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Pesiome

B cratbe aBTOpbl NpenctaBunu 0630p pe3ynsbTaToB MeXAYHAPOAHbIX KIMHUYECKMX UCCNEeNOBaHWUIA W nocneaHue nybnukauuu,
a TakKe COBCTBEHHbIV OMbIT MO UCNOAb30BAHUID PEPMEHTHOIO MYKONUTUKA — AOPHa3bl anbda B Tepanuu MyKOBMUCLMAO33 U NpU
LLPYrUX XpPOHUYECKMX BPOHXMTAX, NPOTEKAIOLLMX C MYKOCTa30M. MNoka3aHo, YTo y lopHa3bl anbda ecTb elle ABa AOMONHUTENbHbIX
HeMyKonnTUYecknx 3ddekTa, 0COBEHHO BaXKHbIM M3 HUX — 3TO MPOTMBOBOCMANMTENbHbLIA. VMIMEHHO NPOTMBOBOCMANUTENbHbIN
3 deKT UrpaeT BaxHY posb Y 6OMbHbIX MyKOBMCLMA030M, KOFAa UMEET MeCTO B natoreHese 3aboneBaHns XpoHuyeckoe bakTte-
puvanbHoe BOCMNaNneHue U AecTpyKLUmMs NerodHon TkaHu. [lopHasa anbda NpoTMBOAENCTBYET HEMTPODUAbHOW 3nacTase, CHUXKas ee
KOHLEHTPALMI0 B MOKpOTE. ABTOPbI aKLLEHTUPYHOT BHMMaHWeE Ha ToM, 4To npu uHdekumn COVID-19 npomcxonsT Takue xe Bocna-
NUTENbHbIE peakLMKU U YTO UMEHHO A0PHa3a anbda LelCTBYET C MPOTUBOBOCNANMUTENBHOW LLENbo Y 0BbIYHbIX MALMEHTOB, Kak 1 Npwu
MyKOBUCLMA03e. ABTOpbI AensTcs COBCTBEHHLIM OMbITOM WM MPWUBOAAT TPU KIUHUYECKUX NpUMEpPa, KOTOpble AEMOHCTPUPYOT
He TOMbKO XOPOLLYK NepeHOCUMOCTb M 6@30MacHOCTb, HO U KIMHUYECKY SDOEKTUBHOCTL AOPHA3bl anbdbl (Turepasa): y pebeHka
Majllero Bo3pacTa npu NoCTaHOBKE AMArHo3a, y NOLPOCTKA C YAAYHbIM NEePexofoM nocie AAUTeNbHOro NpuMeHeHns Ha buono-
rMYecKMin aHanor npenapaTta M y NOAPOCTKA C MYKOBWMCLMAO030M, KOTOPbIM 61aronosy4yHo nepeHec KOBUMAHYK MHMbEKUMIO npu
Tepanuu AaHHbIM NpenapaToM. ABTOpbI NMOAYEPKMBALOT, YTO B HACTOsLLee BpeMS [LOpHa3a anbda SBNSeTCS OCHOBHbIM U3 KOMMO-
HEeHTOB 6a3nCHOM Tepanuu B0MbHBIX MyKOBMUCLMAO30M, @ €€ NPeaCTaBUTENb TUrepa3a MOXeT akTUBHO NMPUMEHSTLCS Y AeTel pas-
JIMYHOrO BO3pacTa.
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Abstract

In the article, the authors provided the overview of the results of international clinical studies and recent papers, as well as
their own experience with the use of an enzyme mucolytic — dornase alpha in the treatment of cystic fibrosis and other chronic
bronchitis affected by mucostasis. The dornase alfa has been shown to have two more non-mucolytic effects, the most important
of them is anti-inflammatory one. It is the anti-inflammatory effect that plays an important role in patients with cystic fibrosis,
when chronic bacterial inflammation and destruction of lung tissue take place in the pathogenesis of the disease. Dornase alpha
counteracts neutrophil elastase, reducing its concentration in sputum. The authors emphasize on the fact that the same inflam-
matory reactions occur in covid infection and that it is dornase alfa that acts with an anti-inflammatory effect in ordinary
patients, as well as in cystic fibrosis. The authors share their own experience and bring three clinical examples that demonstrate
not only good tolerability and safety, but also the clinical efficacy of dornase alfa (Tigerase): in a young child when a diagnosis
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was established, in a teenager with a successful transition to a biosimilar after a long-term administration, and in a teenager
with mucoviscidosis, who successfully managed a covid infection during therapy with this drug. The authors emphasize that
dornaza alfa is now the main component of the background therapy of patients with mucoviscidosis, and its representative

Tigerase may be successfully used in variously-aged children.
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BBEAEHUE

MykoBucumao3 (MB) cerofHs cuMTaeTcs OLHUM M3 CaMblX
YyacTbix cpean opdaHHbIX 3aboneBaHWii C ayTOCOMHO-
peLeccMBHbIM TUMOM HACNen0BaHMS, MOPAXaoOLWMM Npumep-
HO OfZHOro M3 Kaxabix 2300 >WMBbIX HOBOPOXAEHHbIX.
B Poccum B cpeaHeM pacnpoCTpaHeHHOCTb 3aboneBaHus
coctaensiet 1 : 10 000 u pexe [1]. CoBpeMeHHble npeacTas-
neHuns o natoreHese MB 3aknoy4aloTCa B Cnegylowem: npo-
[yKT reHa MyKOBMCLMA03HOro TpaHCMeMBpaHHOro perynsTo-
pa nposoammoctn — MBTP (CFTR - aHrn., Cystic Fibrosis
Transmembrane Conductance Regulator) - 6enok CFTR -
npeacTasnseT cobov No cBoew CTPyKType COBCTBEHHO MOH-
HbI (HATPUIA-XNOPHBIA) KaHan, NEPEHOCSLLMM MOHbI X10pa
yepes KIeTouYHyto MembpaHy. B pesynbrate mMyTaumm npouc-
XOOAT HapyleHus 6GanaHca Mexay cekpeumen XMAKOCTU
n abcopbumeint MOHOB HaTpUs M XN0Pa, COKpaLLeHMe obbema
MOBEPXHOCTHOWM XXMAKOCTH, 4TO NPUBOAUT K YBEMYEHMIO BA3-
KOCTM XKMAKOrO CeKpeTa 3K30KPWHHbIX xenes [2]. [eHeTuue-
CKUIA oedeKkT NpUBOAMUT K HapyleHWto paboTbl BCeEX enes
3K30KPUHHOW CEKPELMU U U3MEHEHMIO BDYHKLMM NpakTuye-
CKM BCEX OPraHoB M CMCTeM opraHuaMa bonbHoro MB, co Bpe-
MeHeM MoMOpraHHas HeLoCTaTOYHOCTb HAapacTaeT U NpUBO-
[OWT K PaHHEN MHBANMAM3ALMM M BbICOKOW CMEPTHOCTH [3].

Tlioom ¢ MB HacnenyoT aHOManuio B TpaHCMeMOpaHHOM
perynsaTopHoM 6efke MyKOBMCLMA03a, MPUBOASLLYIO K Hapy-
LeHMI0 NepeMeLLeHns X10pa U HaTpus, B TOM YuC/ie Yyepes
3NUTENUI AbIXaTeNbHbIX MNyTER. YMEHblUEeHHas Ccekpeums
X710pa BHYTPb U Ype3MepHOe MOINOLWEHNE HATPUS U3 XKMA-
KOCTW MPWBOAST K YMEHBLUEHWUIO CNOS XMAKOCTM Ha NOBEPX-
HOCTM ApIXaTenbHbix nyTen. CnepoBaTenbHO, MPOMCXOAUT
CHMXEHWME MYKOLMIMAPHOIO U KaleBoro KNMpeHca cekpe-
TOB [AbIXaTe/bHbIX MNyTEN, Pa3BMBAETCS T. H. COCTOSIHUE MYKO-
CTasa. 3afiepXXaHHble BblIAENEHWUS U3 AblXaTeNbHbIX MNyTei
CNOCOBCTBYHOT Pa3BUTUIO XPOHUYECKOM 3HLOOPOHXMANbHOWM
MHMEKUMM U BbI3bIBAKOT OOUNIbHYIO HEUTPODUIbHYK BOCMNA-
NIUTENbHYI0  peakuuio. bonbwow npuToK HENTpoduIos
B AblXaTeflbHble NyTWM BbICBOOOXAAET MpOTEOAUTUYECKME
dhepMeHTbl U okucmTenu. fmbenb HeWTpodWMIOB NPUBOAUT
K BbICBOOOXAEHMIO DOMBLLIOTO KONMYECTBa AE€30KCUPUOOHY-
knenHosow kucnotbl (OHK), B pe3ynstate yero MokpoTa
CTQHOBWTCS OYEHb NYCTOM M BA3KOW. [yCTble BbliAeNneHns npwm-
BOLST K 3aKyMOPKe AbIXaTeNbHbIX NyTel CM3b0 U fanbHEN-
WeMy pa3BuUTMIO MHBEKLMM U BOCNaneHus [4].

MmetoTcs [oKasaTenbCTBa TOrO, YTO HAYaNo 3HaYMTENb-
HOro MOBPEeXAeHWUs [AblXaTeNbHbIX MNyTeid NpPOUCXOAWNT
Ha paHHUX CTaAMAX C 0BHapYXKeHneM naToreHHbIX 6akTepui,
BOCMANEHUS [bIXaTebHbIX MyTeA U WU3MEHEHWU HA TOMO-
rpamMMme y MNafeHUeB, AMArHOCTMPOBAHHbLIX C MOMOLLbIO
CKPWHUHIA HOBOPOXAEHHbIX [5].

Henpekpalatowasnca 3HA0OpOHXMaNbHas WHdeKLus
U HeuTpodpuabHOE BOCMANEHWEe MOCTEMEHHO MNpPUBOAST
K 06pa3oBaHMi0 HeoBpaTMMbIX BPOHXO3KTA30B U B KOHEY-
HOM UTOre pas3BMBAETCA ObIXATENbHAA HEAOCTATOYHOCTb [6].
JNlornyHo, 4to ans 60pbbbI C MyKOCTa30M, MOMUMO KUHE3UTe-
panuu (CneuManbHOro ApeHaxa OpoHXManbHOro Aepesa),
NMPUMEHADTCS  pa3nuyHble MYKONWTUMYECKMEe CpeacTBa.
OcHOBHbIM npenapaToM 63a30BOM MyKOIUTUYECKOW Tepanuu
npu MB aBngetca fopHasa anbda [7].

[opHa3a anbda - 3TO BbICOKOOYMLLEHHbLIA PaCcTBOP
pPeKOMOMHAHTHOM [e30KCMPUOOHYKeasbl YenoBeka, KOTo-
PbIi CHUXAeT BA3KOCTb CIM3M B IErKMX, CNOCOBCTBYS yiy4-
WeH0 BbiBEAEHMS CekpeTa. PekoMeHayeMas CTaHLapTHas
[03a 4ng NpuMeHeHus Yy Oo/blMHCTBA nauMeHToB ¢ MB
cocraenseT 2,5 Mr/2,5 Mn (B 04HOM NNacTMKOBOM OAHOPa30-
BOM amnyne). PactBop HeobxogMMO BBOAMTH C MOMOLLbBH
KoMnpeccopHoro Hebynarsepa 1 pa3 B geHb. [JopHasa anbda
BCerna MCnonb3yeTcs B COMETaHWU C APYrMMU CTaHAAPTHLIMM
mMeToaamu neveHuns MB [8]. BoamMoxHO npumeHeHue [03bl,
npesbllWatoLLler CTaHAapT 40 2 aMnyn B AeHb: MPU HaAMymm
XPOHWYECKOTO MOAMMO3HONO PUHOCUHYCHUTA U MPU TIKENOM
npouecce B Ierknx y NOAPOCTKOB U B3POC/bIX.

B MHOrouYMcneHHbiX KOHTPOAMPYEMbIX MCCAELOBAHUAX
nooYepKUBAETCS, YTO MPUMEHEHME [OPHa3bl anbda yayywa-
eT QyHKUMo nerkmux y 6onbHbIX MB, B TOM uncne npu onu-
TeNbHOM npuMereHnn y geten [9, 10].

BaxxHO OTMeTUTb, YTO ANg LAHHOrO npenaparta Hapsgy
C HEOCNOPUMBIMU MYKOJIUTUHECKMMM CBOMCTBAMM XapakTep-
Hbl eLle ABa O4eHb BAXKHbIX A1 MPaKTUKK: MPOTMBOBOCMANN-
TenbHoe W aHTMbakTepuanbHoe. [JaHHble cBOMCTBA obecne-
UMBAKTCA 3@ CYET CHWXKEHUS KOHLEHTpauuu 3nacrtasbl
n IL-8 B MOKpOTe, YMEHbLUEHMS NPOLEHTHOIO COLEPXKaHMUS
HeNTPOdUIOB, CHMXKEHUS KOHLEHTpaUMM HeWTpobunbHOM
anacrasbl u 1L-8 B XMAKOCTM BPOHX0aNbBEONSIPHOMO NaBa-
xa (KBAJT), BANSHUS Ha BUOMNEHKN MYKOWUAHOW CMHErHOM-
HOM NaNoyKM, CHMKEHUS COAEPXKAHUS MAaTPUKCHBIX METaNN0-
npotenHas B XXBAJ1, T. e. yMeHblUeHWs BKkNaAa LeCTPYKTUBHO-
ro KOMMOHEHTA NIerOYHON TKaHW npu Bocnanenmn [11-13].
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B nutepatype npencrtaBneH onbIT MCMOMb30BaHMS AOP-
Ha3bl anbda Npu NEYEHUM THKENOro OCTPOro peCcnUpaTopHO-
ro AMCTpecc-CMHAPOMA, Bbi3BaHHOrO SARS-CoV-2 [14].

Kpome TOro, umetoTcs COOBLWEHUS O TMONOXMUTENBHOM
3 deKkTe Npu NpMMeHeHUU opHa3bl anbda B Tepanmm 60/b-
HbIX TSXKENbIM XPOHUYECKUM BPOHXMUTOM, B T. Y. C CUHAPOMOM
3uBepta - KapTareHepa, XpoHu4eckoi 0B6CTPYKTMBHOW
60n€e3HbI0 Nerkmnx, N06apHbIM aTENEKTa30M U BPOHXO03KTATU-
yeckor bonesHbto [15-20].

BbinonHeHa paboTta, HanpaBfieHHas Ha onpefeneHue
CBS3X NPUMEHEHUS LOPHA3bl anbda npu MB co CHMXeHU-
€M CMepTHOCTM M 3a60s1eBaeMoCTU MO CPaBHEHMUIO C Nna-
uebo v ApyruMu nekapcTBaMu, yayylwatLwmuMmM O4nUCTKY
[ObIXaTeNbHbIX MNyTeR, M BbiIBAEHME NHOObIX MOBOYHbIX
30 deKToB, CBA3aHHbLIX C ee npuMeHeHueM. [TpoaHanusun-
pOBaHbl BCE PaHAOMWM3MPOBAHHbIE KOHTPONMUPYEMbIE
MCCneLoBaHMs, CpaBHUBAtOLWME AOPHA3y anbda C nnauebo,
CTaHOApTHOM Tepanuen wAM LApPYyrMMW  nNpenapartamu,
YAYULWAOWMMKM OYUCTKY LbIXaTeNbHbIX NyTen. [MouckoBble
3anpochkl BbISBUAK 54 nccnenoBanms, ns Kotopbix 19 (Bkato-
4yas B obuwen cnoxHoctn 2 565 y4acTHMKOB) COOTBETCTBO-
Ba/IN KPUTEPUAM BK/OYEHUSA. B 3 LONOAHUTENBHbBIX CTATbAX
paccMaTpuBanMCb pacxobl Ha 34paBOOXPaHEHNE B Pe3y/ib-
TaTe O4HOr0 M3 KAMHUYECKUX ncnbitanmii. B 15 nccneposa-
HMEX CpaBHMBaNWM AOpHa3y anbda c nnauebo mamn bHes
neyeHus gopHason anbda (2 447 y4acTHUKOB), B 2 CPaBHU-
Ba/IM eXeAHEBHY MHIanaUmMio AopHa3bl anbda C rmnepro-
HWYECKMM paCcTBOPOM MOBapeHHOM conu (32 yyacTHUKA).
B ogHOM wccnepoBaHMM CpaBHUMBANM MPUMEHEHWE exe-
OHEBHOM A0pHa3bl anbda C rMNepTOHUYECKUM pacTBOPOM
NMOBAPEHHOM COMM U aNbTEPHATMBHOM AHEBHOWM A030M AOp-
Ha3bl anbda (48 y4acTHWKOB).

B opyroMm uccnepoBaHuMM CpaBHMBaNAM [LOPHA3y anbda
C MaHHWTONOM M KOMBMHaUme obomx npenapaTos (38 yyacT-
HWKOB). [MpOLOMKUTENBHOCTL WMCCNEAOBaHMS BapbMpoBana
oT 6 aHen no 3 net. Mo cpaBHeHwuto ¢ Nnauebo obvem dhopcu-
POBAHHOIO BbILOXA 33 1 C yNyyWwmMNCcs B rpynnax BMeLaTesb-
CTBa CO 3HAYMTENbHbIMM pa3nuumMsMu 4yepes 1, 3, 6 Mec.
M 2 ropa. Takke HabnOANOCh 3HAYUTENbHOE YyYlleHWe
MHIEKCa NEero4yHoro kauvpeHca yepes 1 mec. B 6onee anu-
TeNbHbIX MCMbITAHUAX HAbMLANOCh YMEHblUeHWEe uYucna
NeroyHbix 060CTpeHUt No cpaBHeHMto ¢ nnauebo. Kavectso
[lOKa3aTeNnbCTB, MOMYYEHHbIX B MIaLebOKOHTPONMPYEMbIX
MCCNefoBaHUAX, BAPbMPOBANO OT YMEPEHHOIO [0 BbICOKOTO
B OTHOWEHWUN OANHAMUKHN beHKLLl/IVI Nerknx n 4ynmcna neroYyHbix
obocTpermin. OgHO nccnenoBaHue, B KOTOPOM M3y4anach CTo-
MMOCTb MEAMLMHCKOM NOMOLLM, BKNOYAS CTOMMOCTb AOPHA3bI
anb®a, NoKasano, YTo 3KOHOMMWS OT NPUMEHEHWS AOPHA3bI
anbda komneHcupyet ot 18 no 38% 3aTpar Ha nekapcTsa.

PEBYJ'IbTaTbI KNNMHUYECKNX MCI'IbITaHMVI, CpaBHMBAOLWMX
[lopHa3y anbda C rMnepToHUYECKUM PACTBOPOM WU MAaHHU-
TONOM, 66K pasHopoaHbiMU. OfHO MCMbITaHWe (43 pebeHka)
nokasano bonbluee yny4yleHue GYHKLUKU NErkKux npu npume-
HEeHWM [0pHa3bl anbda NO CPABHEHUIO C TMNEPTOHUYECKUM
pacTBopoM. M ellie B O4HOM UCMbITaHUK (23 yyacTHMKA) CO06-
WM 06 OTCYTCTBMM pasnnumii B OYHKUMM NETKUX Mexay
[OpHa3on anbda n AOopHA30M anbda B COYETAHMM C MAHHK-
TONOM. B McnbITaHUM € 23 y4aCTHMKAMM NOKA3aTeNM KavyecTBa
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U3HU BblAK nydylle Npu MCNONb30BAHUKM TOABKO [LOPHA3bl
anb®a MO CpaBHeEHMIO C ee MPUMEHeHWEM B COYeTaHUM
C MAHHUTONIOM; B APYrMX CPaBHEHMUAX NIeKapCTB He 0bHapy-
XXUNIU Pa3NUUKIA B OTHOLLEHMM KayecTBa XM3HU. HU B oaHOM
M3 UCMbITAHWUI U CPAaBHEHWI Pa3HbIX BULOB eYeHUs He 6bino
pa3NnuMii Mexay rpynnaMu B YUC/IE NEroYHbIX 060CTpEHMIA.
[lopHaza anbda He BbI3blBaNa 3HAYMTENBHO DOABLLIETO KOAN-
yecTBa N060YHbIX 3DDEKTOB, 33 PELKUM UCKNOYEHUEM N3Me-
HeHWs ronoca u noseneHns coinu [21].

B P® pa3pabotaH 61oaHanorMyHbiii npenapat 4opHasbl
anbda nonL TOProBbiIM HawWMeHoBaHueM Turepasa®
(«feHepuym», Poccus. PeructpaunoHHoe yoocToBepeHue
NIN-005537), npowenlwnii nccnegoBaHns B COOTBETCTBUM
C MeXOyHapoAHbIMU TpebOoBaHMSAMM U 3aperncTpupoBaH-
HbI/ KaK CpeacTBo Afg CMMNTOMaTUMYeCKOM Tepanuun B KOM-
6MHauUMM CO CTaHpapTHOM Tepanuein MB y naumeHToB
CO 3Ha4yeHneM (POPCMPOBAHHOM XXM3HEHHOW €MKOCTU Ner-
knx He meHee 40% oT HopMbI [22]. bbinKn ycnewHo nposeae-
Hbl HeobxoAMMble UCCNef0BaHUS KIMHUYECKON 3hdeKTUB-
HOCTW 1 Be3onacHOCTV NpenapaTa Turepasa®, rae npenapar
NpoAeMOHCTpUpoBan npoduab 6e30MacHOCTU, CXOXMIA
C npodpunem 6HesonacHocTM npenapata [lynbMo3uM®
Y B3pOC/bIX NAUMEHTOB [23, 24].

TakKe A0S OUEHKM MEePEeHOCMMOCTM Tepanuu npenapa-
ToM Turepa3a® 6bina NpoBefeHa HEeUHTEPBEHLMOHHAs
«Poccuickas MHOrOLEeHTpPOBas HayyHas nporpamMma noct-
MapKEeTUHrOBOro NpUMeHeHMs npenapaTa Turepasza®» (npo-
Tokon DRN-CFR-R o1 05.10.2020). B nccnenoBaHnm npuHaIm
yyactne 10 knauMHMyeckux ueHTpoB (MockBa, MockoBckas
obnactb, KpacHosipckuit kpai, Camapckas obnacts, Hoso-
cubupckaa obnactb, OMckas obnacTb, Mepmckuii kpai,
Bonrorpagckas obnactb, YyBawckas Pecnybnuka, Pecny6-
nuka KpeiM). [laHHOe wccnenoBaHwe 6biio peTpocnekTuB-
HbIM OTKPbITbIM HEKOHTPONMPYEMbIM CPaBHWUTENbHBIM MHO-
TOLEHTPOBbLIM CM/OLIHbBIM.

Mo [aHHbIM MCCNefoBaHWg, Tepanuio npenapaTom
Turepasa® xopoluo nepeHocunu 668 (93,4%) us 715 Bkito-
YEHHbIX B MCCeL0BaHMe NnaumeHToB.Y 47 (6,6%) naumMeHToB
6bi10 3aperMcTpupoBaHo 127 HexenatenbHbIX peak-
umii (HP), cBI3aHHbIX C NPUMEHEHUWEM NpenapaTa Turepasa®.
Yauwe Bcero BCTpeyanucb HP co CTOpOHbl [AbiXxaTenbHOM
cuctembl. Cpean HUX npeobnafanu Kallenb, OTMEeYEHHbIH
y 24 (3,4%) nauMeHTOB, U MOBbILWEHHAN BA3KOCTb OPOHXM-
anbHoro cekpeta y 10 (1,4%) naunentos. Cpefm BCeX BKAIO-
YEHHbIX B WMCCNefoBaHWe 40N MALUMEHTOB, Y KOTopbix HP
6b111M 3aperncTpUpoBaHbl HA OCHOBAHWUM KIMHUYECKMUX Mpo-
aBneHnn (3,9%), CTaTUCTUYECKM 3HAYMMO He OTIM4anachb
OT [0/ NALMEHTOB, y KOTOpbIX HP 6blan 3aperncTpnpoBaHbl
Ha OCHOBaHWKM ToNbKO Xanob (2,8%) (p = 0,30) [25].

MYKOBUCLIMA03 1 COVID-19

BaxHoe cBoicTBO depMeHTa AopHa3a anbda, KoTopoe
CbIFPano 3HAa4YMMYH ponb Npu BOCNaNeHUn Ha GoHe nHbek-
umm COVID-19, - 310 npoTMBOBOCMANUTENbHbIA 3DdeKT
[aHHOW Monekynbl. OCHOBHBIMM MapkepaMu XPOHWYECKOro
BOCMaNWUTENbHOrO npouecca npu MB gaBngTcs HeUTpodubl.
NHbunbTpaumsa HenTpodunamm AbiXxaTeNbHbiX NyTein Npuso-



OWT K NOBPEXOEHWIO NIerOYHOW TKaHW WM OBCTPYKTUBHbLIM
M3MeHeHUaM. LLIMTOKMHOBOE BOCNaneHne Takke XapakTepHo
onga MB [2, 26]. Takum obpasom, ang MB, kak u gna COVID-19,
XapaKTepHbl HeWTpoduIbHOE BOCMaNeHWe U LUTOKMHOBDIM
BbIOPOC, KOTOPble ONpPenenstoT THKECTb MOPaXKeHUS Abixa-
TeNbHOrO TPaKTa U COCYAMCTON cucTeMbl [27].

[N nukBMAaUMKM BHEKNETOYHbIX NOBYLWEK, paclienne-
HUs BHeknetouHon JHK, copepxaleiics B 60n1bWOM KoNU-
4ecTBe B BA3KOM BpOHXManbHOM cekpeTe, npy MB Tpaguuu-
OHHO MCMONb3yeTcs AopHasa anbda. MIMeHHO ¢ 3Ton Xe
LeNblo pacCMaTpMBAETCS BO3MOXHOCTb MPUMEHEHUS [OP-
Ha3sbl anbda B KoMnaekcHon Tepanmun COVID-19 [28].

YouBuTenbHbIM HabNOLEHMEM OKa3anoCh, YTO HEWTPO-
(dwunbHbIE BHEKNETOYHbIE NOBYWKK (HJ1), KOTOpble MMetTCs
npu MB, oBHapyxeHbl y 00ObIYHbIX Nll0AEN, KoTopble Bonenu
KoBuoHon wuHdekumen. Camsuncroe copepxumoe, obHapy-
XEeHHOE B AbIXaTeNbHbIX NyTax y nauueHtoB ¢ COVID-19,
HanoMMHaeT MAEHTUYHOE COAEPXKMMOE, XapaKTepHoe As
nauueHTos ¢ MB [29, 30].

MpuvynHa W NPOUCXOXAEHME 3TOr0 COLEPXKMMOrO
B HAaCTOSLLMM MOMEHT HesCHbl. OQHAaKO M3BECTHO, YTO MpK
MB cnm3uncToe cogepumoe HapywaeT ra3oobMeH M, Kak
6b1710 MOKa3aHO, COAEPXMUT BHekneTouHyto JHK B 6onbwom
KONM4YeCTBe, HaCTUYHO npoucxoaauyto n3 HJl, BoicBoboxaa-
eMblX B OTBET Ha nepcucTupyowme 6akTepuanbHble
M BMPYCHblE NEroYHble MHbEKUNK.

Kpome Toro, nokasaHo, 4to ypesmMepHoe obpa3oBaHue
HJ/1 c noBbIlWEHHbIM COAEp)KaHNMEM HENTPODUIbHOM 3nacTa-
3bl 4EeNaeT CIM3b 0COBEHHO MYCTOM M Ype3MepPHO BSA3KOM, U4TO
He TONbKO pPe3Ko YXYALIAeT BEHTUAALMIO, HO U cnocobcTByeT
KonoHm3auum baktepuin [31].

Takas OakTepuanbHasg KOMOHWM3AUMS AOMONHUTENBHO
CnocobCTBYeT NpUBAEYEHNIO HEMTPODUIOB M 0OPa30BaHUIO
HJ, ewe 6onblie NoBbIWAS BA3KOCTb CM3U W, Cef0BaTeNb-
HO, CHMXas ObIXaTenbHy QYHKLMIO y naumneHTa. Ecan cm-
3ucroe cogepxxumoe npu COVID-19 conepxmt HJ1, TO OHM
MOrYT UrpaTh Ty e pofib, 4TO M Npu MB: HapywaTb razoob-
MeH M CnocobCTBOBaTb Pa3BUTUIO BTOPUYHBIX UHOEKLMNA.
JlornyHo, uto B 6opbbe € TakMM SBNEHMEM B TEPAMUIO TXE-
Nbix 60nbHbIX BblNa BBELEHA fOPHA3a anbda C NONOXKUTENb-
HbIM 3D deKTOM.

COBCTBEHHbIW OMbIT MPUMEHEHUSA
TUTEPA3bI (DOPHA3A ANIb®A)
HA KITMHUYECKUX MPUMEPAX

B nynbMoHonormnueckom otaenennn ®rAY «<HMULL 3n0-
poBbsi AeTei» MuHzapaa Poccum 6bin npoBedeH aHanm3
no oueHke 3bdeKTMBHOCTM f0PHa3bl anbda [32].

ABTOpbl OTMETMAM, 4YTO nokaszatenn O®B-1, MOC-50,
MOC-75 u MCB 6binn goctosepHo Bbiwe (p < 0,05) B rpynne
naumMeHToB, KOTOPble NoMyYatoT B 6a3MCHOM Tepanuu AopHa-
3y anbda, a Takke 3a nocnegHue 10 net HabnwooeHwi
3a(DMKCUMPOBaHbl TONMbKO €AMHWMYHbIE Cy4au HexenaTenb-
HbIX SIBNEHMI (3Nmn304 BpoHxocnasma — 2, NpUCTyn Cyxoro
Kawns — 4, aneMeHTbl KOHTAKTHOro AepMaTuTa B 06MacTu
HOCOrybHOro TpeyroabHMKa - 2, YyBCTBO MNeEpLIEHUS
B ropne - 12, ocunnoctb ronoca - 11).

KJMHUYECKWUA NPUMEP 1

Hesouka H., 17 net. C 3 net B aHaMHe3e OTMeYanucb
peunamsupyoLmne 6poHxmTbl. C 5-neTHero Bo3pacrta nosisu-
JNCb Xanobbl Ha 3aTpyAHEHWE HOCOBOMO AblIXaHWS, THOMHO-
CNU3KUCTOE OTAENSIEMOE M3 HOCOBbIX XOLOB, Xpan BO BpeMms
CHa, YaCTble pecnupaTopHble BUPYCHble MHDeKUMK. AnarHos
«Mneptpodus apeHompos |I-11l ctenenun, B 6 neT - nasep-
Has afeHOoTOMUSY.

B 7 neT nepeHecna ocTpylo NpaBOCTOPOHHIOK MHEBMO-
HWI0, MOATBEPXAEHHYI0 PEHTIEHONOTMYECKMN.

11 neT: B X0o4e NOArOTOBKM K MOBTOPHOM aleHOTOMMU Mpw
npoBefeHUN PeHTreHorpadumM OpraHoB rPyAHOM KeTKu Bbiiu
BbISIB/IEHbl 04AroBble U3MEHEHWS B NMPOEKLMM BEPXHEN L0An
npasoro nerkoro. Nposoaunace KT OK, Ha KoTopoi 6biin
06HapyXeHbl MHOUNLETPATUBHbBIE U3MEHEHUS U MHOXECTBEH-
Hble BpOHX03KTa3bl. [locTynuna ans guarHoctnku 8 HMULL

Bo BpeMs ob6cnenoBanug no gaHHbiM KT noatsepxaeHo
Hannune LMAMHAPUYECKMX BPOHX03KTAa30B MPaBOro Nerkoro
Ha GoHe pedopMaumn neroyHoro pucyHka. Ha KT okonoHo-
COBbIX MA3yX BbISIBNEHbl NMPU3HAKM XPOHMYECKOrO MOAMMNO3-
HOr0 PUHOCKMHYCUTA C PEMOAENMPOBAHMEM MEAUANbHBIX CTe-
HOK BepXHEeYeNtoCTHbIX Masyx, AedopMalum Neperoposku
HOCa, afeHOUOHbIX Beretaumn 2-3-i crenenu. o gaHHbIM
H6POHXOCKOMUU BbISIBNIEH THOMHO-CIIU3UCTbIN TPAXe0bPOHXMT,
Hblna UCKNOYEHA NEePBUYHASA LMAMAPHASA OUCKMHE3NS.

[oToBbIM TecT Ha annapate HaHopakT, pesynbrat -
28 mmonb/n. MNoToBbIM TecT no MeTony [MbcoHa u Kyka (mmno-
KapnuHOBbIM 3nekTpodopes) - pesynbtaT N21 (HaBecka
nota = 373 ™mr): xnopuasl nota 142,2 mmonb/n, pesynetat
Ne2 (HaBecka nota = 372 mr): xnopuapl nota 142,0 Mmmone/n.
Pe3ynbTaT NONOXUTENbHbIN.

laHkpeaTuyeckas 3nacTtasa-1 B Kane coctasuia
308 Mkr/r (HopMma). MonekynspHO-reHeTM4ecKoe UCcneno-
BaHue: obHapyxeHbl MyTauum B reHe CFTR [reHoTwn:
€.1545_1546delTA/c.274G>A], 4yTO NOATBEPAMNO [AMArHO3

«MyKOBMCUMA03, NEeroyHo-kuweyHas ¢opma. leHoTmn
c.1545_1546delTA/c.274G>A. XpoHW4Yeckuih  BPOHXUT.
XPOHMYECKMI MONUMO3HbIA NAHCUHYCUT».

KomnnekcHas 6a3oBas Tepanug HavaTta C MapTa

2016 r. (Bo3pact 12 ner): popHasa anbda B fo3e 1 amnyna
B CyT. yepe3 Hebynaisep (zo 2020 r. npenapaToM ynbMo3nM),
¢ 2020-ro nepeBon Ha 6uoaHanor Turepasa, ypcoae30KCuMxo-
NeBas KWCOTa, KOMMIEKC XMPOPACTBOPUMBbIX BMTaMMHOB.
B ceHTsbpe 2017 r. BNepBble B MUKPOOMONOrMYECKOM aHanuse
TpaxeobpOHXMaNbHOro acnuparta nojay4YeH pocT CMHErHOMHOM
Manoyku, B CBA3M C YeM Ha3Ha4anacb AAnTeNbHas aHTMbakTe-
puanbHas Tepanus C y4eToM YyBCTBUTENBLHOCTU (Nopbl B BUAE
MHransaumi pactsopom tobpamuumta 300 Mr 2 pasa B CyT.

B panbHelwem rocnutanmsaums B ®TAY «HMUL, 30»
MuHsgpaBa Poccum Hocuna  perynsipHbli - xapakTep.
MepeHocMMOCTb Mpenapata [fopHasbl anbtda (Turepasa®)
xopowas, perynspHo npoBoAMnCS KOHTpPOAb
dnoymetpun (mabs. 1).

CaMouyBCTBME [LEBOYKM XOpollee, NosyyaeT BCO Heob-
X0AMMY0 6a3UCHYI0 TepanuI0 U BbINOHSIET KUHE3UTEPANUIO.
ExenHeBHO uHranupyet 1 amnyny (2,5 mMr/2,5 mn) popHassl
anbda (Turepasza®).
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® Ta6nuya 1. DnoymeTpus NauMeHTKM B AMHAMUKE Habntoae-

Hua 2016-2021 rr.

® Table 1. Changes in the parameters measured by flowmetry
in a patient at different periods of observation in 2016-2021

29.03.2016 96 94
07.03.2017 83 81
13.03.2018 118 110
20.03.2019 11 101

2020 r. - He Habnoganach

13.10.2021 110 108

B maHHOM KAMHMYECKOM HabMAeHMM MOKa3aHo, 4TO
[axe nocne ANMTeNbHOro NpvemMa OAHOro npenapata npu
33aMeHe ero Ha MofiHbIM Buonornyeckmii aHanor (B 4aHHOM
cnyyae Ha Turepasy) 3bdekTMBHOCTb TEpanum COXpPaHSeTCs.

KNTMHUYECKUA NPUMEP 2

Manbumnk M., 2 roga. Y pebeHka C MeCs4YHOro Bo3pacra
OTMEYaNCs  XWUPHbIK  OOUAbHBIA  3M10BOHHbIA  CTyN
no 10-20 pa3 B aeHb, nnoxas npubaBka B Bece. [JaHHble
HEOHATaNIbHOr0 CKPWHMWHIA MOJYYeHbl POAMUTENSMU TONbKO
B TpexMecs4yHoM Bo3pacte pebeHka: MPT = 123,61 mkr/n,
petect - UPT = 157,78 Mkr/n. KOHCYNnbTMPOBAH reHETUKOM,
noToBas npoba - xnopuabl nota 126 MMonb/n, UccnenoBa-
HMe Kana Ha coaepxaHue MaHKpeaTMYecKol 3nacTa-
3bl-1 BbISIBUNO 3HAUYUTENBHOE CHUXKEHWE AAHHOIO nokasaTe-
ns po 15 mkr/r (Hopma 6onbwe 200 MKI/r) - Taxenas cre-
neHb NaHKPeaTUYeCKoM HeLoCTaTOYHOCTM.

MonekynspHo-reHeTU4eCKoe WCCNefoBaHWe: reHoTun
nauneHta 1677delTA/1677delTA (B roMO3MroTHOM COCTOSI-
Hum €.1545_1546delTA/ c.1545_1546delTA).

B Bo3pacte 4 mec. HayaTa 6asucHas Tepanus B BuAe
MHTansumin fnopHasoi anbda (Turepasa®), naHkpeaTnyeckue
(hepMeHTbl, YPCOAEe30KCMX0NEeBas KMCNOTa, XMPOPaCTBOPHU-
Mble BUTAMMHbI.

Bnepsbie rocnutanusmpoBaH B DAY «HMUL, 30»
MwuH3gpasa Poccun B 4 Mec., yumTbiBas 060CTpeHne 6poHxo-
NEroYyHoro npouecca, CMMNTOMbl MHTOKCMKALMK, INEKTPO-
NIUTHblE HApYLIEHWS, B NAPUMHIOTpaxeanbHOM acnupaTte
BbisBNeHa Paeruginosa, npoBefeHa aHTMBakTepuanbHas
Tepanus: MeponeHeM, aMUKaLUMH, MHPY3MOHHAS M CUMMTO-
MaTuyeckas Tepanus.

MNocne npoBeneHHOW aHTMOAKTepHanbHOM Tepanuu pocT
Paeruginosa B MMKpoB1ONOrMYeckoM NoceBe NapuHroTpaxe-
anbHOrO acnuparta He OTMeYancs.

PebeHok 3a nepuopn HabnwopeHus c okTabps 2020 r.
no okta6pb 2022 r. npubaBmn B Bece 6 Kr, COCTOSHUE CTa-
b6unbHoe, OTMeyaloTca pefLkue 0boCTpeHus, Tpebytowme
Ha3Ha4yeHus aHTMbBaKTepUuanbHbIX npenapaTos.
lNepeHocMMOCTb 6a3nCHOW Tepanuu Yo0BNETBOPUTE/bHAS.
MHranaumm ¢ npenapatoM Turepasa® nepeHoCuT XOopoLlo,
HWKAKMX HEXenaTeNbHbIX peakuuii He BbisiBNeHo. Bo BpeMs
KMHe3MTepanuM XOpoLLO OTKALLIMBAETCA.
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HasHayeHne popHasbl anbda B BMAE npenapaTa
Turepasza®y ManeHbKoro naumeHTa (C 4 Mec. XW3HW) cpasy
NPy NOCTAHOBKE AMArHo3a 0ka3blBaeTcs He ToNbko besonac-
HbIM, HO U 3P (PEKTUBHbIM.

KNUHUYECKWUIA NPUMEP 3

Hesouka K. 16 net, HabnopaeTcs Kaxnable nonroga
B MynbMoHonornyeckom otaeneHnn ®FAY «HMUL, 30»
MuH3gpaBa Poccunm ¢ uwoHs 2018 1. c amarHosom:
«MyKkoBMCUMA03 (KMCTO3HBIM Gnbpo3), [reHotmnn: F508del/
F508del], neroyHo-kuwevHas Gopma, THKeNoe TeyeHwue.
XpoHuyeckuin 6poHxuT. NHeBModnbpo3 C5 npasoro nerko-
ro, C4, 5, 8 nesoro nerkoro. LlunnHapuyeckne 6poHX03KTa3bl
C2,3 cnpasa; C3,4,6 nesoro nerkoro. Mykoctas. [lpixatenbHas
He[0CTaToOYHOCTb 1-M cTeneHn. XpOHWYECKMIA NMOAUMO3HbIN
pUHOCKMHYCHT. Annasusa NobHbIx nasyx. dedbopmaumns nepero-
poaku Hoca. Linppo3 neyeHu (PyHKUMOHaNbHbIM Knacc
A no Yannbg - lMbto). BHyTprneyeHouHas nopranbHas runep-
TeH3us. COCTOSHME MnocC/ie HaNoXeHWs CNIeHOPEeHaNbHOro
aHactoMo3a ot 13.04.2018. XpoHuyeckas naHKkpeaTuyeckas
HEe[0CTaTOYHOCTb TSXKENOM CTeneHu. HapylweHue TonepaHT-
HOCTU K FIIOKO3EY.

[OnarHos «MykoBucumpoos» ycraHoeneH B 2 I 3 MecC.
Ha OCHOBaHWM MONEKYNSPHO-TEHETUYECKOTO UCCef0BaHMs.
O6octpermnsa po 8-10 pas B roa, xpoHuyeckunit BoiceB MRSA,
perynspHo MNpOBOAWUTCS KOPPEeKLUMsS aHTUbaKTepuanbHOW
Tepanuu No pesynbTaTtaM NoceBoB, 6azncHas Tepanus UHra-
NAUMOHHBIM (DEPMEHTHbIM MYKONUTMKOM AOpHa3a anbda
(c 2020 r. Turepasza®).

Mo paHHbIM KT opraHoB rpyaHoi knetku (puc. 1, 2) MHo-
ECTBEHHble BOPOHX03KTa3nK, KUCTO3HO-(OMOpPO3HbIE 3ne-
MeHTbI, MTHeBMO(dUOPO3.

B okTt96pe 2020 r. nepeHecna COVID-19 (MUP-
NOATBEPXAEHHDBIN) B nerkon dopme, Habnoganacb ambyna-
TOPHO, OTMEYancs Kallenb, HapacTaHue NPOAYKLMM MOKPOTDI

® PucyHok 1. KT-kapTMHa MyKoBMCLMAO03a Yy naumeHTkn K.

3a 9 mec. go COVID-19

® Figure 1. CT picture of mucoviscidosis in patient K. 9 months
prior to COVID-19

KT-npu3Haku MyKoBUCLIMAO3a, XPOHMUYECKOro 6poHxmTa, NHeBModKbpo3a S5 npaBoro nerkoro,

S4.,5,8 neBoro nerkoro, uunmMHApuYeckue 6poHxo3KTasbl S2,3 NpaBoro nerkoro, S3,4,6 NEBOro Nerkoro.
CT signs of mucoviscidosis, chronic bronchitis. Pneumofibrosis in the right lobe S3 segment, the left
lobe $4,5,8 segments. Cylindrical bronchiectasis in the right lobe S2,3 segments, the left lobe S3,4,6
segments.



® PucyHok 2. KT-kapTMHa MyKoBmucumMao3a y naumeHtku K.
yepes 2 mec. nocne COVID-19

® Figure 2. CT picture of mucoviscidosis in patient K. 2 months
after COVID-19

KT-npu3Haku MyKoBUCLMAO3A, XPOHUYECKOTO BPOHXMTa, MTHeBMOPMOPO3 S5 npaBoro nerkoro
1 S3,4,5,8 neBoro nerkoro, LMAUHApUYeckue 6poHxoakTasbl S2,3,4,5,8 npaBoro nerkoro

n S3,4,5,6,8 neBoro nerkoro

CT signs of mucoviscidosis, chronic bronchitis. Pneumofibrosis in the right lobe S3 segment
and the left lobe S3,4,5,8 segments. Cylindrical bronchiectasis in the right lobe S2,3,4,5,8
segments, the left lobe S3,4,5,6,8 segments.

B TeyeHue 3 aHen. basucHyto Tepanuio MB He MeHsanm (MHra-
nuMK € npenapaToM Turepasa® npoBoAMAUCE 2 pasa B AeHb
noctosHHO). KT B ocTpom nepuoae uHdekumm 1 cneunduye-
CKOE NleYyeHune no MecTy XKWUTeNbCTBa He MPOBOAWMUCS.

B noctkoBMaHOM nepuoje, yepes 2 Mec. Nocne nepeHe-
CEHHON KOPOHAaBWMPYCHOW MHMEKLMK, NPKU MIAHOBOW roCnu-
Tanusauuu B OTAENEeHWe OTMeYanacb OTpuuaTenbHas AMHa-
Mmuka no faHHbiM KT opraHoB rpyaHow kneTku (puc. 2),
0flHaKo mokasaTtenu dyHKUMM BHELWHEro AbIXxaHWs OCTaBa-
N1Cb B Npeaenax HopManbHbIX 3Ha4YeHun (mabn. 2).

03UTUBHBIM BbINO OTMEYEHO U TO, YTO MPWU MPOBEAEHUM
OLEHKM COCTOSIHUSA Yepe3 1 rog nocne nepeHeceHHOM MHMeK-
umm COVID-19 no onpocHuky ISARIC nepcncTupyrowmx cnum-
MTOMOB, YXYALIEeHUS 3MOLMOHANBHOIO 6aarononyyms u kave-
CTBa XM3HM He OTMeyanocCb N0 CPaBHEHWI0 C MEpPUOLOM
Lo 3aboneBaHus. [eBouka OLeHMBaNa CBOe 3[40pPOBbE
B LLE/IOM He Xyxe, YeM ao nepeHecenHoro COVID-19 (50 6an-
nos no 100-6annbHow wkane, roe 0 — HanxyaLee COCTosHME
300poBbs, 100 — HamnyyLllee COCTOSHWE 340POBbS) U CuMTana
cebs MONHOCTbI0 BOCCTAHOBMBLUENCS OT MHDEKLMM.

HeTtskenoe TeueHme octporo nepmnoaa COVID-19 m otcyT-
CTBME MEPCUCTUPYIOLMX CMMMTOMOB Y NALMEHTKM C Tsxe-

® Tabnuya 2. Nokasatenn QyHKLMM BHELWHENO AbIXaHWS NaLM-
€HTKM C MYKOBMCUMA030M B AnHamuke fo COVID-19 u yepes
2 mec. nocne COVID-19

® Table 2. Changes in indices of the pulmonary function test
in a patient with mucoviscidosis prior to COVID-19 and

2 months after COVID-19

OXEN, %[0 109 108

0®B1, %[ 108 104

NbIM TEYEHWMEM MYKOBUCLMA033 MOXET ObiTb 00yCnOBNEHO
MHOTrONeTHel perynsgpHoi 6a3ncHoNM Tepanuei, HanpasneH-
HOM Ha NMpOPMAAKTMKY BOCNANEHUs U LeCTPyKLMUM B Neroy-
HOM TKaHW, B YaCTHOCTU NPOBEAEHWNE eXEeLHEBHbIX UHrans-
UM c nopHasoi anbda (Turepasa®).

3AKJIIOYEHME

[opHa3a anbda 6bi1a 3aperncTpMpoBaHa Ha TeppuTopun
Poccuiickont ®@epepaumnn B 1998 1. Ee BHeapeHUue B KNnHMYe-
CKYK MPaKTUKy OblN0 COMPSXXEHO C PSAOM  CIOXKHOCTEN:
HOBM3Ha nNpenaparta A5 NaLMEeHTOB W UX POAMTENEN, OTCYT-
CTBME YBEPEHHOCTU B 3(DGHEKTUBHOCTM €e MCMOb30BaHMS,
Heobxo0AMMOCTb NPOBEAEHWS LOMOMHUTENbHbIX EXeLHEBHbIX
WHrangauuin. TeM He MeHee AOpHasa anbda MPOYHO BOLINA
B 6a3MCHYIO Tepanuio MyKOBUCLM03a, JOKA3aB Ha NpaKTuKe
CBOKO 3P HEKTUBHOCTD HE TOMBKO KaK MYKOAUTUK, HO U Kak
NpPOTMBOBOCMANUTENbHbIV Npenapart. Takue 3pdekTbl J0CTU-
ratTcs UMeHHO Bnarogaps ee perynspHOMy MCMOb30BaHUIO,
YTO MOATBEPXKAAETCS B PYTMHHOW NPaKTUKE MCMONb30BaHMS
npenapata Ha npotskeHun 6onee 20 net. Tepanuio 4OpHA30M
anbda uUenecoobpasHo HasHa4yaTb MOCAE MOCTAHOBKM AMa-
rHo3a «MyKOBMCUMAO03» He TONbKO C neyebHOM Lenblo,
HO M C NpOodUNAKTUYECKON, faXe Yy AeTel paHHero U mnaa-
wero Bo3pacTta. [lossnexHne ee 6uoaHanora — NoA4 TOProBbIM
HauMeHoBaHWeM Turepasa®, [okaszaBlero cBow 6e3onac-
HOCTb M 3PDEKTUBHOCTb, KaK B MCCIEA0BAHMM 3-11 (Dasbl, Tak
W B peanbHOl NpakT1Ke, N03BONSET 06eCcneyYnTb MakcMManb-
HOE KONMYECTBO NaLMeHToB, Hyxaatouwmxcs B Tepanuun. o
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