of pregnancy and childbirth during CF treatment with a CFTR modulator in the Republic of
Kazakhstan. This is also the first published experience of using the generic triple combination targeted medication elexacaftor/tezacaftor/ivacaftor
+ ivacaftor (Trilexa®, Tuteur S.A.C.1.F.1.A., Argentina) in a patient with CF during pregnancy. The clinical course of the disease before and after
the initiation of pathogenetic therapy are highlighted. Significant clinical improvement was observed, including a reduction in the frequency of
infectious exacerbations, improved lung function, and weight gain. Pregnancy occurred during targeted therapy and was successfully carried to term.
Conclusion. The presented case illustrates the high clinical efficacy and safety of the three-component targeted CF therapy in general and the used
generic medication in particular. Considering the obtained data, it is advisable to expand the number of patients with CF receiving targeted therapy

in Kazakhstan, both children and adults.

Key words: cystic fibrosis, CFTR modulators, bronchiectasis, pregnancy, clinical case.

Conflict of interest. The authors did not declare any conflict of interest.

Funding. The article was published with the support of the Medical Research Company MIC LLC.
Ethical review. This study was conducted in accordance with the principles of the Helsinki Declaration of the World Medical Association. The

patient provided written informed consent to participate in the study.
© Kenzhebayeva Y.Zh. et al., 2025

For citation: Kenzhebayeva Y.Zh., Mukatova 1.Y, Amelina E.L., Rapilbekova G.K., Ivanova-Razumova T.V., Tuleutaev Y.T. Pregnancy and
childbirth in a cystic fibrosis patient receiving a generic CFTR modulator: the first clinical case in Republic of Kazakhstan. Pul’monologiya. 2025;
35 (4): 561-567 (in Russian). DOI: 10.18093/0869-0189-2025-35-32-4-561-567

MyxkoBucuugo3 (MB) — 310 peakoe MOHOT€HHOE reHe-
TUYECKOoe 3aboJieBaHue, TepeaBaeMoe M0 ayTOCOMHO-
pelleCCUBHOMY THITY, OOyCJIOBJICHHOE MyTallueil TeHa
CFTR. Knununueckue nposisiaeHus: MB onpenensiorcs
MOpaXeHUEM OPraHOB AbIXaHUS, CUCTEMbI MTUIIIEBapE-
HMSI, HapyllIeHeM (PYHKITMU TOTOBBIBOISIIIMX IIPOTOKOB,
a Takoke OecTuIoaueM y OOIbITMHCTBA MYKUMH 1 CHIKE-
HUeM (PepTUIBLHOCTH Y XXEHIIWH.

braromapst naToreHeTUYECKOU Teparnuu ¢ NCMOJIb30-
BaHueM CFTR-MonyasTOpoB B MOCAeAHNUE TOAbI CYlIe-
CTBEHHO YJIYYIIIMCH IIPOTHO3 ¥ KAYeCTBO XXM3HU Malli-
€HTOB. B CBSI31 ¢ 3TUM TaKue BOIIPOCH B3POCTIOH KIU3HH,
KakK MapTHEPCKUEe OTHOUIEHUsI, OpaK U IeTOPOXKIEHNE,
ctayiv 60s1ee aKTyaabHbIMU [T MaiueHToB ¢ MB. Tenepp
Bpauam, 3aHuMatommmcs: M B, HeoOxonuMo pelaTh HO-

700

600

500

400

300 270

253 259

234 235

200
100

0 ——
2012 2013 2014 2015 2016

BbI€ MPOOJIEMbI, TaKUE KaK (PepTUILHOCTD, TUTAHUPOBAaHUE
CceMbU, OEPEeMEHHOCTh U TTOCIEPOIOBasT peaduInuTaIysl.

IlepBasi 6epeMeHHOCTh Yy GosibHOME MB onucaHa
B 1960 r. Torma mauveHTka ¢ MB ymepia Bckope mociie
ponos [1]. ITocne 3Toro B IUTepatype cTajio perucTpu-
poBaThesl Bce OOJTbIIIEe YUCIIO CITydaeB OJ1aronojyqyHo 3a-
BEPLUMBILIUXCS OEpEMEHHOCTEN U pOJIOB Y XeHIIUH ¢ MB.
CornacHo peructpy namueHtos ¢ MB (CILIA), ronoBoe
quciio bepemeHHocTel yBenuumiock ¢ 230 B 2009 1. 1o 310
B 2019 r. B 2020 r. 3TO 4uCJIO TTOYTHU YABOUJIOCH, OBLIO
3aperuCTPUPOBAHO B 00LLEH c1oxXHOCTU 619 GepeMeHHO-
CTel, YTO, HECOMHEHHO, CBSI3aHO C TIEPBBIM FOIOM ITPH-
meHeHus1 B CIIIA TpeXxKOMITOHEHTHOM TapreTHOM Tepa-
i CEFTR-monynsitopoM aekcakadTop / Te3akadTop /
nBakadTop + uBakadrop (puc. 1) [2—4].
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Puc. 1. Yucno 6epeMeHHOCTEI Y KeHILUH ¢ MyKoBUcLMao30oM (2012—2022) [3]

Figure 1. Number of pregnancies in women with cystic fibrosis (2012 — 2022) [3]
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C 2023 r. B Pecnybnuke Ka3zaxcran nepBbie O0JIbHBIE
MB (n = 40) HayayI1 MoJy4aTh MaTOreHETUYECKYIO Tepa-
o M B, HampaBiieHHYIO Ha yCTpaHEHUE TIePBOIIPUIN-
HBI 3200JIeBaHMSI HA YPOBHE XJIOPHOTO KaHaja — Oejka
CFTR. IlepBbIM NpUMEHEHHBIM TPEXKOMITOHEHTHBIM
CFTR-MonynsaTOpoM CTaja BOCIPOU3BENEHHbIN TapreT-
HBI TIperapaT 3JekcakadTop / Te3akadTop / MBaKa-
drop + muBakadprop (Tpunekca®, Tuteur S.A.C.1.F.I.A.,
AprentrHa). [IponeMoHcTprpoBaHa 6€30MacHOCTb U 3¢h-
(beKTMBHOCTH 3TOTO TIpernapara Kak Cpeiv B3pOCIIbIX Ta-
LIMEHTOB |5, 6], Tak u cpenu aereit [7].

Llenbio HacTosIIIE pabOTHI SIBUIACh 1€MOHCTPALIMS
MEePBOro Ciiyyasi BoIHAIIIMBAHUSI OEPEMEHHOCTH U POAOB
Ha ¢done seueHuss MB CFTR-monynstopom B Pecry-
o6nuke KazaxcTaH, KOTOPHIN SIBISIETCST TAKXKE TIEPBBIM
OITyOJIMKOBAHHBIM OITBITOM IMMPUMEHEHUSI BOCIIPOU3BE-
JNIEHHOT'0 TPEXKOMITOHEHTHOI'O TapreTHOro mpenapara
snekcakadTop / Te3akadTop / mBakapTop + mBakapTop
y 601bHOI MB BO BpeMst 6epeMeHHOCTH.

Knunnyeckoe HabnropaeHme

IMauuenTka P. 2003 roga poxaeHusi, MECTO KUTEIbCTBA — AcTa-
Ha (Kazaxcran).

C Hos10pst 2023 1. — ¢ MOMEHTa YCTaHOBKM auarHo3a MB —
Habmonaetcs y mysibMmoHosora (locynapcTBeHHOe KOMMYHaJTb-
HOE TIPEIINPUSITIE Ha TIpaBe XO3SUCTBEHHOTO BeleHUs «MHO-
ronpoduiabHas roponckas 6oapHMIIa Ne 1» akimmaTa ropona
Acranbl, KazaxcraH).

[ManueHTKa MocTynuiaa nMoj HaOJIeHUE ¢ XanobaMu
Ha eXeTHEBHBI TTPOMYKTUBHBIN Kallleh, STTU30/bI OIBbIIIKN
npu pU3NIECcKO Harpy3Ke, yacTbie 00OCTPEHUST XPOHUYIEC-
cKoro 6poHxuTa (10 8 pa3 B roi), Mpu KOTOPbIX TpeOOBAIOCH
Ha3HaYeHWe aHTUOaKTepualbHOU Tepanuu. CUMIITOMaTUKA
MpOTpeccUpoBalia B TeUeHUE MTOCISTHUX JIET, IPU 3TOM CHH-

XKaJIMCh TOJIEPAHTHOCTh K (PU3MUYECKOI HArpy3Ke M Ka4yeCTBO
XKHU3HU B LIEJIOM.

CornacHO aHaMHe3y, C paHHEro AeTCTBA MallMeHTKa CTpaaa-
JIa OT YaCThIX PECITMPATOPHBIX MH(MEKINI, KOTOpbIe pa3pelia-
JIMCh Ha (hOHE KypCOB aHTHOAKTEpUaIbHOI Tepanuu. B Bo3pacrte
16 et (2019) B cBsI3M ¢ XPOHMYECKUM KallUIEM W PEHTIeHOIpa-
(ryeckuMu U3BMEHEHUSIMU ObLIO 3aI10A03PEHO TYOEPKYJIe3HOE
MopaXkeHue JIETKUX, OMHAKO MPHU IMAarHOCTUYECKOM 00CIIen0-
BaHUU (B T. 4. TpU OAKTEPUOCKOIUM 1 TTIOCEBE MOKPOTHI Ha MU~
KOOAaKTEpUM) ITOT IUArHO3 HE MOATBEPAMIICS.

B despane 2022 1. BITIOTHEHA BepXHSIS TIOOOKTOMUS CIIpaBa
10 TTIOBO/IY OPOHX03KTA30B, UTO MPUBEJIO K KPaTKOBPEMEHHOM
CTAaOMIM3aIIMY COCTOSTHUS MalMeHTKU. OHAKO B TaTbHEIIeM
yacToTa MH(EKIIMOHHBIX 3130008 BO3pOCa, pecInupaTop-
HbIE CUMIITOMbI COXpPaHSUIMCh U TporpeccupoBaiu. B 2023 r.
YCTAHOBJIEH AMArHo3 OpOHXMaIbHasT aCTMa CPeIHel CTeTieH!
TSDKECTH, TIPOBOIMJIACH TePAITHSI MHTATSIIMOHHBIMU OPOHXOIM -
nararopaMu. YacTeie 000CTpeHUs1 OPOHXOJIETOYHOTO Mpoliecca
MPOAOJIKAIUCH, COITPOBOXKIATMCH KAIILIEM C THOMHOW MOKPOTOM
¥ CUMIITOMAaMU MHTOKCUKAIIAMW.

CeMeliHbIi aHaMHEe3 OTSTOLLIEH: IBOe CUOCOB YMEPJIU B TIep-
BbIiA TOJ1 XKM3HU: OIMH OT OPOHXOJIETOYHO, BTOPOIT — OT IoYeu-
HOI1 TTaTOJIOTUU. Y MIIafIIeil cecTphl 13 JeT OTMEYaroTCsT CXO-
JKMe pecrupaTopHble CUMIITOMBI, OIHAKO o0ciienoBaHue Ha MB
y Hee He TTPOBOIIMIIOCH B CBSI3U C HECOTJIACUEM POIIUTEIIEH.

[Tpu ocMoTpe obpaitiaiv Ha ceds1 BHUMaHUE HU3KKE MoKa-
3ateiu Macchl Tena (49 Kr) pu pocte 167 ¢M, 4TO COOTBETCTBYET
WHIEKCY Macchl Tenia 16,7 Kr / M2; TIpU ayCKYJIbTalluK TPYIHON
KJIETKM BBISIBJICHBI MHOKECTBEHHBIC PA3HOTOHAJIBHBIC XPUITHI
B JIETKMX; YaCTOTA AbIXaTeJbHbIX IBVKEHUI — 22 B MMHYTY, ca-
TypaLust TeMorIo01Ha KucaoponoMm — 92—93 % B mokoe, yactorta
CepIEYHbBIX COKpAIIEeHT — 96 B MUHYTY, apTepHaIbHOE JaBIie-
Hue — 115 /75 mm pT. c1. [lokazarenun cnupoMeTpuu: Hapyliie-
HUE (PYHKIIMY BHELIHETO JBIXaHUS 10 0OCTPYKTUBHOMY THUITY
(06bem (hopcrpoBaHHOTO BhIIOXa 3a 1-10 cexyHny (OPB)) —
1,64 11 (50 %uomk.); (opcupoBaHHas1 XKM3HEHHAs! eMKOCTb JIETKUX
(PKEJ) —2,51(68 %, ); OPB, / DXKEJ — 0,6) (puc. 2).

OJTK.

0®B,, n WMT, kr / m2
35 348 348 3,27 30
3,0 233 25
25
20
20
15
1,5
10
1,0
0,5 5
0 0
WcxoaHo BasucHas TapreTHas + BepemeHHOCTb Mocne pogos
Tepanus 6asucHas Tepanus
mO0OB,n = WUMT, kr/m

Puc. 2. lunamMmuka oobema (hopcupOBaHHOTO BbIOXA 3a 1-10 CEKYHIY ¥ MHIIEKCa MacChl TeJla MallMeHTKH 32 BeCh Mepuo/l HaOII0IeHUSI
[Mpumeyanue: OPB, — 06beM hopcupoBaHHOro BbiIoXa 3a 1-10 cekynay; UMT — unnexc maccel Tea.

Figure 2. Forced expiratory volume in 1 second and body mass index of the patient over the entire observation period
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[MameHTKe BBITTOTHEHA KOMITbIoTepHast Tomorpacdust (KT)
OPTaHOB IPYIHOU KJIIETKU U CPEAOCTEHUSI. 3aKaoueHue: TI0 NaH-
HeIM KT ot 03.05.24 — xapTtuHa pacmmpenus 6ponxon 11—
IV mopsinkoB ¢ popmMupoBaHreM MHOXECTBEHHbBIX IUJTUHAPU-
YECKUX W BAPUKO3HBIX OPOHX0IKTA30B, MHOTHE M3 KOTOPBIX
HMMEIOT COMePXKUMOe 1 TieprOKaTbHYI0 MHOWIBTPAINIO, a TaK-

Togghe nnclations

# WW: 1587

il ki =T 0mm™ 03,05, 2024 154

K€ MHOXECTBEHHbBIC Y4aCTKM MHMDUIBTPALIMY JIETOYHOM TKAHU,
MPEUMYIIIECTBEHHO B HUXHE JI0JIe TIPABOTO JIETKOTO, COCTOSTHUE
TOCJIe MPaBOCTOPOHHEN BepXHEl JIOOKTOMUU (puC. 3).

BrisiB/icHa BHEIIIHECEKPETOPHAsI HEIOCTATOYHOCTD MOJIKe-
JIYIOYHOIA 3XeJie3bl — YPOBEHb SHIIOTEHHOM 371acTa3bl-1 B CTyie
cHkeH 10 16,28 mxr / 1 (HopMma > 200 MKT / T).

WL: -259 WW: 1289 ;
Té . 3mm Le S5 % . . 3702035 LREMET

Puc. 3. ®parMeHT KOMITbIOTEPHOI TOMOTpaMMBbl OPTaHOB TPYIHOU KJIETKU B TMHAMUKE: CJieBa — JI0 Havaja TapreTHou tepanuu B mae 2024 r.,
cripaBa — IocJie poiopaspeleHusi, Ha (hoHe TapreTHoit repanuu B mae 2025 1.

Figure 3. Fragment of a computed tomography scan of the chest organs in dynamics: on the left — before the start of targeted therapy (May 2024):
on the right — after pregnancy, against the background of targeted therapy (May 2025)
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[MpoBeneHo KOMIUIEKCHOE 0OCIeIOBaHNE TTAITUEHTKH.

[Mpu MUKpOOMOIOTUYECKOM HCCIENTOBAHUN MOKPOTHI BHI-
sIBJIeH pocT Pseudomonas aeruginosa. I1poBeneH TOTOBBIN TeCT
Ha annapare «HaHomakT»: mpoOBOAMMOCTb MOTa SKBUBaJIEHTHA
110—111,0 mmounb / 1 NaCl (morpaHu4Hbie 3HaYeHUsT — 60—
80 Mmob / 71, 6o1ee 80 MMOJIb / T — TIOJIOKUTEIBHBIN pe3yIbTar,
nonTBepxkaatoluit nuarao3 MB). [1o pesynbraTam Monekysip-
HO-TEHETUIECKOTO MCCIIeOBAHNUS BBISIBJICH MTaTOJIOTUYECKUI
reHeTndeckuii BapuaHT F508del B rene CFTR B TOMO3UTOTHOM
TTOJIOKEHUH, UTO TAKXKe SBISIETCS MONTBEPXKICHUEM TUATHO-
3a MB.

Takum 06pa3oM, HECMOTPST Ha IUTUTEIBHOE W XapaKTepHOe
TeyeHue 3a0oJieBaHus, TMarHo3 M B ObL1 yCTaHOBIJIEH TOJIb-
ko B 2023 r.: MB, MHOXXeCTBeHHBIE IBYCTOPOHHHUE OPOHXO-
9KTa3bl, XPOHUYECKOE MHMDUIIUPOBAHNE NbIXaTeIbHbBIX ITyTeH
Pseudomonas aeruginosa, COCTOSTHUE TIOCTIE TOOPKTOMUU TIPABOTO
serkoro (eBpanb 2022 T.), XpOHUUECKUIT pUHOCUHYCHUT, TH-
TTOKCeMMUeCKasl IbIXaTeTbHasl HeMOCTaTOYHOCTh. BHelHecek-
peTopHast HeOCTATOYHOCTD MOKETYIOUHOI Xeme3bl. bemkoso-
SHepreTuyeckast HeIOCTaTOYHOCTb.

I'enorun CFTR — F508del/ F508del.

[ManmenTke ObUTa Ha3HaYeHA KOMIUIEKCHAs Oa3ucHast Te-
parusi, BKJIIOYatolast MHraasiuu 7 %-HbIM TUITEPTOHUYECKUM
pactBopoM NaCl, MyKOJTUTIUYECKYIO TEPATTHUIO C IPUMEHEHNEM
nopHasbl anbda (Turepasa), GepMEeHTHYIO 3aMECTUTEIHLHYIO
TEepanuio MaHKPeaTUHOM B Buie MUHUMUKpochep ¢ pH-ayB-
CTBUTEJILHOM 000J10uK0i1 (KpeoH), aHTuOaKTepualbHYO Te-
panuio BHYTPUBEHHBIMU, TAOJIETUPOBAHHBIMY U MHTASIIINOH-
HBIMU TIpeTIapaTaMyu B COOTBETCTBUU C AaHTUOMOTUKOTPAMMOM
P, aeruginosa, HyTPUTUBHYIO TTOIEPXKKY (CTIETIMATU3NPOBAHHOE
TepopaibHOE MUTaHUe (CUITUHT)), TIPOIOIIKEeHA OPOHXOIUTHYE-
cKasl Teparnus (urnparpornust 6pomusn / GeHoTepoT), Ha3HauYeHa
NbIXaTeIbHAsI KWHE3UTePaTTusl.

Ha done nmpoBonnmoii 6a3ucHoOl Tepanuu OTMedYeHa IMo-
JIOXUTENbHASI TMHAMUKA KIMHUYECKNUX U (DYHKIIMOHATBHBIX
rmoxkasaTesieil: YMEHBIIWICS Kallledb, YJIYyJIIUICS ApeHax
MOKPOTBI, MOKPOTa CcTajia Oojiee CBeTJIasi, Macca Tejia yBeIu-
ymtach Ha 1,5 xr, mHaekc maccol Tena (MMT) yBenmuuics
mo 17,6 xr / M?; cOXpaHsuIach OIBIIIKA IIPHU (PU3NYECKOI Ha-
Ipy3Ke, caTypalusi TeMOrIo0MHa KUCIOpoaoM — 95 % B mokoe
npu Harpy3ke — 92—93 %, yactora ceplieuHbIX COKpPAIICHUI —
90 B MUHYTY. YIy4IIuianuch (PyHKIIMOHATbHBIE TTOKA3aTeNH,
10 TaHHbM ciupometpun O®B — 2,551 (75 %, ); ©KEI —
3,461 (89 %, ); ODB, / ®XKEI —0,73) (cm. puc. 2).

C yuerom reHotuna CFTR B utoHe 2024 r. ”THUIIMMPOBaHA
MaToreHeTHYecKasl Teparus, Ha3HaueHa TPOTHAs KOMOMHAIIVS
CFTR-MonynaTopoB anekcakapTop / Te3akadpTop / MBaKa-
drop + uBakadrop (Tpurekca®, Tuteur S.A.C.1.F.1.A., Aprex-
THUHA) B pEKOMEHIOBAHHBIX 103aX.

Yepe3s 2 Mec. Tocyie Havaia MaToreHeTUIeCKOW Teparuu 3a-
(ukcupoBaHO 3HAYNTEIEHOE KIIMHUYECKOE YITyJIlIeHNe: yMEHb-
[IeHNe KaIUTsl, KOJIMYeCTBA MOKPOTHI, OIBIIIKHU, YBEIUUSHUE
TOJIEPAHTHOCTH K (pr3MIecKOoil Harpy3Ke (caTypaius reMOoTIo-
OuHa Kucaoponom — 96 % B okoe npu Harpyske — 95 %), Takxke
OTMEUaJIOCh yBeIMIEHNE MACChI TeJla Ha 2 KT, yBenmueHue UMT
¢ 17,6 mo 19 kr / M?. KoHIIEHTpaLIMsI XJIOPUIOB ITOTA CHU3UIIAChH
¢ 111 mo 62 mmoub / 11, mokasarens ODB: yBenmumics ¢ 2,55 11
103,271 (96 %___ ) (cM. puc. 2).

JIOJIK.

BepemeHHOCTb 1 poabl

B aBrycre 2024 1., uepe3 2 Mec. Iocje Havajla Tepanuu
CFTR-MonynsitopaMu y MalMEeHTKW HACTYITUJIa CIIOHTaHHas
0epeMEeHHOCTb.

MexayHapoaHblii onbIT ipuMeHeHuss CFTR-monynsatropos
CBUIIETEILCTBYET O TMOJIOXKUTEIBHOM BIMSHUM MAaTOreHEeTUYe-

CKOIi Tepanuu Ha epTUIHHOCTH MarueHToK ¢ MB. OtMeueHo,
YTO TIPU TePAUU STUMU TpernapaTaMyu CHUKAETCST BSI3KOCTD
U moBbIaeTcst pH 1epBrUKanbHOM CITM3H, CTIOCOOCTBYST co3aa-
HUIO OoJiee OIaronpuATHOU (ePTUITHLHON CPeIbl B PEIIPOIYK-
TUBHBIX TTYTSIX.

CoxpaHeHNe B MOJTHOM 00beMe KOMITIEKCHOTO JIEUSHUST
MB siBrisieTcst OCHOBHBIM METOIOM MPOGMUIAKTUKN OCIOXHE-
HUIT BO BpeMst 6epemerHocTu. [lareHTka npoaosskana mpuemM
TPOITHOU KOMOWHMPOBAHHON TEpanu U KOMITJIEKCHOTO Oa-
3UCHOTO JIEYeHUSI, 32 UCKITIOUEHUEM HEKOTOPBIX ITPETNaparoB,
HEeCYIIUX PUCK JIEKAPCTBEHHOTO yilepOa sl 1ioaa (TaKOBbI-
MU OBLTH TIPU3HAHBI AHTUOAKTEPUATBbHBIE TIPETIapaThl TPYTIIThI
(bropxuHOIOHOB — NeBODIOKCAIIMH U TUTIPOGMIOKCAIINH) U3-32
TATOJIOTUH XPSIIIEBOM TKAHW Ha XXMBOTHBIX Moziesisix | §8]. Taxxke
OBLIO OTPAHUYEHO UCITOIH30BAHNE AMUHOTIMKO3UIOB B CBSI3U
C BO3MOKHBIM HE(DPOTOKCUIHBIM ¥ OTOTOKCUIHBIM BO3IEHCT-
BHMEM Ha TUIO].

MyxkonuTigeckasi Teparuisi, B IepBYI0 Ouepesib TopHa3a ambda
(Turepasa), Bo BpeMst 6epeMeHHOCTH ObLIa Ipoao/okeHa. Tepa-
st MuKpocheprueckumu pepmerTamu ¢ pH-ayBcTBUTETBHOM
000JI0YKOI1 TTPOBOIIIIACH B TEUEHUE BCEX TPUMECTPOB OepeMeH-
HOCTHU B COOTBETCTBUU C YBETMUEHUEM PALIOHA B 3TO BPEMSI.

B riepurion 6epeMeHHOCTH OTMeuasicst HAbOp MacChl Teia co-
IJIACHO CpOKaM, MaKCUMaJlbHas Macca Tejla COCTaBwia 74 KT,
HUMT yBemmuumics oo 26,85 kr / m2.

B Teuenune 6epeMeHHOCTH y MAIIMEHTKNA OTMEUYEHBI 2 3T~
30712 00OCTPEHMST XPOHUUYECKOI pecTimpaTopHOil MHGbEKIINH,
OBLT HA3HAYEeH MTPOTUBOCUHETHOWHBIN [3-TaKTaMHBIN aHTHOAK-
TepUATbHBIN Mpernapar nedTazuanM, UMEIOIIN TOCTATOUHYIO
HUCTOPUIO Ge30TTaCHOTO IPUMEHEHUST BO BpeMsi 6epeMeHHOCTH
y nauueHTok ¢ MB.

Tepanus BocripousBeneHHbIM CFTR-Momynaropom amex-
cakadTop / Te3akadTop / nBakadTOp + MBaKaB(PTOp TaKKe
Ob1a IpoosnkeHa. [lo pesynbTataM KIMHUYECKUX HAOTIONe-
HUI 1 HAOTIOIATeIbHBIX UCCIIEIOBAHMI, TIPOBEIEHHBIX ITOCIIEe
okTsi6pst 2019 ., Korma YmpasneHueM 1o CaHUTaApHOMY Ha30py
3a Ka4eCTBOM TMUIIEBBIX TIPOAYKTOB U MenuKaMeHToB (Food and
Drug Administration — FDA, CI11A) 6611 0mo6peH KOMOMHUPO-
BaHHBIN MperapaT 31eKcakadTop / Tezakadrop / mBakadTop +
uBakadTOp, CAeNIaH MPeNBapUTETbHBIN BBIBOI O 0€30MacHOCTH
CFTR-Momys1TOpOB BO BpeMsl 6epeMEHHOCTH ¢ TOYKH 3PEHUS
HeOIaroNPUSITHBIX UCXOIOB 1 TepaToreHHOCTH [9]. B TO e Bpe-
Ms nipekpanieHue npuema CFTR-MomynsiTopoB cBsi3aHo ¢ TsI-
JKEeJIBIM 000CTpeHNeM 3a00IeBaHMs, 3apeTUCTPUPOBaH | ciayJait
CMEPTHU MAIUeHTKHU, CBSI3AHHBIN C BHE3AITHBIM MTPeKpalleHreM
TapretHoii Teparuu [10].

JlaGopaTopHbIe TTOKa3aTesId OCTaBAINCH B Mpeeax Hop-
MaJbHBIX 3HAYEHUH, B T. 4. TpPaHCAMWHA3bI, OWINPYyOUH (Maii
2025 r.: amannHamMuHOTpaHcdepasa — 19 en. / 1, acmapra-
TaMMHOTpaHcdepasza — 18 en. / 1, OMIUPYOUH MPSIMOM —
7 MKMOJB / 71, OWIUpyouH o01muii — 18 MKMOJb / JT), 94TO ne-
MOHCTPUPYET yIOBIETBOPUTEIbHBIN MTPOMUIb 6€30MaCHOCTU
TIPOBOANMOI TePaATINU.

Ponsl mpousonuin B cpok (Ha 38-it Hemene), 3 ampenst
2025 1., uepe3 ecTeCTBEHHbIE POIOBLIE ITyTH. PoIuics 3M0poBbIit
MaJIbuMK: Macca tejia — 3 550 r, minHa Tesia — 53 ¢M, 110 1IKae
Arnrap — 8—9 6amnoB. [1pu3HakoB BpOXIEHHON MMATOJIOTUH,
B T. 4. CO CTOPOHBI IBIXaTeTbHO U MUIIEBAPUTETHHOM CUCTEM,
He BBISIBJICHO.

[Tockonbky MaTh 601bHa M B, pebeHoK siByisieTcst oourar-
HBIM HOCUTEJIEM OIHOU U3 MyTalluii MaTepu, TIPU 3TOM (eHO-
TUTIMYECKH OH 310poB. HeoHaTambHbII CKPUHUHT C aHATN30M
MMMYHOPEAKTUBHOTO TPUTICHHA B TaHHOM Ciiydyae HemH(bOP-
MatuBeH B cBsi3u ¢ nmpuemoMm CFTR-mMonynaTopoB Marepsio
BO BpeMs 6epemeHHOCTH. K Maro 2025 r. pebenky 1,5 mec., oH
HaXOIUTCS NCKITIOUYUTETHHO Ha TPYTHOM BCKAPMJIMBAHWY, MaTh
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[IPOIOJIKAET IIpHEM Oa3MCHOI 1 TAPreTHOM TepaIliK, COCTOSI-
H1e peGeHKA yIOBIETBOPUTEIbHOE, IPU3HAKOB ITATOJIOIMH HET.

B mae 2025 r. nanuyeHTKa IpoaoKaeT MpUueM TPOHOM Te-
pamuu, Macca Teia coctaBisieT 65 kr (MMT — 23,3 kr / m?),
O®B, —3,2771(96 %, ) (CM. puC. 2), KOHIIEHTpAII1s XJIOPUIOB

JIOJIK.

nota — 80 mmoJb / 1. [To nanHbiM KT opraHoB rpyaHoii KJIeTK1
B Mae 2025 r. oTMeueHa MoJIoXKUTeIbHAsl AMHAMUKA B BUJIE pa3-
pelieHrs y9aCTKOB MH(UIbTPALIMM JIETOYHOM TKAaH! B HYDKHE
JIOJIe TIPaBOro JIETKOoro (CM. puc. 3).

O6cyxaeHue

ITo naHHBIM MpPeaCTaBIEeHHOTO KIMHUYECKOTO HA0II01e-
HUSI TPOAEMOHCTPUPOBAHO BeChMa XapaKTepHOE TeUeHUE
MB, AMarHOCTUPOBAHHOIO TEM HE MEHEEe BO B3POCIOM
Bo3pacTe. «Tspxembrit» reHoturt CFTR ompenesieT Kiac-
CHYECKYIO KIIMHWYECKYI0 KapTuHy M B ¢ ¢popmupoBaHurem
MHOXECTBEHHBIX OPOHX03KTa30B, Pa3BUTUEM XPOHUYE-
CKOIf CUHETHOWHON MH(MEKIIUU BEPXHUX Y HUKHUX JIbI-
XaTeJIBHBIX yTeH, TTAHKPEaTHUECKOM HEeTOCTATOYHOCTHIO.
HecMmotpst Ha HaMYKe XxapaKTepHOU KIIMHUYECKOM Kap-
TUHBI U CEMEMHOTO aHaMHe3a, TMarHo3 ObUT YCTAaHOBJIEH
TOJILKO BO B3POCJIOM BO3pPacTe, YTO MOAUYEPKUBAET HEOO-
XoIuMocTh nH(popMmupoBaHus o MB Bpaueit KazaxcraHa,
B II€PBYIO OY€epe/lb, NEAUATPOB, TEPATIEBTOB U MYJIbMOHO-
JIOTOB, a Tak:Ke BKJIIoueHust MB B mporpaMmy HeoHaTalb-
Horo ckpuHuHra B Pecriyouke Ka3zaxcraH.

HecMmoTpst Ha TSTKeIoe COCTOSTHIE AIllMeHTKY B HavYa-
JIe TPOMHOM MAaTOT€eHETUYECKOMN Tepariny, €€ Ha3HauYeH1e
MPUBEJO K OBICTPOMY Y BbIpaXk€HHOMY KJIMHUYECKOMY
VJIYYLIEHUIO: TTIOUTU ABYKPATHO YBEJIUUMJIUCH ITOKa3aTe Ik
O®B,, HOpMATN30BATUCH ITOKA3aTEI HACKHIIIICHMS TEMO-
J100MHA KUCJIOPOIOM, CTaOUJIM3UPOBAJICSI HYTPUTUBHBIN
cTaTyc, YAYYIIUIOCh PEMPOAYKTUBHOE 3[10POBbE.

PesynbratoM yiydiiieHus1 001ero COMaTU4eCcKoro co-
CTOSTHUSI ¥ JIOKAJTBHOTO YIIy4YIlIeHUs (hepTUITBHOM CpeIbl
B PETIPONYKTUBHBIX ITyTSIX CTAJIO HACTYIUICHHUE U OJIaro-
MOJyYHOE TeUueHue 6epeMEeHHOCTH.

OueHka 0e30MacHOCTU Tepanuu B Mepuoj oepe-
MEHHOCTH MMeeT ocoboe 3HaueHue. HecMoTps Ha or-
PaHMYCHHOCTh HAKOTUICHHBIX TaHHBIX, CYIIECTBYIOIINE
HaOJI0IeHUs, BKJIloYast JaHHbBIN Clydail, CBUAETEIbCT-
BYIOT 00 YIOBJIETBOPUTEIbHOM Mpodusie 6€30MacHOCTU
CFTR-MonysTOpOoB Kak I MaTepH, TaK W IJIsT TUTOAA.
OnHako 11 OLICHKHM OTHaJICHHBIX Pe3yJIbTaTOB M pa3-
paboTKM 000CHOBAHHBIX KIMHUYECKUX peKOMEHIALIMT
HeoOXonMMO AajibHelllee HaKOTIeHWe JaHHbBIX.

3aknioyeHue

ITo pe3yiabTaTam MpeacTaBIeHHOTO KIMHUYECKOTO Ha-
OJIFOIEHNS TIPOMJLTIOCTPUPOBAHBI BEICOKME KIIMHIIECKAST
3P PeKTUBHOCTL 1 6€30MACHOCTh TPEXKOMIIOHEHTHOM
TapreTHOM Tepanuu B LIEJIOM U NMIPUMEHSIEMOTO BOCIIPO-
MU3BEICHHOTO TIperapara B YacCTHOCTH. JJOCTUTHYTO 3Ha-
YUTEJBbHOE yIy4yllleHne (PYHKLNN JIETKNAX, HYyTPUTABHOTO
cTaryca M KadyecTBa XXWU3HU MaIlUeHTKU, TTO3BOJIMBIIICE
MalMeHTKe 0J1arornoayyYHo BHIHOCUTD U POIUTH 3MOPOBOTO
pebeHka.

C y4eToM TOy4eHHBIX TaHHBIX 1IeJIeCO00pa3HO pac-
LIMPEHUE YuCa IeTel U B3pOCbix 00JbHBIX M B, mosy-
YalolIMX TapreTHyo Tepanuio B Pecnyonuke KazaxcraH.

Nutepatypa

1. Siegel B., Siegel S. Pregnancy and delivery in a patient with cystic fibrosis
of the pancreas: report of a case. Obstet. Gynecol. 1960; 16: 438—440.
Available at: https;//journals.lww.com/greenjournal/citation/ 1960/ 16040/
pregnancy_and_delivery in_a_patient with_cystic.8.aspx

2. Awmenuna EJI., Kpacosckuii C.A., lyrunun NU.0. MykoBucum-
1103 ¥ OepEeMEHHOCTb: KITMHUKO-TeHETUYeCKue, (DYHKIIMOHATbHbIE
1 MUKPOOHOJIOTYECKIE XapaKTePUCTUKY TTALMEHTOK. [Teduampus
um. I'H.Cnepanckoeo. 2014; 93 (4): 38—43. [locTynHo Ha: https.//
pediatriajournal.ru/archive >sshow=336&section=4018&returnurl=%-
2Fauthors %2Fshow3789%2FAmelina_E.L..html

3. Cystic Fibrosis Foundation Patient Registry. Annual data report 2022.
Bethesda (Maryland): Cystic Fibrosis Foundation; 2023. Available
at: https.//www.cysticfibrosis.org.uk/sites/default/files/2023-12/
CFT _2022 Annual_Data_Report_Dec2023.pdf

4. Taylor-Cousar J.L., Mall M.A., Ramsey B.W. et al. Clinical
development of triple-combination CFTR modulators for cystic
fibrosis patients with one or two F508del alleles. ERJ Open Res. 2019;
5(2): 00082-02019. DOI: 10.1183/23120541.00082-2019.

5. Kpacosckuit C.A., Karaszexes P.Y. OnbIT npuMeHEeHUs TeHEPU-
YecKoro npernapara anekcakadrop / Te3akadrop / uBakadrop +
uBakadbTOp y ManueHToB. [Iyavmononoeus. 2023; 33 (6): 781—791.
DOI: 10.18093/0869-0189-2023-33-6-781-791.

6. Mukatova I., Amelina E., Kim S., Serikova A. P066 the first
experience of triple targeted therapy in adult patients with cystic
fibrosis in Kazakhstan. J. Cyst. Fibros. 2025; 24 (Suppl. 1): S86. DOI:
10.1016/j.jcf.2025.03.084.

7. MapwankunHa T.B., ZKanysakosa H.T., MykaTtosa U.}O. u np. [ep-
BBII OTBIT IPUMEHEHMSI TAPTETHOM Teparuu y IeTei ¢ MyKOBUCIIN-
no3oM B Kazaxcrane. Hayka u 30pasooxpanenue. 2024; 26 (4): 7—14.
DOI: 10.34689/SH.2024.26.4.001.

8. Kung K., Riond J.L., Wanner M: Pharmacokinetics of enrofloxacin
and its metabolite ciprofloxacin after intravenous and oral adminis-
tration of enrofloxacin in dogs. J. Vet. Pharmacol. Ther. 1993; 16 (4):
462—468. DOI: 10.1111/5.1365-2885.1993.tb00212.x.

9. Chouchana L., Collier M., Martin C. et al. CFTR modulators and
pregnancy outcomes: Early findings from a nationwide cohort study
J. Cyst. Fibros. 2025; 24 (3): 469—475 10.1016/j.jcf.2025.03.002.

10. Trimble A.T., Donaldson S.H. Ivacaftor withdrawal syndrome in
cystic fibrosis patients with the G551 Dmutation. J. Cyst. Fibros. 2018,
17: e13—16. DOI: 10.1016/.jcf.2017.09.006.

MocTtynuna: 18.06.25
MpuHATa k neyatn: 05.07.25

References

1. Siegel B., Siegel S. Pregnancy and delivery in a patient with cystic fibrosis
of the pancreas: report of a case. Obstet. Gynecol. 1960; 16: 438—440.
Available at: https;//journals.lww.com/greenjournaly/citation/ 1960/ 16040/
pregnancy_and_delivery in_a_patient with_cystic.8.aspx

2. Amelina E.L., Krasovskiy S.A., Shuginin 1.0. [Cystic fibrosis
and pregnancy: clinical, genetic, functional and microbiological
characteristics of patients]. Pediatriya im. G.N.Speranskogo. 2014;
93 (4): 38—43. Available at: https.//pediatriajournal.ru/archive show
=336&section=4018&returnurl=%2Fauthors %2Fshow3789%2FAme
lina_E.L..html (in Russian).

3. Cystic Fibrosis Foundation Patient Registry. Annual data report
2022. Bethesda (Maryland): Cystic Fibrosis Foundation; 2023. Avail-
able at: https.//www.cysticfibrosis.org.uk/sites/default/files/2023- 12/
CFT 2022 Annual _Data_Report Dec2023.pdf

4. Taylor-Cousar J.L., Mall M.A., Ramsey B.W. et al. Clinical
development of triple-combination CFTR modulators for cystic
fibrosis patients with one or two F508del alleles. ERJ Open Res. 2019;
5(2): 00082-02019. DOI: 10.1183/23120541.00082-2019.

5. Kirasovskiy S.A., Kagazezhev R.U. [Using generic drug elexacaftor/
tezacaftor/ivacaftor+ ivacaftor in patients with cystic fidosis in
routine clinical practice]. Pul’monologiya. 2023; 33 (6): 781—791.
DOI: 10.18093/0869-0189-2023-33-6-781-791 (in Russian).

6. Mukatova I., Amelina E., Kim S., Serikova A. P066 the first
experience of triple targeted therapy in adult patients with cystic
fibrosis in Kazakhstan. J. Cyst. Fibros. 2025; 24 (Suppl. 1): S86. DOI:
10.1016/j.jcf.2025.03.084.

566

MynbmoHonorus « Pu’monologiya. 2025; 35 (4): 561-567. DOI: 10.18093/0869-0189-2025-35-4-561-567


https://journals.lww.com/greenjournal/citation/1960/16040/pregnancy_and_delivery_in_a_patient_with_cystic.8.aspx
https://journals.lww.com/greenjournal/citation/1960/16040/pregnancy_and_delivery_in_a_patient_with_cystic.8.aspx
https://pediatriajournal.ru/archive?show=336&section=4018&returnurl=%2Fauthors%2Fshow3789%2FAmelina_E.L..html
https://pediatriajournal.ru/archive?show=336&section=4018&returnurl=%2Fauthors%2Fshow3789%2FAmelina_E.L..html
https://pediatriajournal.ru/archive?show=336&section=4018&returnurl=%2Fauthors%2Fshow3789%2FAmelina_E.L..html
https://www.cysticfibrosis.org.uk/sites/default/files/2023-12/CFT_2022_Annual_Data_Report_Dec2023.pdf
https://www.cysticfibrosis.org.uk/sites/default/files/2023-12/CFT_2022_Annual_Data_Report_Dec2023.pdf
https://doi.org/10.1183/23120541.00082-2019
https://doi.org/10.18093/0869-0189-2023-33-6-781-791
https://doi.org/10.1016/j.jcf.2025.03.084
https://doi.org/10.34689/SH.2024.26.4.001
https://doi.org/10.1111/j.1365-2885.1993.tb00212.x
https://doi.org/10.1016/j.jcf.2025.03.002
https://doi.org/10.1016/j.jcf.2017.09.006
https://journals.lww.com/greenjournal/citation/1960/16040/pregnancy_and_delivery_in_a_patient_with_cystic.8.aspx
https://journals.lww.com/greenjournal/citation/1960/16040/pregnancy_and_delivery_in_a_patient_with_cystic.8.aspx
https://pediatriajournal.ru/archive?show=336&section=4018&returnurl=%2Fauthors%2Fshow3789%2FAmelina_E.L..html
https://pediatriajournal.ru/archive?show=336&section=4018&returnurl=%2Fauthors%2Fshow3789%2FAmelina_E.L..html
https://pediatriajournal.ru/archive?show=336&section=4018&returnurl=%2Fauthors%2Fshow3789%2FAmelina_E.L..html
https://www.cysticfibrosis.org.uk/sites/default/files/2023-12/CFT_2022_Annual_Data_Report_Dec2023.pdf
https://www.cysticfibrosis.org.uk/sites/default/files/2023-12/CFT_2022_Annual_Data_Report_Dec2023.pdf
https://doi.org/10.1183/23120541.00082-2019
https://doi.org/10.18093/0869-0189-2023-33-6-781-791
https://doi.org/10.1016/j.jcf.2025.03.084

3ametku u3 npaktuku « Clinical cases

Marshalkina T.V., Zhanuzakova N.T., Mukatova 1.Y. et al. [The first
results of targeted therapy in children with cystic fibrosis in Kazakh-
stan]. Nauka i zdravookhranenie. 2024; 26 (4): 7—14. DOI: 10.34689/
SH.2024.26.4.001 (in Russian).

Kung K., Riond J.L., Wanner M: Pharmacokinetics of enrofloxacin
and its metabolite ciprofloxacin after intravenous and oral adminis-
tration of enrofloxacin in dogs. J. Vet. Pharmacol. Ther. 1993; 16 (4):
462—468. DOI: 10.1111/j.1365-2885.1993.tb00212.x.

WHdopmauusa o6 aBTopax / Authors Information

Kenket6aeBa bIpsicanapl 2KaKCbUIbIKOBHA — BPay-IyJIbMOHOJIOT, UCTIOTHSI -
fo11ast 00s13aHHOCTH 3aBE/YIOIIIei OTneIeHIeM MmybMoHoIorun [ocymaper-
BEHHOTO KOMMYHAJIBHOTO TIPEITPHUATHS HA ITPABE XO3SIMCTBEHHOTO BEICHMUST
«MHoromnpoduibHas ropoackast 6onbHMIa Ne 1» akimara ropoja ACTaHbl;
teit.: (747) 850-86-76; e-mail: ykenzebaeva@gmal.com (ORCID: https.//orcid.
org/0009-0009-9314-2473)

Yryssaldy Zh. Kenzhebayeva, Pulmonologist, Acting Head of the Pulmonology
Department State-Owned Enterprise on Economic Management “Multidis-
ciplinary City Hospital No.1” Akimat of Astana city; tel.: (747) 850-86-76;
e-mail: ykenzebaeva@gmal.com (ORCID: https://orcid.org/0009-0009-9314-
2473)

Mykatosa Vpuna IOpbeBHa — 1. M. H., npodeccop, Kadeapa BHyTPEHHUX
6onesneit Ne 3 HekoMMepuecKoro akilMOHEPHOTO 0011IecTBa «MequInHCKII
YHUBEpCUTET AcTaHa» MuHKUCTEpCTBa 3apaBooxpaHeHus Pecryonnkn Kazax-
craH; Tent.: (701) 535-9679; e-mail: irinamukatova24@gmail.com (SPIN-kox:
7960-0093; Scopus Author ID: 57221914378; Web of Science Researcher ID:
ABB-8448-2021; ORCID: https.//orcid.org/0000-0002-5804-8643)

Irina Yu. Mukatova, Doctor of Medicine, Professor, Department of Internal
Medicine No.3, Non-profit Joint Stock Company “Astana Medical Univer-
sity”, Ministry of Health of the Republic of Kazakhstan; tel.: (701) 535-9679;
e-mail: irinamukatova24@gmail.com (SPIN-koz: 7960-0093; Scopus Author
ID: 57221914378; Web of Science Researcher ID: ABB-8448-2021; ORCID:
https://orcid.org/0000-0002-5804-8643)

Amennna Enena JIbBoBHA — K. M. H., BeAyIIMii HAYYHBIII COTPYIHUK JIa00-
paropuu MyKoBHcIo3a deneparbHOro rocy1apcTBEHHOTO GIOIKETHOTO
yupexaeHust «HayuHo-uccaenoBarebckKuii MHCTUTYT MYJIbMOHOJIOTUN»
DenepalbHOTO MEAMKO-O0MOIOTMYECKOTO areHTCTBa; adGuiInpoBaHHbBIN
npodeccop HekoMMepueckoro akIiMOHEPHOro o01ecTBa «MeauIIMHCKUIT
yHUBepcuteT ActaHa» MUHMCTEPCTBA 31paBooxpaHeHus: Pecriyoimku Ka-
3axcra; TelL.: (701) 535-96-79; e-mail: eamelina@mail.ru (SPIN: 6341-4662;
Author ID: 7003985681; ORCID: https.//orcid.org/0000-0002-5356-9415)

YyacTtue aBTOpOB

Kemxebaesa bl.2K. — cyliecTBeHHbII BKJIaJ B MOJyYeHUE, aHATU3 JTaHHbBIX
U MHTEPIIPETAIMIO PE3YJIbTaTOB, CYLECTBEHHbII BKJIA]] B HAIMCAHUE CTATbU,
BHECEHUE MPaBOK, 07100peHne MHATBHOI BEpCUM PYKOTTUCH

Mykarosa W.10. — uzaes cratby, CyLIECTBEHHbII BKJIAJ B MOTYYSHUE TaHHbIX,
MHTEPIIPETAIMIO MOTyYeHHOTO MaTepyaia, BHECEHUE B PYKOIUCH CYIIIECT-
BEHHOI IPaBKU C LIEJIbIO MOBBILIEHNUSI HAYYHO! LIEHHOCTH CTaThbU, 0100peH1e
(bUHATBHON BEPCUM PYKOTUCH

Amemuna E.JI. — uzes ctatby, CyIIECTBEHHbII BKJIAJ B KOHLETILIMIO MCCIIe-
JoBaHus, hopMam3alivsl 3a1a4u, aHaIU3 JaHHBIX, UHTEPIIPETALIMIO Pe3yJib-
TaTOB M HAaNMCAHUE CTaTbH, BHECEHHE CYILIECTBEHHBIX MTPABOK, 0100peHNE
(UHATBHOM BepCUU PYKOTTUCH

Panuis0ekosa K. — cyliecTBeHHBII BKJIAJ B TIOJyYeHUE JaHHBIX, MHTEP-
MPETALMIO PE3YIbTATOB, BHECEHHE B PYKOMKICh MPABKU C LIEJbIO MOBBILIEHHUS
HayYHOU LIEHHOCTHU CTaThU, O0OpeHre (PUHATBHOI BepCUM PYKOITUCH
HBanosa-Pasymoa T.B. — cyiiecTBeHHbIIi BKJIaJ B MOJy4YeHUE, aHAINU3 JaH-
HBIX, KOPPEKIMsl TEKCTa, BHECEHHE MTPABOK B PYKOMHUChH C LIEJIbIO MOBBIIIEHUS
HayYHOU LIEHHOCTU CTaTbU, 00OpeHre (PUHATBHOI BepCUM PYKOITUCH
Tyneyraes E.T. — cyliecTBeHHbII BKJIaJ B MOJIyYeHUE, aHAINU3 JIaHHbIX, MH-
TepIpPETALNIO PE3YIbTaTOB, KOPPEKIIUS TEKCTa, BHECEHUE MPABOK C LIEJIbIO
MOBBILIEHMs] HAYYHOI LIEHHOCTU CTaThH, 0N00peHe GUHAIBHOI Bepcun
PYKOIUCH

Bce aBTOpBI BHEC/IN CYLLIECTBEHHbII BKJIaJ B MPOBEICHUE aHATUTUYECKOMI
paboThI ¥ TIOATOTOBKY CTAaThH, MPOWIM M OZ00PHIN (DUHATBHYIO BEPCUIO
J10 MyOJIMKALIMK, HECYT OTBETCTBEHHOCTD 3a LIEJIOCTHOCTb BCEX YacTell CTaTbu.

9. Chouchana L., Collier M., Martin C. et al. CFTR modulators and
pregnancy outcomes: Early findings from a nationwide cohort study

J. Cyst. Fibros. 2025; 24 (3): 469—475 10.1016/j.jcf.2025.03.002.

10. Trimble A.T., Donaldson S.H. Ivacaftor withdrawal syndrome in
cystic fibrosis patients with the G551 Dmutation. J. Cyst. Fibros. 2018,

17: €13—16. DOI: 10.1016/j.jcf.2017.09.006.

Received: June 18, 2025
Accepted for publication: July 05, 2025

Elena L. Amelina, Candidate of Medicine, Leading Researcher, Cystic Fibrosis
Laboratory, Federal State Budgetary Institution “Pulmonology Scientific Re-
search Institute” under Federal Medical and Biological Agency of Russian Fed-
eration; Affiliated Professor, Not Joint Stock Company “Astana Medical Uni-
versity”; tel.: (701) 535-96-79; e-mail: eamelina@mail.ru (SPIN: 6341-4662;
Author ID: 7003985681; ORCID: https://orcid.org/0000-0002-5356-9415)

Pamub6exkoBa I'yabmupa Kyp6anoBHa — 1. M. H., MEIMLIMHCKUI IUPEKTOP
KoprnoparusHoro ®onma “University Medical Center”; Tein.: (701) 731-28-48;
e-mail GulmiraR74@mail.ru (ORCID: https://orcid.org/0009-0007-6770-
858X)

Gulmira K. Rapilbekova, Doctor of Medicine, Medical Director, “University
Medical Center” Corporate Fund; tel.: (701) 731-28-48; e-mail GulmiraR74@
mail.ru (ORCID: https.//orcid.org/0009-0007-6770-858X)

HBanoBa-Pa3ymosa TatbsHa BiaagumMupoBHa — K. M. H., MarucTp AeJ0BOro
AMMUHUCTPUPOBAHYS, MUPEKTOP KIMHUKO-aKaJIeMUYECKOTO IeTapTaMeHTa
nematpun KopriopatnsHoro @onna “University Medical Center”; Tei.: (701)
533-43-26; e-mail: t.ivanova-razumova@umc.org.kz (ORCID: https.//orcid.
0rg/0000-0002-6471-1587)

Tatyana V. Ivanova-Razumova, Candidate of Medicine, Master of Business
Administration, Head of Department of Pediatrics, “University Medical Cen-
ter” Corporate Fund; tel.: (701) 533-43-26; e-mail: t.ivanova-razumova@
umec.org.kz (ORCID: https.//orcid.org/0000-0002-6471-1587)

Tyneyraes Epnac TieyraeBud — 1. M. H., MAarucTp J1eJIOBOTO aIMUHUCTPUPO-
BaHMsI, PYKOBOIHUTENb PECITyOIMKAHCKOTO LIEHTPa OphaHHBIX 3a001eBaHUiT
KopmnoparusHoro ®onna “University Medical Center”; ten.: (701) 349-13-14;
e-mail: ernas@rambler.ru (ORCID: https://orcid.org/0000-0002-7473-8193)
Yernas T. Tuleutaev, Doctor of Medicine, Master of Business Administration,
Head of the Republican Center for Orphan Diseases of the “University Medi-
cal Center” Corporate Fund; tel.: (701) 349-13-14; e-mail: ernas@rambler.ru
(ORCID: https.//orcid.org/0000-0002-7473-8193)

Authors Contribution

Kenzhebaeva Y.Zh. — significant contribution to collection and analysis of the
data and interpreting the results, significant contribution to writing the article,
editing, approving the final version of the manuscript

Mukatova I.Yu. — idea of the article, significant contribution to collection and
interpretation of the data, making significant edits to the manuscript to enhance
the scientific value of the article, approving the final version of the manuscript

Amelina E.L. — idea of the article, significant contribution to the concept of the
study, formalizing the task, data analysis, interpreting the results and writing the
article, making significant edits, approving the final version of the manuscript

Rapilbekova G.K. — significant contribution to data collection, interpreting the
results, making edits to the manuscript to enhance the scientific value of the
article, approving the final version of the manuscript

Ivanova-Razumova T.V. — significant contribution to collection and analysis
of the data, proofreading the text, making edits to the manuscript to enhance
the scientific value of the article, approving the final version of the manuscript
Tuleutaev Y.T. — significant contribution to collection and analysis of the data,
interpreting the results, proofreading the text, making edits to improve the
scientific value of the article, approving the final version of the manuscript.

All authors made a significant contribution to the analysis and preparation
of the article, read and approved the final version before publication, and are
responsible for the integrity of all parts of the article.

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/

567


https://doi.org/10.34689/SH.2024.26.4.001
https://doi.org/10.34689/SH.2024.26.4.001
https://doi.org/10.1111/j.1365-2885.1993.tb00212.x
https://doi.org/10.1016/j.jcf.2025.03.002
https://doi.org/10.1016/j.jcf.2017.09.006
mailto:irinamukatova24@gmail.com
https://orcid.org/0000-0002-5804-8643
mailto:irinamukatova24@gmail.com
https://orcid.org/0000-0002-5804-8643
https://orcid.org/0000-0002-5356-9415
https://orcid.org/0000-0002-5356-9415
mailto:GulmiraR74@mail.ru
https://orcid.org/0009-0007-6770-858X
https://orcid.org/0009-0007-6770-858X
mailto:GulmiraR74@mail.ru
mailto:GulmiraR74@mail.ru
https://orcid.org/0009-0007-6770-858X
mailto:t.ivanova-razumova@umc.org.kz
https://orcid.org/0000-0002-6471-1587
https://orcid.org/0000-0002-6471-1587
mailto:t.ivanova-razumova@umc.org.kz
mailto:t.ivanova-razumova@umc.org.kz
https://orcid.org/0000-0002-6471-1587
mailto:ernas@rambler.ru
https://orcid.org/0000-0002-7473-8193
mailto:ernas@rambler.ru
https://orcid.org/0000-0002-7473-8193

