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Pesiome

Beeodenue. MyKoBUCIIMIO03 SIBJISIETCS MYJBTUCUCTEMHBIM 3a00JIeBaHMEM, ITPY KOTOPOM MOpazkeHue IeuyeHr BeTpevaeTcs y 20-40%
nanueHToB. Buenpenue tepanuu CFTR-MonynsiTopaMu CylieCTBEHHO YJIYYIITUIIO TPOTHO3 TTPU MYKOBHUCITUI03€, OMHAKO MallMeHThI
C LIUPPO30OM IMEeYeH U, KaK MPaBUJIO, UCKJIIOYATUCh U3 KJIMHUYECKUX UCCIIeOBAaHU I, YTO OTpaHUUYMBAET JOKa3aTeJbHYIO 06a3y
U omnpesensieT HeOOXOAMMOCTh HAKOIUJICHU ST M TyOJIMKallMU JaHHBIX O IPUMEHEHU U MTPEerapaToB B 3TOM Ipymie O0JIbHBIX.
Mamepuanvt u memoost. [IpencraBiaeH KIMHUYECKU N ciydail He01aronpusTHOrO UCX0a y MmalMeHTa 19 1etT ¢ MyKoBUCIIMI03-aCcCO-
LUMUPOBAHHBIM LIUPPO30M IeueHu Kiaacca B mo Yaitna-ITpio, 0CI0KHEHHBIM ITOPTaJbHOM IUIEPTEH3HEN U TepeHEeCEHHBIM KPOBO-
TeYeHMEM U3 BAapMKO3HO paclIMpeHHbIX BeH nuiieBoaa. TpoiiHass CFTR-monynupytomias repanus usakadptop + rezakadrop +
anekcakadTop/uBakadTOp OblIa MHULIMKUPOBAaHA 110 XXM3HEHHBIM ITIOKA3aHUSIM B CHUXEHHOM 103€ /I CTA0MIN3ALMU COCTOSI-
HUS NAlAEeHTa 10 PELICHUs BOIIpOca O TpaHCILUIaHTauuu rmedeHu. OqHako Ha poHe CyObeKTUBHOTO YIYUIIEHUS TallMeHT BHIOBLIT
U3 PETYJISIPHOTO CIIEIMAIN3MPOBAHHOI0 HAaOIIONEHU S Ha ITIEPUO/L OKOJIO IBYX JIET, B TEUEHUE KOTOPOI'O KOHTPOJIb GYHKIIUY ITEYeH U
Y TIPOABUKEHME TIO TPAHCIIAaHTALIMOHHOMY MaplIpyTy He OCYLIECTBISIJIMCH, UYTO 3aBEPIIMJIOCH IeKOMIIEHCAIIME LUppo3a MeUeHU
(xnacc C no Yaiina-ITeio), pa3BuTreM MOJIMOPTaHHOM HEAOCTATOYHOCTH U JIETaJIbHBIM UCXOJIOM.

3akawuenue. [pencTaBieHHOE HaOIIOAEHUE TEMOHCTPHUPYET, YTO MIPH TSKEJIOM MYKOBUCIIMA03-aCCOMUPOBAHHOM MOPaXEHUK
MeYeHH 6€30MacHOCTh BEICOKO(M(MEKTUBHOM TapreTHOM Tepaluy ONpeaeasieTcs He TOJbKO BRIOOPOM ITpenapaTta U pesXkMMOM
MO3UPOBAHUSI, HO U HEITPEPHIBHOCTHIO CIIEIIMAaTU3MPOBAHHOTI0 HAOIIOACHU S, PETYJISIPHOM OLIEHKOM (PYHKIINYU TTIeYeHU, CBOEe-
BPEMEHHOM KOppeKIIMeil IeUeHU s M TpaHCTIJIAaHTAllTMOHHOM TaAKTUKMU, a TAaKKe MPUBEPKEHHOCTHIO MallMeHTa K HAOII0AEHU IO
U JICYEHUO.

KuoueBbie cioBa: TapretHas tepanusi, CFTR-MoayasTopbl, MyKOBUCILIMI03-aCCOLMUPOBAHHOE MTOPaXKeHUe NeYeHU, TIopTaabHast
TUTIEPTEH3U s, IMPPO3 TTeYEH U, TPAHCIJIAHTAIIM S TIeYeHU, TeIaTOTOKCUYHOCTh, OPOHX03KTa3bl
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Abstract

Background. Cystic fibrosis (CF) is a multisystem disease in which liver involvement occurs in 20-40% of patients. The introduction of
CFTR modulator therapy has substantially improved the prognosis of patients with CF; however, patients with established cirrhosis have
typically been excluded from clinical trials, which limits the evidence base and underscores the need to collect and publish data on the
use of these agents in this patient group.

Materials and methods. We report a case with an unfavorable outcome in a 19-year-old patient with CF-associated Child-Pugh class B
cirrhosis complicated by portal hypertension and a previous episode of esophageal variceal bleeding. Triple CFTR modulator therapy
with elexacaftor + tezacaftor + ivacaftor/ivacaftor was initiated as a life-saving measure at a reduced dose in order to stabilize the patient
until a decision on liver transplantation could be made. However, following subjective improvement in respiratory status, the patient was
lost to specialist follow-up for approximately two years, during which liver function was not monitored and the transplant workup was not
advanced; this culminated in decompensation of cirrhosis (Child-Pugh class C), multiorgan failure, and death.

Conclusion. This case demonstrates that in severe CF-associated liver disease the safety of highly effective targeted therapy depends not
only on the choice of drug and the dosing regimen, but also on the continuity of specialist follow-up, regular assessment of liver function,
timely adjustment of treatment and transplant strategy, and the patient's adherence to follow-up.

Keywords: targeted therapy, CFTR modulators, cystic fibrosis-associated liver disease, portal hypertension, liver cirrhosis, liver trans-
plantation, hepatotoxicity, bronchiectasis

For citation: Merzhoeva Z. M., Suvorova O. A., Levina Iu. A., Lavginova B. B., Antonov V. N., Avdeev S. N. Triple CFTR modulator
therapy in severe cystic fibrosis-associated liver disease: a case report of an adverse outcome and the role of adherence to follow-up.
Lechaschi Vrach. 2026; 7-8 (29): 102-109. (In Russ.) https://doi.org/10.51793/0S.2026.29.8.015

Conlflict of interests. Not declared.

ykoBucuuao3 (MB) — ayrocom-
HO-peliecCuBHOE 3a00JIeBaHue,
00yCJIOBJIEHHOE MYTallUSIMU
B 00eux Konusx (aajenasx)
reHa, KOIMpPYIoLIero 6eJI0K perysiTopa
TpaHCMEMOPAHHOI MPOBOAUMOCTHU MYKO-
puciuaosa (CFTR), u xapakrepusyionieecs
TMOJMOPTaHHBIM MTOPaKeHUEM C TIPEUMy-
LIECTBEHHBIM BOBJIEYEHUEM OPOHXOJIErou-
HOW CUCTEMBbI U OPTaHOB MULIEBAPEHUST

[1]. MB-accouunpoBaHHOE MOpaKeHUe
MeYEeH ! BCTPEUYAETCsl, 10 Pa3HbIM OLIEHKAM,
y 20-40% mammenToB ¢ MB (meTeii n B3poc-
JIBIX CYMMapHO; Y B3pOCJIBIX paclpocTpa-
HEHHOCTD BBIIIIe U MpubamKkaeTcs K 40%,
y neteit — 6mmxe K 20%), mpu atom y 5-10%
pa3BUBAETCS TSIKEJI0E MPOTrpeccupyoiiee
TeyeHue ¢ GopMUPOBAHUEM MTOPTATBHOM
TUTIEPTEH3U N U/MUJIK IEKOMIIEHCUPOBaH-
HOro LUppo3a rneyeHu [4, 5].

LECHASCHI VRACH, VOL. 29, Ne 7-8, 2026, https://journal.lvrach.ru/

Buenpenue tepanuun CFTR-Mony-
JIITOPaMHM CYIIECTBEHHO YYYIIIJIO TTPO-
rHo3 nauueHToB ¢ MB [2], onHaKo naH-
Hble 00 2 GEeKTUBHOCTU U 6€30MaCHOCTH
Teparnuy Cpear MallueHTOB C TSKEJIBIM
MopakeHWeM MeYeHHU OCTATCsl OrpaHU-
yeHHbIMH [3]. Cienuduueckoro jgeueHusl,
CMOCOOHOT0 00ecneYnTh 0OpaTHOE pa3BU-
THe ¢chOPMUPOBABIIETOCS IMPPO3a Meve-
HHU, B HACTOSIIIIee BpeMsI HE CYIIIECTBYET,
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a IIpu IIporpeccupoBaHU Y 3a00JIeBAHUST
¢AMHCTBEHHBIM paauKaJbHBIM METOIOM
JIEYEHU S OCTaeTCs TPAHCIIAHTALIU S TTede-
HH [4].

IMpumeHeHe KOMOUMHAIIMU «3JI€KCa-
kadTop + TeszakadTop + nBakabTOp»
(DTH) npoTUBOMOKAa3aHO MPU LIUPPO3E
knacca C o Yaiinn-Ilbio 1, Kak npaBu-
JI0, HE peKOMeHayeTcs npu Kjaacce B, uto
TpeOyeT MHIUBUAYAJbHOI OIIEHKU COOT-
HOIIIEHU S MOJIb3bI U pucka. Puck nekap-
CTBEHHO-MHIYLIMPOBAHHOIO MOPaXEHUS
MMEYEHU COXPAHSIETCS Ha MPOTSIXKEHUU
BCEro JICYEHU I, TTO3TOMY PETyASIPHBI
KJIMHUYECKU 1 TabopaTOPHBI MOHUTO-
PMHT SIBISIETCS 00S13aT€JIbHBIM YCIIOBUEM
0e30IacCHOCTH Teparnuu [3, 6].

B cBg3u ¢ 3TM 0c060€ 3HAYCHUE TTPU-
obpeTaeT HenmpepbIBHOE CIICLIMaIU3UPO-
BaHHOE HaOJII0JeHME 32 MallMeHTaMMU.
Ha done ynyuiieHus pecniupaTOpHbIX
CUMIITOMOB U O0IIIETO CAMOYYBCTBMU S
MocJie Hayajia TapreTHOM Tepanuy MOXeT
CHMKAThCS MTPUBEPXKEHHOCTH K HAOJI10-
neHuto. [To TaHHBIM OTHOTO U3 UCCIIEN0-
BaHUI1, mepepbIBbI BO BpauyeOHBIX BU3H-
Tax NPOJOJIKUTEIbHOCThIO HE MeHEe
12 Mecs1eB oTMeYaIuCh y 35% maiueHToB
¢ MB [7].

[MpencTaBiieHO KIIMHUYECKOE HAOTI01e-
HUe HeOJIaronpusTHOTO UCXO/1a Y TTallieH-
Ta ¢ TsIKeJbIM TeueHueM MB u MB-acco-
LMV POBAHHBIM LIMPPO30M TTEYEHU, TTOTY-
yapuiero tepanuio DTH u BnociaeacTsuu
BBITIABIIEro U3 PEryJsipHOro BpaueoHoOro
HaOmoaeHus. PazButue nekomneHcauuu
LU PPO3a MeYECHU C JIeTaJbHBIM UCXOI0OM
MOMYEePKUBAET 3HAYMUMOCTD HEITPEPhIB-
HOTO MOHUTOPUHTA MAIlMEHTOB C TSIXKE-
JIBIM TIOpakeHUEeM TeYCHU, B TOM YHUCIIe
MIPU TIOJIOXKUTETBHOM 3(pDeKTe TapreTHOM
Teparuu.

IMauwent K., 19 net (2006 1.p.), ¢ 1na-
THO30M «MYKOBUCIIMI03», YCTAHOBJIEH-
HBIM B Bo3pacTe 4 Mecs11eB Ha OCHOBaHU U
XapaKTEpHOU KJIMHUYECKON KapTUHBI,
MOJIOXKUTEJILHOTO MOTOBOIO TecTa (XJI0-
puIbl TOTa 95 MMOJIB/M) U BIOCIEACTBUU
MOATBEPXKACHHBIM MOJIEKYJISIPHO-TEHETHU -
yeckuMm uccienosanuem. 'enorun CFTR
F508del/c.822 826del.

C mepBBIX MeCSLEB XU3HU OTMEYAJINCh
aguHaMUsl, HEAOCTaTOUYHas nMpubasKa
Macchl TeJia, BeIpaxkeHHasI TaHKpeaThnye-
CKast HeOCTaTOYHOCTh, CTeaTopesi, pBOTa,
(opmupoBaHue 6EJIKOBO-3HEPreTUUECKOM
HEI0CTAaTOYHOCTU U AeUIIUT XU pOopa-
cTBOpUMBIX BUuTaMuHOB (A, D, E, K).
VYpoBeHb (hekalibHOM 3J1acTa3bl ObIJ
meHee 100 mxr/r. B nanbpHelinem cgop-
MUPOBAJUCHh XPOHUYECKU U TTOJTUTIO3HbBI I
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PUHOCHHYCHUT U MOpakeHue OpoHxoJIe-
TOYHOI CUCTEMBI C XPOHUYECKUM BJIaX-
HBIM KalllleM, OPOHX03KTa3aMU B Cpe/i-
Hell 10JIe TIPaBOTo JIETKOTO, AMTU301aM U
MHGEKIIMOHHBIX 000CTPEHU I 1 XPOHU-
YeCKUM MHMUIIMPOBAHUEM IbIXaTeIbHBIX
nyTeut Staphylococcus aureus u, mo3nHee,
Pseudomonas aeruginosa n Escherichia coli.
JlnurtenbHOE BpeMs rokasareau GpyHKIMU
NbIXaHUs ObLIM cOXpaHHBIMU. [laliueHT
MOCTOSIHHO ToJTy4a 6a3uCHYIO Teparnuio
MB, BKJII0OYaBIIYIO 3aMECTUTEIbHYIO
(bepMeHTHYIO Tepanuio npemnapaTaMmu
nmaHKpeaTuHa, J1opHa3y aibda, ypcome-
30KCUXOJICBY IO KUCJIOTY, BATAMUHOTEPA-
MU0 U HYTPUTUBHYIO TOAIEPKKY, KYPChI
aHTHOAKTepUaIbHOUN Tepanu U CUMTO-
MaTHYeCKYIO TePAIHIo 0 TTIOTPEOHOCTH.

Oco0eHHOCThIO TeueHu s 3aboJieBa-
HUS SIBJISITIOCH paHHEe pa3BUTHE ITopa-
>KEHUs TIeYeHU. YXe B Bo3pacTte | rona
OTMeYaJuCh rernaToMeraius, CTOMKoe
MOBBIIIEHUE aKTUBHOCTH TPAHCAMUHA3
U 1mesodHoi pocdarassl (ILID) (B 2007
roay ataHMHaMuHOTpaHcdepasa, AJIT, —
108 En/n, acmapraTaMmuHOTpaHchepasa,
ACT, — 113 En/n, IU® — 595 En/m), Hapy-
LIEHUSI CHHTETUUYECKOM (DYHKIINU MTeUeHU
(anp0yMuH — 20 1/71, TPOTPOMOUHOBBI
nHaekc 83%). smeHeHue nokasaTeseit
COXPAHSIJIOCh U B JaTbHENIIIEM, HECMOTPST
Ha MPOBOAMMYIO TepaInio.

C 2015 roga no JaHHBIM YJIbTPa3ByKOBO-
'O UCCIICIOBAHUSI M 3JIACTOMETPUM TTIEUCHU

OBbLIY BBISIBJIEHBI LIUPPOTUYECKHE U3ME-
HeHUs ¢ pubpo3om neueHu F3 ctagum
no mkaje METAVIR. JlaHHBbIX 32 BUpyc-
Hble TeNaTUTHI He TToydeHo. B 2017 rony
YCTaHOBJIEH JUAarHO3: LUPPO3 MEeYEeH U
kyacc A o Yaiina-ITeto, cuHapOM TTOp-
TaJbHOU TMIMEPTEH3UU, TUTIEPCTIICHU3M.

K 2021 rony cpopmupoBaiach pa3sep-
HyTas KaptTuHa MB-accounupoBaHHOro
LMppO3a MEeYeHU ¢ MOPTaJTbHOMN ruIep-
TeH3ueil. OTMeyanuch Npu3HaKu JeKOM-
MeHCAalluu MOPTaJIbHOTO KPOBOTOKA
C Pa3BUTUEM ACIIUTUYECKOTO CUHAPO-
Ma. Omipenensinuch MOBBIIIEHUE YPOBH S
o01ero OMaMpyorHa MIPEeuMYI1IEeCTBEHHO
3a cueT NMpsiMoit ppakIum, yBeJTudeHe
AKTUBHOCTHU XOJIeCTaTUYECKUX (pepMeH-
ToB (II® u I'T'T), moBBILIECHNE aKTUB-
HOCTHU TpaHCaAaMMHa3, TUII0AJIbOYyMUHE-
MUs, IPU3HAKU Koaryjomnatuu (puc. 1).
B utosie 2021 r. OblJ1a 3anaHUpoOBaHa KOH-
cynbrauus B HaljmoHanbHOM MeTULIMH-
CKOM HUCCJIeJOBAaTEIbCKOM LIEHTPE TPaHC-
TJIAHTOJIOTU U U UCKYCCTBEHHBIX OPTAHOB
umeHu akanemuka B. . lllymakosa,
KOTOpasi OblyIa OTMEHEHA BBUIY SMTUIEMUU
KOPOHaBUPYCHOU NHGDEKITUN.

C 2021 romy ObLJI TOJYYEH TTOJIOXUTEb-
HbIN JInackuHTEeCT 0€3 OaKTEepHUOBbBIIC-
JIEHU S TI0 TaHHBIM MTOCEBOB MOKPOTHI.
B 2022 rony npoBeneH Kypc MpOTUBOTY-
0OepKyJEe3HOl Tepaluu B CBI3U C COXpaHe-
HUEM IO0JIOKHUTEeJIbHOTO JInacKMHTeCTA.
B nexa6pe 2022 rony — BoiceB Aspergillus

Puc. 1. KomnbloTepHas Tomorpadua opraHoB 6pIOLLIHOI NOAOCTU C BHYTPUBEHHbIM
KOHTpacTUpOBaHUEM, aKkCUaAbHaA NAOCKOCTb. LiuppoTuueckasn
TpaHcdhopmauusa neyeHU: HEPOBHOCTb U 6YrPUCTOCTb KOHTYPOB (KpacHble
CTPEAKH) C HEOAHOPOAHOCTbIO NAapeHXUMbl, CIAEHOMeraAusa (3Be3A0UKa)
[npepocTaBAeHO aBTOpamu] / Contrast-enhanced abdominal computed
tomography (axial image). Cirrhotic transformation of the liver with an irregular
nodular contour (red arrows) and heterogeneous hepatic parenchyma,
splenomegaly (star) [provided by the authors]
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Puc. 2. KomnbloTepHas Tomorpadusa opraHoB rpyAHON KAETKU, akCUaAbHas NAOCKOCTb. MHOXXeCTBEHHbIE MeLloTyaTbie
6pOoHX03KTa3bl (KpacHble CTPEAKH), NPEUMYLLECTBEHHO B CPEAHUX U HUXKHUX OTAEAaX NPaBOro Aerkoro [peAocTaBAeHO
astopamu] / Chest computed tomography (axial image). Multiple saccular bronchiectases (red arrows), predominantly involving
the middle and lower regions of the right lung [provided by the authors]

fumigatus ¢ mocaenymliineid TpoTUBO-
rpubKoBoit Tepanueii. OGHOBpEMEHHO
0TMEeYasocCh TSKeJIoe Iporpeccupyoliee
nopaxeHue OPOHXOJETOYHOUM CUCTEMBI.
ITo nTaHHBIM KOMITBIOTEPHOI TOMOTpa-
GuUM JIETKUX OMpeAesSINCh UMIUHIPU-
YeCcKHMe U MEeIIOoTYaThie OPOHXO3KTa3bl
Mpe-UMYIIECTBEHHO B CPETHUX U HUKHUX
OTIIeJIaX TIPaBOTO JIETKOTO, TPU3HAKH XPO-
HUYEeCKOTO OPOHXMOIUTA, YIaCTKU aTe-
JIEKTa30B C OTpUIIATEIbHON IUHAMU KON
(puc. 2). DyHKI1IMS BHEIITHErO IbIXaHUS 10
2024 rona 6b11a coxpanHoii. B 2024 rony
BBISIBJIEHBI PECTPUKTHUBHBIE HAPYIIIEHU S
00beM (hOpCUPOBAHHOTO BhIJOXA 32 Mep-
ByIo cekyHay (O®B,) — 70% ot nonxHoro,
¢opcupoBaHHas KNU3HEHHAST EMKOCTB JIET-
kux (PXKEJ) — 66% ot nonxuoro, ODB,/
DOXKEJT — 88% oT 101X HOTO.

B nauasne 2024 rony pa3BusIoCh OTHO U3
HauboJiee TSKEJIbIX OCIOXKHEHU N Mop-
TaJIbHOW TUTIEPTEH3UU — KPOBOTEUSHME
W3 BApUKO3HO PACIIMPEHHBIX BEH ITHUIIE-
BoOJa, MoTpeboBaBllee rocnuTaau3aluu
B OTJAEJIEHWE peaHUMallMi U UHTEHCUBHOM
Tepanuu. [lanveHTy ObLINU BHIMOIHEHBI
TpaHc)y3uu KOMITOHEHTOB KPOBU U 3HJI0-
CKOITMYECKOe JIUTUPOBAHME BAPUKO3HBIX
BEH NUIIEBOA.

K ¢deBpanio 2024 roma y manmeHTa
ObllTa TOKYMEHTHpOBaHa cTagus chop-
MupoBaBiierocs MB-accolmnpoBaHHOTO
uuppo3sa neyeHu Kiacca B no Haiina-ITeto
C BBIpaKeHHON MOPTaJIbHOUN TUTIEPTEH-
3Meli, BADMKO3HBIM paclIupeHeM BeH
MUIIEBOA, TUTIEPCIUIEHU3MOM, acIIuTHUIe-
CKUM CUHIPOMOM M HapyIllIeHUEeM CUHTe-
TUYECKOM QYHKLIMU NeyeH U (TUI1oaab0oy-
MUHeMus — 29 /1, o0 uii OUANpyOoruH —
53 MKMOJIb/J, MEXAYHapOAHOE HOpMa-
JM30BaHHOE oTHoleHue, MHO, — 2,2),

YTO OrpaHMYMBaJIO BO3MOXHOCTb 00paT-
HOTO Pa3BUTHUS CTPYKTYPHBIX U3MEHEHM I
Ha (hOHE MaTOTeHETUYECKOM Teparuu.

Pemenne 06 mannmanuum CFTR-
MOIYJIUPYIOIIE Tepanmnu KOMOMHAIIN-
eit OTHU 6bLI0 IPUHSITO 1O 3aKJTIOUCHUIO
MYJIBTUIUCIIUTIIIMHAPHOW BpaueOHOM
KOMUCCHHU C YyIaCTUEM CITeIIUaJINCTOB
denepaabHOro IIEHTPA, C UHOAUBUIY-
aJIbHOW OIIEHKOM COOTHOIIEHM ST OXK M-
JlaeMOoW ToJib3bl U pucka. OCHOBaHUEM
CYXKUJIU TSIKeJI0e TeUeHUe reHeTuye-
CKM MoATBepxXaeHHOoro MB v Hanu-
yue B FTeHOTHUIIe MaTOTeHHOTO BapuaHTa
F508del. Tepanusg Ha3Havyajiach MO XXU3-
HEHHBIM TTOKa3aHUSIM, TIPU OTCYTCTBUU
aJbTEePHATUBHOIO MAaTOreHETUYECKOTO
neuenust. [Ipenapar Tpukadra® (Vertex
Pharmaceuticals, CILIA) 6611 Ha3HaYeH
B CKOPPEKTHPOBAHHOM PEXKUME C Uepe-
NOBAaHUEM ITO3bl: IEPBHIU JeHb — IBE
TabJieTKu uBakadrTopa 75 Mr + syiekca-
kadTopa 100 mr + tezakadTopa 50 mr,
BTOPOI1 IeHb — O Ha TabjeTKa nuBakadg-
Topa 75 Mr + anekcakadropa 100 mr +
Te3akadTopa 50 Mr, 63 NpuMEHEHU s
BeuyepHeii 1036l nBakadTopa 150 Mmr.

B nHauane npuema manMeHT OTMETUJ
yAy4YIlIeHWEe CAMOYYBCTBUS: YMEHBIIIE-
HUeE Kallljisg, KOJIMIecTBa MOKPOTHI, OoJieit
B xxuBoTe. [lociae Havyaga Tepaliuu OH
MTPOIOJIKMJI ITOJIy4aTh 6a3MCHOE JICYeHUE
MB. OnHoBpeMeHHO Obljia 3aMJIaHUpPO-
BaHa KOHCYJIbTAIMS CIIELUAJINCTOB LIEH-
Tpa TpaHCIJIAHTAIIUU TSI OTIpeeIeHU ST
BO3MOXHOCTH U CPOKOB TpaHCIIaHTa-
LMY eyeHu. B nanpHeitem, HecMOTps
Ha NMpeAnpUHUMABIIHMECS CliellMalucTaMu
TMOTIBITKU CBSI3U, MAIUEHT GaKTUUYECKU
BBIOBLI U3 PEryJsIpHOTO HAOIIOACHUS CIie-
uaaucToB nmo MB.
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B Tteuenue 2024-2025 rr. KOHTPOJIb
(YHKIIUY JIETKUX, MEYCHOYHBIX MOKa3a-
TeJieil, HyTPUTUBHOTO CTaTyca, KOPPEKIIMS
Teparnuu 1 HabIoaeHNE 32 BO3MOXHBIMU
HeXeJIaTeJIbHBIMU SIBJICHUSIMU Ha (poHe
npuema Tpuxadrer® npoBoxnincs Hepe-
TYJISIPHO, CIIeIIMaIN3UPOBaHHAas OLICHKA
JUHAMUKU 3a00JIeBAaHUSI OTCYTCTBOBA-
Jla HECMOTPS Ha yXYIIIEHUE COCTOSTHUS
MalueHTa.

C auBaps 2026 . oTMEYEHO 3HAY M-
TeJIbHOE MPOTrPeCCUPOBAHUE MEUYEHOYHOM
HenpocTaToyHOCTH. [TaliMeHT exxemecsu-
HO TOCMUTAJU3UPOBAJICS B CTallMOHAP
MO MECTY XXUTEJbCTBA B CBSI3U C Hapac-
TaHUEM acliuTa, yBeJMYEeHUEM o0bemMa
KWBOTA, YXYAIICHUEM OOIIEro COCTOS -
HUS U TPOSIBJICHUSIMU JEKOMIICHCAIIU U
LUPPO3a MeYCHU.

[MocrnemHss ToCTUTAIN3A M B UIOHE
2026 r. 110 MTOBOILY TSXKEJOro o0ocTpe-
HUst MB, 0CJIO)KHEHHOT'O IBYCTOPOHHEM
MMTHEBMOHUe (puc. 3), IbIXaTeabHOI Hel0-
cratoyHocThblo I11 cTrenenu, nekoMmmneHcu-
poBaHHbIM M B-acconumpoBaHHBIM LIUP-
po3om nedeHu (Yaiina-ITero kiaacca C),
remaTopeHaJbHBIM CUHIPOMOM M XPO-
HUYeCcKol 60e3HbIo TToveK. [1pu mocTy-
TJIEHU Y OTMeYaTuch tuxopanka no 39 °C,
KAalleJIb CO CJIU3UCTO-THOMHOM MOKPOTOM,
BBIpaKeHHast c1ab0CTh, OOBIIIKA, COH-
JINBOCTbH, I€30pUEHTALIUS U CHUKEHUE
anrmeTuTAa.

HecMoTpst Ha MHTEHCUBHYIO aHTU-
0aKTepuaJbHYIO U MOJAEPXKUBAIOINLY IO
Tepanuio COCTOSTHUE TPOTPECCUBHO YXYI-
maJjsioch. PazBuiach neyeHoYHas 3HIIE-
dasionatus ¢ HapylIeHUeM CO3HaHMU s,
noTpeOoBaBIlias MepeBoja B OTACICHUE
WHTEHCHUBHOM Tepanuu U NpOBEACHUS
WHBa3uBHON BeHTU MU Jerkux (UBJT).
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Puc. 3. KomnblotepHasa Tomorpadpusa opraHoB rpyAHOM KA€TKU, akcUaAbHas NAOCKOCTb. MelwloTuaTbie 6pPOHX03KTa3bl,
npeMMyLLEeCTBEHHO B HUWKHUX OTAEAAX NPABOro AerKoro; UHGUAbLTPaTUBHbIE U3MEHEHUSA B 6-M CEerMeHTe A€BOro Aerkoro;
npusHaku 6poHxnonuTa B 6a3anbHbIX oTA€AaX 060UX AerKUX [NpepocTaBAeHO aBTopamMu] / Chest computed tomography (axial
image). Saccular bronchiectases, predominantly involving the lower regions of the right lung; infiltrative changes in segment 6 of
the left lung; and signs of bronchiolitis in the basal regions of both lungs g [provided by the authors]

OTMmevanuch NpU3HaAKU MOJMOPTraHHOMN
HEIOCTAaTOUHOCTU: BHIPAXKEHHBII pecrn-
paTOPHBIN U MEeTAaOOIMIYECKUI allMI03
(pH xposu 1o 7,11), runepxanuus (PaCO,
110 77 MM PT. CT.), TUTIOKCEMU ST (CHUKEHUE
SpO, 10 77,9%), noBblLIeHKE aKTaTa
10 9 MMOJIB/J, TSKeasi TUTIOHATPUEM U ST
(HaTpuii 1o 115 MMOJTB/TT), TIpOTpEecCcupy-
oIasi ToYevYHast HeIoOCTaTOYHOCTh (Kpe-
aTMHUH J10 528 MKMOJIb/JT), BbIpaXXeHHas
TPOMOOLMTONEHUS (TPOMOOLIUTHI 10 24 X
10%/;1), anemus (remMorio6uH 10 86 /),
JAEHKOLUTO3 10 52,2 X 109/1, runoans-
oymuHemus no 20 r/n, yBeaundenue AJIT
u ACT. 1o 1aHHBIM yJIbTPa3ByKOBOT'O
WCCJICIOBAHUS BBISIBJICHBI BIpaXXKeHHAas
CIIJIEHOMETaJIus U MAaCCUBHBII acIIUT.
28.06.2026 r. Ha pone MBJI, Hapacraomieit
CepACUYHO-COCYIUCTON HEAOCTATOYHOCTH
1 HEOOXOAMMOCTH Ba30IPEeCCOPHON MO~
NeP>XK KU IMPOU30IIJIa OCTAHOBKA KPOBO-
oOpameHus. 3apuKcMpoBaH JeTalbHbIN
HCXO]L.

Buenpenne CFTR-monynsiTopoB cyiiie-
CTBEHHO U3MEHMJIO ITPOrHo3 rpu M B, onHa-
KO y mauueHToB ¢ M B-accounmpoBaHHbIM
ropakeHreM TiedeHH 3¢ (HEKTUBHOCTD Tepa-
MUY HEOTAEIMMA OT YCJIOBUI ee 6e30IacHO-
ro mpuMeHeHus. KirroueBoit 0c00eHHOCTHIO
CITyvast SIBJISIeTCSI He CTOJIBKO MCXOHO TSTKe-
JIO€ COCTOSTHUE MallMeHTa, CKOJIbKO coye-
TaHWe ABYX OOCTOSITEIbCTB: MHUIIAAIIM ST
MOTEHLIMAJbHO TeMaTOTOKCUYHOM TapreT-
HOI1 Tepanuu Ha cTaauu cchopMupoBaBIIIe-
rocsi LMppo3a C MopTaJTbHOU TMNepTeH3MeH
Y TIOCJIeAYIoIas yTpara peryasipHoOro cre-
LIMaJIM3UPOBAHHOIO HAOJIIOAEHU S Ha ITPO-
TSKEHUM TIOUTH JIBYX JIET.

106

JlaHHbIe MUPOBOI JIUTEPATYPHI O IPUME-
Henuu OTU nipu yxe chpopmupoBaBiemcst
MopakeHU U TeYeH orpaHudeHbl. Protich
U COAaBT. B pETPOCITEKTUBHOI cepuu u3 11
neauaTpUIeCKUX MallMeHTOB C UCXOIHO
TsKeJBIM M B-accolimnpoBaHHBIM TTOpa-
XeHueM nedeHu (y 6 Tepanus Hadara
B PEAYIIMPOBAHHOM pEeXUMe) OTMETH-
JIVI 3HAYMMBI1 TPUPOCT MaKCUMaJIbHOTO
O®DB, Ha 14,27% (p = 0,007) u TeHaeHUMIO
Kk cHmxenuto ACT (-15,18 En/n; p = 0,054)
0e3 cayJyaeB IMEYEHOYHOM TeKOMIIeH Ca-
LIMU, TIPU 3TOM HU Y OJTHOTO TallMeHTa
He MOTpe0OoBaIOCh MPEeKpallleHUS TEPATTUH.
B xoppek1inu 10361 Hy:K 1aJ11Ch 4 TTaliueH-
Ta B CBSI3M C MOBBIIIEHUEM TpaHCAMUHA3
WU/UIK OUIUpyOrnHA. ABTOPBI TTOTYEPKH-
BAalOT, YTO 6€30MaCHOCTh TAKOTO Ha3HaYe-
HUS 00eCITeunBacTCS UMEHHO TIIATESIBHBIM
MOHUTOPUHTOM [8].

BwmecTte ¢ TeM pUCK TenaTOTOKCUIHO-
CTU COXpaHSeTCd Ha BCEM MPOTSIKEHU U
JIeYeHU s, a HUPPO3 MeYEHU B POCCUMCKUX
KJIMHUYECKUX PEKOMEHAALMSIX OTHECEH K
rpyInam pucka pa3BUTHU S HeXeJlaTeTbHbIX
peakiuii Ha (poHe TapreTHoM Tepanuu [1].
B MHCTpYK1IMU 1TO MPUMEHEHUIO TIpe-
rnapara CoaepKHUTCS IIpeayInpexacHue
0 pUCKE JIeKapCTBEHHOTO MOpaXXeHU
TeYEHU U TIeYCHOUHOI HETOCTATOYHOCTH,
B TOM YHCJIE C UICXOIaMU B TpaHCIIJIaHTa-
LIVIO UJIA CMEPTEJIbHBIN UCXOJI, ITPU 3TOM
TTOBPEXIEHUE TIeUeHU PeTUCTPUPOBATIOCH
B MHTEPBaJie OT MepBOTro Mecsiiia Teparnuu
no 15 mecsiueB ot ee Havyajada. Peko-
MEHAOBaHHBIN pexkuM KOHTpost AJIT,
ACT, I® u 6unupyOouHa nmpeaycMaTpu-
BaeT OLIEHKY JI0 HavaJja Tepanuu, gajece
€XeMECSIYHO B TeYeHUE MEPBBIX 6 MECSILIEB
M KaXable 3 Mecsiia Ha MPOTSKeHU U BCEro

nepuojaa HabIONeHUsI, a Y MallMeHTOB
C MOBBILIEHMEM TpaHCAMUHA3 B aHAM-
He3e TpedyeTcst 6osee YacThlii MOHUTO-
puHT pyskuuu edenu [9]. [lokazanuem
K BpeMEHHOMY TIpeKpalleHnIo Tepanuu
cnyxut noBeimenue AJIT niau ACT
> 5 BepxHux rpanuil HopMmel (BI'H) nu6o
>3 BI'H B coueTaHuU ¢ ypOBHEM OOILIETO
ounupyouHa > 2 BI'H, a Bo3oGHOBIEHME
MpyemMa 1ocje KyupoBaHU sl HeXeaTeb-
HOU peakLiMy pEKOMEHYeTCs C TOJIOBUH-
Hoi1 1036l [1]. Alenezi u coaBT. onucanu
pa3BUTHE JIEKAPCTBEHHOTO MOPaXKEHUsI
neyeHu nocie 30 MecsiieB cTaOUIbHOMI
Tepanuu ¢ nmoBeimeHuem AJIT > 1500
En/xn[6], a B perucTpOBOM UCCIEIOBAHUL
Konnpatwsesoii u coanT. (900 mamueHTOB,
36 MecsilieB HabOJIIOICHUSI) MEeIMaHHbIe
3HAYeHU ST TICUEHOYHBIX TIPOO OCTaBAINCH
B IIpeliesiax HOPMBI ¥ JIUIIb Y OHOTO MaIly-
€HTa 0TMEeYaJoCh MOBBIIIIEHUE TPAHCAMU-
Ha3 > 5 BI'H [10].

Ha3zHnayeHue TpoitHOI Tepanuu rnpu
HapylleHUur GYHKLIUY MeYeHU perjaMeH-
TUPOBAHO OTAEIBHO: MPerapaT He T0JIKeH
npuMeHsaTbes npu kKiaacce C no Yaina-
I1bl0 1 He peKOMeHA0BaH Ipu Kjacce B,
a Mpu NPUHSITUU PEUIeHUs O MpuMe-
HEHWU TIPeAyCMOTPeHa YMEHbIIEHHAsT
032 C YepeIOBaHUEM CXeMBI IprueMa —
B IIEPBBIN IeHDb ABE TA0IETKN nBakadTop +
Te3akadrop + anekcakadTop yTpom,
BO BTOPOU NeHb OJTHA TabJIeTKa yTPOM,
IPY 9TOM BeYepHU I TTpreM uBakadTopa
He mpoBoauTcd [9]. OcHOBaHUEM cllyXaT
pe3yJibTaThl UccienoBaHus Viswanathan
U COAaBT., MOKa3aBUIEro HEOOXOIUMOCTh
PEenyKILIWY 03Bl Y JIULL C YMEPEHHBIM Hapy-
meHueM pyHkuuu neyeHu [11]. Corna-
CUTENbHbIE PEKOMEHIALIM U 110 BEASHUIO
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rernaroOuaMapHoi narojoruu npu MB
TaKKe HOCSIT OTPAaHUYUTETbHBIN XapaK-
Tep. DKCcIepTHAs rpynma He cMorJa
BBICKA3aThCsI 32 VJTU TIPOTUB IIPUMEHEHU ST
CFTR-MonynssiTOpoB Mpu najneKo 3auiesi-
IIeM IMOpakeHU U TIeYeHU C TOPTaJIbHOMK
TUTIepTeH3Mel 6e3 IeKOMITEHCAIIY BBUILY
HEAO0CTATOYHOCTU JaHHBIX U PEKOMEH-
JI0OBaJia BO3/1epXKaThCsl OT UX Ha3HAYEHU ST
MpU Ne€KOMIIEHCUPOBAHHOM TEUEHUU,
OIpeessieMOM 0 KPUTEPUSIM CTOUKOTO
MHO > 1,5, noBblleHUs MPSIMOTo OUJI-
pyOuHa, rTMmoaJbOyMUHEMU U, pedpak-
TEpHOTO aclTa WiIu sH1edanonatuu [5].
VY npencTaBIeHHOTO MallMeHTa Teparus
OblJIa MTHUIIMUPOBAHA UMEHHO B TOU
TMOTPAHUYHOM 30HE: TTOpakeHe TIeUeHN
kiaacca B mo Yaiinn-Ilwslo, Haniuuue
SKM3HEHHBIX TTOKa3aHW i, HA OCHOBAHUK
3aKJIIOYSHMST IKCTIEPTHOM MYJIBTUIMCITY-
MJIMHAPHOK KOMUCCUY MTPU OTCYTCTBUU
aJbTEpPHATUBHON MaTOreHEeTUYEeCKOM
Tepanuu.

OTIeJIbHOIO OOCYKAECHU S 3aCITyXKU-
BaeT MPUBEPKEHHOCTh TUHAMUYECKOMY
HaOTI0AeHNIO KaK CAMOCTOSTEbHBI I
dakTop pucka. Sears U COaBT. IpU aHa-
Jnm3e peructpa nmaumeHToB ¢ MB (CLLA,
2004-2016 rr.) ycTaHOBUJIM, YTO HE MEHEE
OIHOTO 3TM30/1a TiepepbiBa B HaOJIO/IE -
HUY TIPOJIOJIKUTETBHOCTBIO 12 MecsIiieB
u 6osee umesu 35% GONBHBIX, TPUYEM
TaKue 3MU30bI OBLIN ACCOLIMUPOBAHBI
co cHuxennem O®B; Ha nocenymoieM
susure (-0,81%; 95% AU -1,00, -0,61),
a'y MOJIOZIBIX B3POCJIbIX, TOMO3UTOTHBIX
no F508del, pasnuyue nocturaio -2,1%
[7, 13]. CormacHo KIMHUYECKUM PEKOMEH-
JalusIM, YaCTOTa BUSUTOB OTIpeNessieT-
CSI TSIKECTBIO COCTOSTHUST M COCTaBIISIET
1 pa3 B 1-3 Mecsi11a, a MallMeHTHI C TSKe-
JBIMU hopMamMu 3a00JIeBAHU ST TOJIKHBI
HaOJII00aThCS eXXEMECSIHO; TIPU IIUPPO3e
MeYeHU OMOJTHUTEIBHO MPeayCMOTpe-
HBI KOHTPOJIb KOaryJxorpaMMmsr 1 pa3 B 3-6
MECSILIEB U 330(haroracTpoayoieHOCKOMU S
JUUTS1 OLIEHK Y COCTOSTHMSI BADUKO3HO pac-
IIUPEHHBIX BeH nuiienoaa 1 pas B 6-12
mecsues [1].

JlonmoJIHUTEeAbHBIM (haKTOPOM pUCKa
B amoxy CFTR-monynsaTopoB cTaHO-
BUTCSI CyOBEKTUBHOE Oaromojaydyue
ManueHTa: 1Mo JaHHBIM OTIPOCa YJICHOB
Hewme1koii acconnanmy MyKOBUCIIMI03a
(406 pecrioHIEHTOB, U3 HUX 276 TIoJIyYa-
JIV TPOMHYIO Tepanuio), 93% ormeuanu
YMEHBIIIEHWEe WJIN NCYe3HOBEHUE KalllJIst
u 91% MokpoTsl, mipu 3ToM 80,4% c006-
LIMJIK O COKPALEHU U 00'beMa COMYTCTBY-
OlIel MHTaJISIIIMOHHON Tepanuu [14].
AHaJIoTUYHasl TEHACHLMS TOATBEepK Ie-
Ha B MPOCNEKTUBHOM HabroaeHuu Sagel
M coaBr. [15]

B Hamem x TMHUYECKOM cydae yTpa-
Ta peryasipHOrO HaOJMIOAeHU I COBITaIa
C IByMsI IOTIOJTHUTEJIbHBIMU (haKTOpaMU:
TepexoaoM MalueHTa 3 rmenuaTpuye-
CKOM ¢cJ1y>KObI BO B3pOCYIO CETh U CyOb-
€KTUBHBIM yJIYUYIIEHUEM CAMOUYYBCTBU S
Ha hoHe HayaTol TapreTHOM Tepanuu,
TOTJa KaK NporpeccCupoBaHue mopaxe-
HUSI [TeYEHU MPOTEKaJI0 MAJOCUMIITOMHO
U HE KOPPEJIMPOBAJIO C pECIUPATOPHBIM
cratycoMm. Ilepuon 2024-2025 rr., npu-
LIeANTUIICS OMHOBPEMEHHO Ha MHTEPBa
MaKCUMaJbHOTO PUCKA JeKapCTBEHHO-
TO TIOpakeHU sl eYeHU U Ha ITAll, Tpe-
0OBaBIINI aKTUBHOTO TTPOABUXKEHU ST
10 TPAHCIIJIAHTAIITUOHHOMY MapIipy-
Ty, OcTaJjics 0e3 BpaueOHOro KOHTPOJI .
B pesysibraTe ObLIM yTpaueHbl 00€ BO3-
MOXHOCTH, KOTOpbIe 00eCIeunBalOT IUHA-
Muyeckoe HabJoIeHre, a UMEHHO CBOEB-
peMeHHast KOPPEeK LU 103bl TN BPEMEH-
Hasi OTMEeHa npenapaTa U 00 beKTUBHAasI
OlLIEHKa CKOPOCTU MPOrpecCUpOBaHUS
LUPPO3a AJIs OnpeaesieHUs ToKa3aHU it
K TpaHCIUIaHTalMU. DTO 0COOEHHO 3HAY -
MO C YYETOM JAHHBIX O TOM, YTO TTPOIOJI-
xkeHue CFTR-Monynupyromieit repanuu
B IIEpUOTIEPALITMOHHOM TePUOJe TPAHC-
TMJIAHTAIlUU TIeYeHU aCCOIMUPOBAHO
¢ 0JIarONpUSITHBIMU PECTTUPATOPHBIMU
U HYTPUTUBHBIMU UCXOJAMU Y TALIUEHTOB
¢ MB [12].

I[Toka3zaTeapbHO, YTO KJIUMHUYECKUE
PEKOMEH AL MU BKJIOYAIOT B KPUTEPUU
MOHUTOPUHTA 6€30MaCHOCTU TapreTHOM
Tepanuu OLeHKY MICUX0IMOIIMOHAIbHOMI
cdepsl ¢ onpeneaeHueM ypOBH S TPEBOTU
U IEeNpeccuy U KOHCYIbTallueil Meau-
IIMHCKOTO TICUXOJIOTA JI0 U TI0CJIe Havaia
jeyeHus [1], yTo oTpakaeT Npu3HaHuUe
TICUXOJIOTUUECKOI COCTABIISIONICH MTpu-
BEPKEHHOCTU KaK HEOTHEMJIEMOTO KOM-
MOHEHTA BeIeHUsI TAKUX MallueHTOB.

[MpencraBieHHbII cyYail AEMOHCTPU-
pyeT HebJIaronpusTHBIN UCXO Y allMeH-
Ta ¢ MB-accoummupoBaHHBIM LUPPO30M
neueHu, noiayyansuero DTHU u BeinaBiero
13 BpaueOHoro HabaoaeHus. OTcyTcTBUE
IUHAMMUYECKOTO KOHTPOJISI HE TTO3BOJIM-
JIO CBOEBPEMEHHO OILICHUTh PYHKIIUIO
Me4YeHU, CKOPPEKTUPOBATh TEPaAIINIO
W OIIPENCIUTD IMTOKa3aHU S K TPaHCILJIaH-
TallMM, YTO COMMPOBOXKIAJIOCh Pa3BUTHUEM
NeKOMITeHCAIMU M PPO3a, TOJTNOPTaH-
HO# HEIOCTATOYHOCTHU M JIETaJIbHBIM
HCXOIIOM.

Takum ob6pa3oMm, y allUeHTOB C TsIXKe-
JIBIM MOpaXkKeHUeM MevyeHU BhICOKOA (P dek-
TUBHAas TapreTHas Teparus He CHUXaeT,
a TIOBBIIIIACT TPEOOBAHU S K PETYISIPHOCTH
HaoOmoneHus. CyobeKTUBHOE Yay4llleHre
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Ha (oHe TeUeH U IBISIETCS OXKUTAEMBIM
a(pdexToM, HO He KpUTEpUeM 6Iaroro-
JIy9USsI U He OCHOBAaHUEM [IJIST COKpalle-
HUs 06beMa KoHTpouts. [IpuBepkeHHOCTh
NTUHAMUYECKOMY HAOIIONEHUIO ClIeyeT
paccMaTpuBaTh Kak CaMOCTOSITeIbHBI I
KOMIIOHEHT 0€30MacHOCTU Tepamnuu,
TpeOyLIni LieJeHanpaBleHHo# pabo-
ThI C MALIUEHTOM U €ro CeMbeil, BKII0-
yasi ICUXOJIOTUYECKOE COMPOBOXKIEHNUE
U pa3bsICHEHUE BaXXHOCTU HEMPEPHIBHOTO
MOHUTOPUHTA.

UHPopmupoBaHHOE coranacue: NcbMeHHOe
MHGOPMKUPOBAHHOE COrAacue Ha nybAMKaLuio
KAMHUUYECKMX AAHHbIX U U306paxeHuit HbIn0
NOAYYEHO OT 3aKOHHOIO NPEeACTaBUTEAA Na-
LUMEHTa; aBTOPbI MOATBEPXKAAIOT, UTO AQHHbIE
npeACTaBAEHbI B AEMNEePCOHAAM3UPOBAHHOM
BUAE, UCKAIOYAIOLLEM UAEHTUOMKALMIO Na-
uMeHTa.

Informed consent: Written informed consent
for publication of the clinical data was obtained
from the patient's legal representative;
identifying details have been omitted or altered
where possible.
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