OPUTUHAAbHBIE NCCAEAOBAHMUA

MeanaTpus

ORIGINAL RESEARCH

Pediatrics

10.

CTW X paHHewn guarHocTukn. OnepamueHas xupypausi u
KnuHu4yeckas aHamomus (Mupoeosckuli HayYHbIU XypHar).
2021;3(5):30-37. [Mironchev A. O., Kagan I. |. Computed
tomographic anatomy of the abdominal esophagus,
hernia of the esophageal orifice of the diaphragm and the
possibility of their early diagnosis. Operativnaya hirurgiya i
klinicheskaya anatomiya (Pirogovskij nauchnyj zhurnal). —
Operative surgery and Clinical Anatomy (Pirogov Scientific
Journal). 2021;3(5):30-37. (In Russ.)].
https://doi.org/10.17116/operhirurg2021503130

3aHeraB. C.,ManumoB O. B., ABzanetanHos A. M., 3naHru-
poB P. A., XaHoB B. O. 3HauMMoCTb U3MepeHns NULLEBOA-
HOro oTBepCcTUst Anadpparmel Ans BbI6opa MeToaa ero kop-
pekumn. SHAockonuyeckas xupypaus. 2016;2(22):18-20.
[Zanega V. S., Galimov O. V., Avzaletdinov A. M., Ziangi-
rov R. A., Khanov V. O. The significance of measuring
the esophageal orifice of the diaphragm for choosing the
method of its correction. Endoskopicheskaya hirurgiya. —
Endoscopic surgery. 2016;2(22):18-20. (In Russ.)].
https://doi.org/10.17116/endoskop201622218-20

CBeaeHusa o6 asTope

11.

12.

13.

OasbigkuH W. J1., Ocagyyk A. M., I'puuerko T. A. Ped-
pakTepHasi copma ractpoasodareansHon pedritoKCHON
bonesHu: 9BoMUMA NpeacTaBneHun. Hayka u UHHO-
sayuu 8 meduyuHe. 2017;1(2):24-30. [Davydkin I. L.,
Osadchuk A. M., Gritsenko T. A. The refractory form of
gastroesophageal reflux disease: the evolution of ideas.
Nauka i innovacii v medicine. — Science and innovation in
medicine. 2017;1(2):24-30. (In Russ.)].
https://doi.org/10.35693/2500-1388-2017-0-1-24-30
Hai-Xiang Yu, Chun-Shan Han, Jin-Ru Xue. Esophageal
hiatal hernia: risk, diagnosis and management. Expert.
Rev. Gastroenterol. Hepatol. 2018;12(4):319-329.
https://doi.org/10.1080/17474124.2018.1441711

Majka J., Wierdak M., Brzozowska I. Melatonin in
Prevention of the Sequence from Reflux Esophagitis to
Barrett's Esophagus and Esophageal Adenocarcinoma:
Experimental and Clinical Perspectives. Int. J. Mol. Sci.
2018;19(7):2033. https://doi.org/10.3390/ijms 19072033

MocTtynuna 28.09.2022

FapaHvH AHApeil AnekcaHApOBWY, KaHAMAAT MEANLNHCKUX HayK, AMPEKTOP Hay4YHO-NPaKTUYECKOro LleHTpa AUCTAHLUNOHHOW MeAULUUHDI;
Ten.: +79272993162; e-mail: sameagle@yandex.ru; https://orcid.org/0000-0001-6665-1533

© KonnekTtns aBTopoB., 2024
YAK616.61:001.891.53

DOI - https://doi.org/10.14300/mnnc.2024.19007
ISSN - 2073-8137

YpoBeHb AHTUMUKPOOBHBIX NENTUAOB Y AETEM

C MHMEKUUEN MOYEBbIBOASILLLUX Ny TEN

A. H. Llyuaesa "2, A. 9. Kanumos ', A. K. MuHacsH ', C. B. AoAGHs -2,
A. U. bekeTtosa !, B. P. TaraaHoB !, A. . ManTeAos ', H. B. 3apbiToBckas !

1 CTaBpOnNOABCKMIA FOCYAQPCTBEHHbIN MEAULLUHCKUI YHUBEPCUTET,
Poccuickas Peapepaums
2 Kpaesas AeTckas KAMHMYeckas 60AbHMLa, CTaBponoAb, Poccuiickas Peaepaums

Level of antimicrobial peptides
in children with urinary tract infection

Tsutsaeva A. N. -2, Klimov L. Ya. !, Minasyan A. K. !, Dolbnya S. V. -2,
Beketova A. I. 7, Taglanov V. R. !, Pantelov L. B. !, Zarytovskaya N. V. !

1 Stavropol State Medical University, Russian Federation
2 Regional Children’s Clinical Hospital, Stavropol, Russian Federation

lMpencTaBneHbl pedynbTatbl UCCNEA0BAHUS aKTUBHOCTU GakTOPOB BPOXAEHHOIO MMMYyHUTETA 'y 75 Aeten ¢ nndekumen
MoueBbiBoAsAWMX nyten (MMBI1) B cpaBHEHUM CO 300POBbIMU AeTbMM rpynnbl KOHTPonsa (n=30). JTabopaTopHoe obcne-
[0BaHVe BKJIIOYAN0o onpeneneHne CbIBOPOTOYHbIX KOHLLEHTPaUUiA aHTUMUKPOOHBLIX NeNTUAOB — KaTenuunaunHa (LL-37), p1-
nedeHsnHa 1 f2-aedeH3nHa, KoTopble ObIM CTaTUCTUYECKM 3HAYMMO BhiLLE B rpynne naumeHTos ¢ MBI no cpaBHeHUIO ©

KOHTponbHoM rpynnoi (p=0,003; p=0,007; p=0,007 COOTBETCTBEHHO).

KntoueBbie cnoBa: MHPEKLUNS MOYEBbLIBOASLUNX MYTEN, AETU, BDOXAEHHbIV UMMYHUTET, aHTMMMKpO@HbIe nentugsl, Ka-
TenMuUnANH, 1edEeH3UHbI

This article is presented the result of the activity study of innate immunity factors in children with urinary tract infection
(n=75) in comparison with healthy children in the control group (n=30). Laboratory examination included determination
of serum concentrations of antimicrobial peptides — cathelicidin (LL-37), B1-defensin and B2-defensin. The levels of
antimicrobial peptides were statistically significantly higher in the group of patients with UTI compared to the control group
(p=0.003; p=0.007; p=0.007, respectively).

Keywords: urinary tract infection, children, innate immunity, antimicrobial peptides, cathelicidin, defensins
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AMIM - aHTUMUKPOBGHbIE NenTuabl
VMBI - nHdbekums MoOYEeBbIBOAALLNX NyTeNn
OleH - ocTpbIi NnenoHedpuT

XMNeH - xpoHwu4yeckuii nmenoHedput
LL-37 - yenoBeuyeckuit KaTennMUMANH

cTaBngeT co60i MHPEKLNOHHbIW BOCNaNnuTesib-

HblA NpoLecC B MOYEBbIAENUTENIbHOW cucteme
0e3 yka3aHus Ha 3TUOJIOTUIO 1 Nokanusauuio [1-4].
Bepayuiyio posnb B pa3sutum NHPEKLMOHHOI O npoLec-
ca B MO4EBbIAEIUTEJIbHbIX NYTAX Y AeTel 3aHUMaloT
npepctaeutenu cemeiictea Enterobacterales (6o0-
nee 90 %), npu aTom Ha gonio E. coli cpeau Bcex 06-
cnenoBaHHbIX aeTei npuxoaurtca 79,7 % [5-9].

Peakumn BpOXAEHHOrO VMMMYHUTETA B MaToreHese
VMBI BkOYAIOT y4acTne MHOXECTBA Pa3nNYHbIX KOMMO-
HeHToB [10-14]. K TaKMM KOMMOHEHTaM BPOXAEHHOW UM-
MYHHOW CUCTEMbI OTHOCSITCS, B TOM YMCie, aHTUMUKPOO-
Hble nenTuabl (AMI1), KOTOpbIE CEFOAHSA pacCMaTPMBaOTCS
B Ka4eCTBE BO3MOXHOM aibTePHATVBbLI COBPEMEHHbLIM aH-
TnbakTepmanbHelM npenapatam [15-17]. AMIT oTHocaTCA
K nepBuyHbiM addekTopamMm BPOXAEHHOIO MMMYHUTETA,
nrpasi pofib aHTMBNOTUKOB €CTECTBEHHOIO MPOUCXOXAE-
Hus. Hanbonee ndyyeHHbiMn knaccammu AMI y yenoseka
apnaioTca katenuumanH (LL-37) n pedeHsnHbl [15, 16].

B HepaBHeM uccnenoBaHMM aBTOPbLI MokKasanu, 4To
ypOBHU LL-37 n 2-pedeH3nHa B CbIBOPOTKE KPOBU Y Na-
umeHtoB ¢ MMBIT no cpaBHEHMIO CO 340POBbIMU CTaTU-
CTUYECKM 3HaA4YMMO HMXxe (p<0,0001) [17].

M Hekuusa moyeBbiBoaswmx nyrev (MMBI) npen-

B npyrom nccnepoBaHuu 6b110 MOKa3aHo, YTO ypo-
BeHb LL-37 kak B Moue, Tak 1 B naa3me KpoBu Obln OoO-
CTOBEPHO Bbille cpeaun naumeHtToB ¢ MBI no cpaBHe-
HUIO ¢ rpynnoi koHTpons (p=0,002; p<0,001). Mpu sTOM
TAXECTb 3ab0neBaHMs MO CTaHAAPTHbIM KIMHUKO-Na-
OopaTopHbIM KPUTEPUSIM HamnpsiMylo Koppennposana C
ypoBHeM LL-37 B mo4ye n nnaame KpoBu, YTO NMO3BONN-
N0 caoenaTb BbIBOA, O €r0 POSv B Ka4eCTBE Mapkepa ang
andodepeHunpoBaHna NauueHToB C NOLO3PEHMEM Ha
MBI [18].

Llenb uccnepoBaHMs — OuLEHKA YPOBHEN aHTUMU-
KPOOHbIX NenTnpoB (karenvunamHa LL-37, B1- n p2-pe-
dEeH3nHOB) y aeTen ¢ nHdekurern MoyYeBbIBOAAWMX My-
TEeW B CPaBHEHUM CO 340POBbIMU AETbMMU.

Martepuan u mMeTopbl. [lpoBegeHo obcnepoBa-
HMe 75 nauueHToB B Bo3pacTe oT 1 mecsaua oo 18 net
(cpenHuii Bo3pacT — 6,0+0,3 roga) ¢ MMBI1 pasnnyHoii
nokannsauuun. Cpeaun nauyeHtoB ¢ MMBI1 ocTpblin nne-
nonedput (OlMeH) onarHocTupoBaH y 44 (58,6 %), xpo-
Huyeckuii nuenoHedput (XMeH) —y 23 (30,7 %), ocTpbiii
umctnt —y 8 (10,7 %) petein. JetanbHas HO30M0rn4ye-
cKas xapakTepucTmka rpynn NnauueHToB NpeacTaBneHa B
Tabnuue 1.

Tabnnua 1
XapakTepuctuka o6cnenyemMbix rpynn nauueHToB ¢ nuenoHedpuTom
Knaccudukaumn nuenoHedputa OcTpbin I;I]Vfé{lfHEd)pMT, XpOHMHeCKMnﬁngéEHOHEQJpVIT,
MepBUYHbIA NnenoHedpuT 39 (88,6 %) -
BTopu4HbIV nnenoHedput 5(11,4 %) 23 (100 %)
HeobcTpyKTUBHBIN (AMcMeTabonmnyeckumii) - 7 (30,4 %)
Y 0, 0,
Mo dopme O6CTPYKTUBHBIN: ) 5 (100 %) 16 (61,6 %)
My3bIpHO-MOYETOUYHNKOBbIN peditoKC 2 (40,0 %) 14 (87,5 %)
'mapoHedpoTuyeckas TpaHcopmaums 2 (40’0 %) _
KuncrosHasa 6onesHb novek ! 1 (6,25 %)
MHdpaBesnkanbHas o6CTpyKLNS _ 1 (5’25 %)
MMnonnasus noykn/noyexk 1 (20,0 %) "z
AKTUBHOCTb 10 (22,7 %) 9 (39,0 %)
1 cTteneHn
Mo akTMBHOCTU
BOCHANUTENE- ékc'l:rlAel?_lHeoHcv'Irb 17 (38,6 %) 9 (39,0 %)
HOro npouecca
AKTUBHOCTb 17 (38,6 %) 5 (22,0 %)
3 cTtenenHu
I ctaguu - 1 (4,4 %)
XpoHnueckas
BonesHb nouek IT cTaauu - 1 (4,4 %)
III ctaaum - 1(4,4 %)

Ha pucyHke 1 npencrtasneHbl BO3pacTHas CTPyKTypa
(A) n pacnpegeneHne naumeHtos ¢ MBI no nony (B).

KoHTponbHaga rpynna Bkioyana 30 getein aHanormy-
HOro Bo3pacTta 6e3 xpoHuyeckux 3abosieBaHniA, He uMe-
IOLLIMX OCTPbIX 3a001eBaHNI HA MOMEHT 06cienoBaHUS.

Onsa obecnevyeHnss CBOEBPEMEHHOIO (40 Hayana am-
nMpuyecko aHTnbakTepuanbHoi Tepanum) 3abopa Kpo-
BM OTOOP MauMeHTOB ANS rpynnbl UCCeO0BaHUA OCYy-
LLEeCTBNAICS B AETCKMX CTaumoHapax r. CtaBponons.

JlaBopaTopHoe o6GcnenoBaHMe BKOYANO onpenene-
HMe KOHLeHTpaumi katenuumaunHa LL-37, pedenauHa B,
1 nedeHarHa B2, KoTopoe NpoBoamiock Ha 6a3e CtaBpo-
NOMBbCKOr0 Hay4HO-UCCNEea0BaTENbCKOr0 NPOTUBOYYMHO-
ro MHCTUTYyTa. [N oueHKn KoHueHTpaunin AMI ncnonb-
30BasiICs UMMYHO(EPMEHTHbBIN METOL C MCNOJSIb30BAHNEM
Habopa peakTneos SEB373Hu (Cloud-Clone Corp. (CLLUA/
KHP)) ona pB1- n p2-pnedpeHsnHos n CEC419Hu (Cloud-
Clone Corp. (CLLA/KHP)) ons katenuumnanHa LL-37.
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25,3%

KOHUeHTpauun LL-37 n B1-gedeHsunHa
3adpUKCUPOBaAHbI Y OETeN C OCTPbIM
LMCTUTOM, TOraa kak Ux MUHUMasbHble
3HAYeHUs — Yy NaUMEHTOB C XPOHUYe-
ckum nuenoHedpputom (tabn. 2).

HecmoTpa Ha OTCyTCTBME CTaTu-

CTN4eCKkn 3Ha4YnNMbIX paSJ’II/HVIVI, MOXHO

14,70%

] npennonoXnTb, 4HTO 0onee BbICOKME

3Ha4veHua LL-37 n B1-gedeH3unHa npum

OlNeH cBnAaeTenbCTBYIOT O CYLLECTBEH-

HOM akTmBaumm akcnpeccun AMI npu

BOr I mec. g0 1 roma S1-3roma  82,60% 7
B4-6 ner B7-11 ner
E12-18 ner

A B

Puc. 1. Pacnpegenenue naumeHToB ¢ MBI no Bo3pacty (A) n nony (B)

CratncTnyecknii aHanu3 pesynbTaToB, MONYYEHHbIX
B XOA4E MUCCNefoBaHus, NPOBOAMACS C MOMOLLBIO nake-
Ta nporpamm AtteStat, STATISTICA 10.0. Onsa onpene-
NleHns xapakTtepa pacnpeneneHns AaHHbIX UCMOoNb30-
Bancsa TecT LWanupo - Yunka. Ona napameTpuyeckux
OaHHbIX OblM paccyMTaHbl cpegHee apudMeTuyeckoe
3HayeHne (M) n owmbka cpegHero apudmMeTU4eckoro
(m). Ang faHHbIX, HE OTHOCSALLMXCS K MapaMeTPUYecKnm,
npou3Boaunn BbluncneHne meauanbsl (Me), 1-ro u 3-ro
kBapTunen (Q1; Q3). Mpun HopManbHOM pacnpeneneHumn
ON51 OLLEHKU AOCTOBEPHOCTU Pa3NYmin KOTIMHECTBEHHbIX
napameTpuUyYeckmnx OaHHbIX WUCMOJSIb30Bascs t-kputepui
CtblogeHTa, Npu aHomanbHoM — U-kputepuin MaHHa —
YnTHu. Pasnnunga cuntannucb CTaTUCTUYECKU AOCTOBEP-
HbiMU npn p<0,05.

PesynbTtatbl M o06cyxaeHune. B wvccnepoBaHuu
Nnosly4eHbl CTaTUCTUYECKN 3HA4YMMble pPas3nmvyuns ypoB-
Hen AMIN mexay naumentamu ¢ MMBIT 1 3gopoBbiMu
netbMn (puc. 2). OgHako, ecnu B 3apyb6exHbix nccne-
[OBaHMSX NPOLEMOHCTPUPOBaHbI 6olee BbICOKME KOH-
ueHTpauun AMI B rpynnax KOHTPOJSA, B HaLleM uccne-
[OBaHMN YPOBHW KaTtenuumauHa, pl1- n f2-pgedeHsnHos
OblIN CTATUCTMYECKM 3HAYMMO BbILWE B rpynne nauu-
eHToB c¢ WIMBII. lNo-Bugnmomy, aktmBauus ¢$HakTopos
BPOXAEHHOIO MMMYHUTETA, K YUCJYy BaXHEnwux u3s
KOTOpbIX OTHocaTca AMII, Ha ¢doHe pa3BuTUS MHOEK-
LMOHHO-BOCMNANINTENBLHOMO NPOoLLecca B MoYkax U Moye-
BbIBOASLLMX MYTAX CONPOBOXAAETCS CYLLECTBEHHbBIM MO-
BblLLEHMEM NX KOHLLEHTPaLLMN B CbIBOPOTKE KPOBMU.

Mpun aHannse pe3ynbTaToOB Yy MAaLMEHTOB C pasnmy-
HbiMK popmamu MIMBIT BbiIgBNIEHO, YTO MakCcuMasbHble

p=0,007
p = 0,003 7
4
6
z
£ s
3 E
E = 4
= =
o, =
2 g 3
= £
| <7
03 1 B 13
.
UMBIT Ipynna HMBII I'pynna
KOHTPOJISt KOHTPOJIsA

b

Puc. 2. YPOBHU aHTUMUKPOOHbIX NENTUAOB CbIBOPOTKN KPOBU Y nauneHTos ¢ MBI v rpynnbl
KOHTpOnSN: A — ypoBeHb kaTenuumaunHa; b — yposeHb B1-gedeHsnHa; B — ypoBeHb f2-aedeH3nHa
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Myxckoit B )Kencknit

pasBuUTUM  OCTPOro UHOEKLMOHHOIO
npowecca.

B 1O Xe Bpems B OTHOLWEHUn P2-
nedeHanHa nonyyeHa obpartHas 3aBu-
CMMOCTb — MaKCUMaJibHbIi YPOBEHb OT-
mMeyvarnca B rpynne naunenTos ¢ XleH,
a MUHUMaNbHbIA — B rpynne 60/bHbIX
C OCTpbIM UMCTUTOM. BO3MOXHO, 3TO
CBSI3aHO C YBEIMYEHMEM IKCMPECCUn CUHTE3a OAaHHOIro
AMIT HenocpeaCTBEHHO B TKAHAX MOYEBbIBOASALLMX My-
Ten 1 ero 60/bLWNM NOCTYMNIEHNEM U3 CbIBOPOTKM K TKa-
HIM ypoTenus npu pas3sutum 6onee Taxenbix MMBI.

Tabnvya 2
MepuaHbl ypoBHEN aHTUMUMKPOOHbIX NenTUAO0B y AeTei
C pa3nunyHbIMu HOo3o0norudeckumu popmamm UMBI

YpoBHu AMI1 B CbIBOPOTKE KPOBU,
Hosonoruyeckas Me [Q1; Q3]
dopma LL-37, | pl-nedeHsuH, | p2-nedeH3mH,
nr/mn nr/mn nr/mn
OcTpbIit Nneno- 0,35 1,40 70,5
Hedput (n=44) |[0,2; 0,54]| [1,0;1,79] | [33,6; 113,3]
XpOoHuUueckni 0,19 1,09 91,9
nuenoHedpur, [0,1;0,6] | [0,92; 1,98] | [63,6; 228,2]
cTaams oboctpe-
Hus (n=20)
OCTpbIit UMCTUT 0,53 1,47 69,5
(n=8) [0,27; 0,53]| [0,87; 2,39] | [52,5; 111,1]

Ha cerogHawHnin aeHb anarHo3 MUMBI1 ctaButca Ha
OCHOBaHUU TUMNYHbIX KIIMHUYECKNX JaHHbIX B COYETAHUN
C pesynbTaTtamm 6akTepUOoNIOrMyeckoro nocesa Moy u
HanMuma nenkoumtypumn. O4YeBUOHO, YTO OTUX AAHHbIX
Ons onpegeneHnst ypoBHSA MOPaXeHWUs MOYEBbIOENN-
TeNbHOM CUCTEMBI 1 BbIOOPA TaKTUKN Ie4EHUs He Bceraa
OblBaeT 4OCTATOYHO, MO3TOMY HEOOXOOMM MOUCK O0MOJI-
HUTEeNbHbIX NabopaTopHbIX Mapkepos [4, 12, 14].

Mcnonb3ylowmecs Ha CerogHsaWwHun geHb ons amg-

depeHumnanbHOro guarHosa

1000 YPOBHSI MOPaxXeHUs: Moye-
900 p=0,007 BbIAENNTENBHON CUCTEMbI
TecTbl (C-peakTuBHbIN Ge-
. 800 nok, CO3 u gp.), cornacHo
£ 700 NaHHbIM  MHOTOYUCIEHHbIX
& 600 nccnepgosaHuii [6, 9, 13,
< 00 18], He BCEeraa nossonsior ¢
S BbICOKOI [10CTOBEPHOCTbIO
£ 400 anddepeHumposaTts  nue-
= 300 noHedpuT 1N UUCTUT, N3-3a
200 81,6 320 yero aHTMBaKTEPUANbHbIE
npenapaTtbl He Bcerga Ha-
100 mmll mﬂh[m 3HAYalTCS MO NOKa3aHUSAM,
0 YTO CHUXAeET nx apPeKTmB-
MBI Ipymma  HocTb 1 MpPOBOLMPYET POCT
KOHTPOLL g HTUBUMOTUKOPEBUCTEHT-

B HOCTMW.
3aknioyeHume. [lony-

YeHHble pe3ysibTaTtbl, Oe-
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MOHCTPUPYIOLLME CTAaTUCTUHECKM 3HAYMMOE yBENNYEHNE
KOHLUEHTPpauUni aHTUMNKPOOHbLIX NENTUO0B B CbIBOPOTKE
KpoBu y neten ¢ VIMBII, cBnaoeTensCTBYIOT O BOBJIEYEH-
HOCTW PAKTOPOB BPOXOEHHOIO MMMYHUTETA B natore-
He3 BOoCMnasieHnst MoYeBbIBOAALLMX NyTeln. O4eBUAHO, 4TO
CBOEBPEMEHHAs AMArHOCTUKA JIOKaNM30BaHHbIX HOPM
VMBI no3BonuT CHU3UTb Ha3HavyeHne aHTMbakTepmanb-
HbIX MpenapaToB B c/yyasx, kKorga aToro He TpebyeTcs.
Posb 9HOOreHHbIX aHTUMUKPOOHbLIX NENTUA0B B natore-
He3e VIMBI n, BeposATHO, B caHaLMM MOYEBbLIBOASALLMX
nyTen ABNSETCA NpennocbUikon ons paspaboTku Ha nx
OCHOBE aHTUMMUKPOOHbLIX J1eKaPCTBEHHbIX MPEnapaTos,
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OnbIT NPUMEHEHUS TAPTreTHbIX NPENApPATOB Y A€TEU
C MYKOBUCLLMAO30M B ACTPAXAHCKOU o06AacTH

O. A. bawkuHa, A. ®. CeprueHko

ACTPAXAHCKUI rOCYAQPCTBEHHbIM MEAULLUHCKUIA YHUBEpPCUTET, Poccuitckas Peaepauus

Experience of using targetted drugs in children
with cystic fibriosis in the Astrakhan region

Bashkina O. A., Sergienko D. F.

Astrakhan State Medical University, Russian Federation

MpencrtaBneH KAMHWUYECKUMIA OMbIT NMPUMEHeHUs npenapaTta nymakadTop/meakadTop y 7 OeTeir, OO0sbHbIX MYyKO-
Bucumpgo3om (MB), ¢ reHotunom F508del/F508del B TeuyeHue 24 Hepenb 1M npenapaTta anekcakadptop/Tesakadptop/
neakadTop+umsakadTop y 3 naumeHToB ¢ reHotunamm F508del B coveTaHum ¢ ogHon 13 178 mytaumin, Bknoyas F508del,
B TedyeHne 12 Hepenb. B xoae nccnenoBaHns 4eTBepO NauMEHTOB M3 CEMU NMpeKpaTuan Npruem npenapata nymakadrtop/
nBakadTOp B CBA3U C OTCYTCTBMEM 3ddekTa 1 NOSABIEHNEM CEPbE3HbIX HEXeNnaTeNbHbIX BNeHni. Y 3 60NbHbIX Habnoaan-
Cs1 4OCTOBEPHbIN MPUPOCT nokasaTtenen GyHKLMM BHELLHErO AbIXxaHNs Ha GOHE CHUXEHWS 3Ha4YeHU XNopnaoB nota. JaHa
NONOXUTENbHAS OLLeHKa AeincTems moaynatopa Tpukadta®, ero ahdpekTMsHOCTM, 6E30MaCHOCTM U XOPOLLEN NePeHOCUMO-
CTW, NPOCnexXeHHon y 3 60JIbHbIX B TedeHne 12 Hepenb.

Knio4eBbie cnoBa: MykoBUCUMAO03, JlymakapTop/mpakapTop, AeTu, anekcakagpTop/TesakapTop/mBakapTop+nBakap-
TOp, AcTpaxaHckasi 061acTb

The article presents the clinical experience of using the lumacaftor/ivacaftor in 7 children with F508del/F508del genotype
for 24 weeks and using the elexacaftor/tezacaftor/ivacaftor+ivacaftor in 3 patients with F508del genotypes in combination
with one of 178 mutations, including F508del for 12 weeks. During the study, four from the seven patients discontinued the
lumacaftor/ivacaftor due to lack of efficacy and serious adverse events. In 3 patients, there was a significant increase in the
parameters of the function of external respiration against the background of a decrease in the values of sweat chlorides. In
the course of the work, a positive assessment was given of the action of the modulator Trikafta®, its high efficiency, safety
and good tolerability, followed up for 12 weeks in 3 patients.

Keywords: cystic fibrosis, lumacaftor/ivacaftor, children, elexacaftor/tezacaftor/ivacaftor+ivacaftor, Astrakhan region
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