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KomoHnxka Brinmyckarouero pegakropa/Editorial

KOJIOHKA BbINYCKAIOLIEF0 PEAAKTOPA
EDITORIAL

YBaskaempble Komnerm!

Mpl pajbl IpefIoXUTh BalleMy BHUMAaHUIO O4epef-
HOII HOMep XypHa/ia «ApXUB MefMaTPpUN U AeTCKOM XU-
pyprum». IlepefoBas cTaThs 3TOTO BBIITYCKA IOCBAILEHA
npo61eMaM AVAarHOCTUKM HMEePBUYHON LVMIVAPHON ANC-
KuHesuu. Ee aBTopbl, mIpencrapnAmoomyue Meguko-re-
HETUYECKMII Hay4dHbIM LeHTp uM. akai. H.II. boykosa
u Hay4Ho-uccnenoBaTenbCKuit KIMHUYECKUIT MHCTUTYT
mercTBa MMUHMCTEPCTBa 3ipaBOOXpaHeHn A MOCKOBCKOI
obnmactu (T.A. Kusm, 10.J1. Menpsinosckas, E.V. Konppa-
TheBa), 0000 MY OOMIMPHBIN OIBIT AMATHOCTUKY 3TO-
ro opdanHoro 3aboneBanus B Poccniickoit Oepepannn
1 MOCKOBCKOII 06/1aCTH.

B py6puxe «OpuruHanbHbIe CTaTbV» YNTATEIN HALIETO
JKypHaja MOTYT O3HaKOMMTbCA C pe3ylbTaTaMU MCCIe-
nmoBanusd BnusAHKUA reHa COLIAI Ha pasBUTHe OCTeoIle-
HIUU Y HEJJOHOLIEHHBIX JieTell, PO>KJeHHbIX METO/IOM 3KC-
TpakopropanbHoro omnogorsopenus (JI.P. Mepsnsakosa
U COAaBT., DBalKMpCKMII TOCYHApCTBEHHDbII MeAULVH-
ckuit yHuBepcureT). OcoOblil MHTepec BbI3bIBaeT CTa-
Tbs1 M3 Peciybnuku Ysz6ekncran (C.J. Tennep, AT. Ka-
MIJIOBA M COABT.) IO MCCIE[OBAHUIO POIN (PeKaTbHOTO
Ka/IbIIPOTEKTUHA Y JeTeil ¢ pedpaKTepHBIM TedeHUeM
Lenuakuy. BelsiBlieHa BBICOKas KOppesALMOHHaA CBA3b
MeX/y TIOBBIIIEHHBIMY 3HaYeHUAMU (PeKaTbHOTO Kajlb-
IPOTEKTMHA U IPOHMIAEMOCTbIO KUIIEYHMKA Y JeTel
¢ pedpakTepHbIM TedeHueM 3aboneBaHusA. Hosble ¢dak-
TBI O PasBUTHM OPOHXOIKTa30B Ha (pOHE TAXKENIOTO Te-
4yeHys1 OpoHXManbHON acTMbl nipepcrasuay H.J. Komra-
HOBa U COABT.

TpagunMoHHO 3HAYMTE/IbHOE MECTO B >KypHaje OT-
Be/IEHO aHANM3y TPYAHBIX KIMHMYECKUX caydaeB. JleT-
CKue IyIbMOHONMOTM 13 MOCKBBI ¥ MOCKOBCKOI 00-
nmactu (A.b. Manaxos, II.B. bepexxaHckuit u coaBT.)

C uckpennum ysasiceruem.
I'nasnwiii pedakmop xypHana

Y epaua donxen 6vimo
83271510 COKONA, PYKU 0e8YUKU,
Myopocmo 3meu U cepoye 1vea

ABunenHa

IpeACTaBUIN BO3MOXKHOCTM IpUMMEHEHNUA MeToja Ka-
INVUIIPOCKONINMIM HOITEBOTO JIOXKA Yy peOeHKa C TsKe-
N0t 6poHXMaNbHON acTMoi. Bpaum m3 JJonenxoro ro-
CYHApCTBEHHOTO MEIVIMHCKOTO YHUBEPCUTETA MMEHU
M. Toppkoro (O.H. Mockaniok u 1p.) onycanu pasBuTye
y ll-meTHero Manbumka Merano0/acTHOM aHeMuu, o6-
YCTIOB/IEHHON COYeTaHHBIM feduIMTOM BUTaMMUHA B
u ponuesoit kucnorsl. H.M. TarmonoBa u coaBr. n3 Tyer
HpeACTaBUIN KIMHUYECKUII Clydall MO3fHeN JuarHo-
CTUKM MYKOBMCIMZI03a Yy IOJPOCTKA C HAa3aJIbHBIM IIO-
muno3oM. VIHpexkuyonnctel u3 Mocksel un Kamyrn
(A.A. Tap6y30B u fp.) MOJENNUINCH ONMCAHUEM KIVHU-
94eCKOTO CIy4as OCTPOil PeCcIHMpaTOpHON MHEKIUN
C 3aTSDKHBIM U OCTIOKHEHHBIM TedeHMeM Ha (oHe co-
4eTaHHOI IepIIeCBUPYCHOI MH(eKL U, 00yCITOBIeHHOM
Ha/lIM4MeM IUTOMETraJIOBUPYca U BUpyca repieca 4enoBe-
Ka 6-To TuIma.

CraTtby 2-ro HOMepa XXypHana «ApXMB INefUaTpPUN
U JeTCKON Xupyprum» 3a 2025 roj MIoOCTpUPYIOT BaXK-
HOCTb NpUHIMIOB 5I1 B fmeTckoil MemmumHe: mpodu-
JIaKTUKa, IIPOTHO3MPOBaHMe, NepCOHMUKALNA, IIap-
THEPCTBO, NO3UTUBHBIN mopxof. Pemakumsa >xypHama
CY4MTaeT CBOEN MUCCHell BHePEeHMEe YKa3aHHBIX I0f[XO0-
IOB B IIPAKTUKY Bpauell, OKa3blBAIOUINX MENUIIMHCKYIO
IOMOIIb TOfipacTawlleMy NokoneHno B Poccun. B cpa-
3M C 3TUM YJIEHbl PeJaKIVIOHHOI KOJIIETUM HAIIero U3-
JaHMA NPMHMMAKT aKTMBHOE y4acTie B IIOJTOTOBKE
Bcepoccniickoro koHrpecca «5I1 JleTckas memuuuHa»,
KOTOpbIN coctoutcs 24-26 mapra 2026 r. [Ipurmamaem
Bac, Joporyue 4uTaTeny, NpUHATh ydacTue B HeM. Ilop-
po6HYI0 MH(}OPMALMIO O KOHTpecce BbI HalifieTe Ha caii-
Tax Meponpusatus (www.congress7.5pediatrics.ru) u Ha-
HIETO XXy pPHaJa.

Oounaesa Hypunuco Inymaesna, 0.m.1., oupexmop Hayuno-uccnedosamenvckozo KIUHUMECKO20 UHCIMUMYmMA 0emcmea

Munucmepcmea 30pasooxpanenus Mockosckoii o6nacmu

(ynuya Komunmepna, 61a0. 24a, cmp. 1, 2. Mumuwu, 141009, Mockosckas obnacmuv, Poccus)

ORCID: 0000-0001-5214-8072, Scopus Author ID: 57216961554
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MEPEJOBAA CTATbA

B03MOXHOCTI AVIaTHOCTVIKY IIEPBUYHON LVIIVAPHON
nuckuHesun B Poccniickon Oepepanun

EJ. Konpparpesa®?, T.A. Kusu®?2, F0.J1. MenbsHoBckas"?

' OIBHY «MefuKO-reHeTUYeCKMIn HayyHbI LEHTp UMeHW akageMuka H.MN. Boukosa» (yn. Mockeopeube, 4. 1, . Mocksa, 115522,
Poccus)
2 TBY3 MO «Hay4Ho-uccnenoBaTeNbCKUil KNMHUYECKUIA WHCTUTYT feTcTBa MuHucTepcTBa 34paBooxpaHeHuss MocKoBCKoM

obnactu» (yn. KoMuHTepHa, 24a, cTp. 1, . Mbituwm, 115093, Poccus)

Pesiome

MepBuuHas uunuapHas auckuHesus (MULJ) — opdaHHoe 3a60-
nesahue (MIM 244400), yale Bcero ¢ ayTOCOMHO-PeLeCCUBHBIM
TUNOM HacNefloBaHWA, XapakTepusyloweecs AuchyHKuUMei
NOABUHBIX pecHuyeK. OcHoBHbIMM nposBneHnamu MNUJ sB-
NATCA XPOHMYECKNe 3aboNieBaHNA BEPXHWUX M HUMKHUX [blXa-
TeNbHbIX NYTei, aHOManun pacrnonoXeHWs OpraHoB, KOTOpble
BCTpeyvatoTcs npumepHo y 50% naumentoB ¢ MU (cuHapoM
KapTareHepa), BpoXaeHHble NOPOKM CepALa, TaKKe XapaKTep-
HO BeCnIoane Yy MYXUWH U CKNOHHOCTb K BHEMaTOYHbLIM Bepe-
MEHHOCTAM Y KEHLLMH.

Lienb 0630pa — npeacTaBuTh AaHHbIE 0 COBPEMEHHbIX METOAAX
avarHocTuku MNLUJ, KoTopble Bo3MOXHbI B Poccuiickoin Qepe-
pauuu.

IuarHocTtuka MNLUJ, sBnseTca cnoXHoi 3apayen, Tak Kak HeT
€[IMHOr0 «30/10TOr0 CTaHAapTa», NMO3BOJIAIOLLEr0 MOHOCTbIO
YCTaHOBUTb WMAW UCKIOUMTL 3aboneBaHue. [1ns TouHoro onpe-
penenns NUJMO HeobxoauMo npoBoauTb pAf Chneuuannsupo-
BaHHbIX MCCNeA0BaHWUA, KOTopble OCHOBBLIBAKTCA Ha coyeTa-
HUM KJIMHWYECKMX JaHHbIX, FeHETUYECKOro aHaiu3a, a TakKe
aHanusa ynbTpacTpyKTypbl M GYHKUMM PECHUTHATOrO 3nuTe-
nms. JononHUTeNbHbIE TECTbI BKIKOYAIOT YPOBEHb OKCUAA a30-
Ta B BblAbIXaeMOM BO3AyXe W MOBTOPHble TecTbl B 0bpa3suax
KynbTyp pecHuyek. [efuatpbl, HEOHATONOMM, MYNbMOHOMOMM
W OTOPUHOMAPUHIONIONM LOMKHBI NOAAEPHMUBATL BbICOKYH OC-
BeoMIeHHoCTb 0 L 1 HanpaBnATb NaUMEHTOB B Cneuuanu-
3UPOBaHHbIE LIEHTPbI A5 NOATBEPKAEHUA IMarHo3a.

KnioueBble cnoBa: nepsuMyHan unanapHaa oAUCKNHe3nd, puarHocTnyecKue TeCthbl, Cneunann3npoBaHHble LEHTPbI,
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EDITORIAL

Possibilities and limitations in diagnosing primary

ciliary dyskinesia in Russia
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Abstract

Primary ciliary dyskinesia (PCD) is a rare disease (MIM 244400),
an autosomal recessive inherited disorder characterized by dys-
function of the motile cilia. The main manifestations of PCD

are chronic upper and lower respiratory tract infections, organ

malpositions (in approximately 50% of PCD cases (Kartagener
syndrome)), congenital heart defects, infertility in men, and an

increased risk of ectopic pregnancies in women.

Objective — to present data on current methods applied to diag-
nosing PCD in the Russian Federation.

Diagnosing PCD is challenging, as there is no single “gold standard”
that allows accurate identification or exclusion of the disease.
This requires a series of specialized studies relying on a combi-
nation of clinical data, genetic testing, and examination of ciliary
ultrastructure and function. Additional tests include exhaled ni-
tric oxide levels and repeated tests on ciliary culture samples.
Pediatricians, neonatologists, pulmonologists and otorhinolar-
yngologists should maintain high awareness of PCD and refer
patients to specialized centers to confirm the diagnosis.

Keywords: primary ciliary dyskinesia, diagnostic tests, specialized centers, high-speed video microscopy ciliated epithelium,
transmission electron microscopy, DNA diagnostics, genome and exome sequencing
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BBenenne

[epBuyHas umnuapuas guckuunesus (I1LIJ]) — aro re-
HEeTUYeCK) TeTeporeHHoe 3abo/eBaHe, XapaKTepusyo-
meecs flepeKTaMy MOABIDKHBIX CTPYKTYpP KIIETOK (pec-
HUYKY, XI'YTUKM). B pesynbprate gedekToB BO3HMKaeT
HapylleHMe NOABIDKHOCTM peCcHUYEK, MPUBOAA K Xpo-
HUYECKUM PeCHUPATOPHBIM MHQOEKUUAM, 3aTSXKHBIM
BOCHAJIMTE/IbHBIM IIpoOIleccaM ¥ YXYALICHUIO KauyecTBa
JKVI3HM MMALIMEHTOB. [1].

Kpome Toro, IIIIJI MoXeT compsiKeHa C BPOX[eH-
HBIMM aHOMaNMAMIY, BK/IIOYasd HapyLIeHMA jaTepann-
3al[MM BHYTPEHHUX OPraHOB, YTO BeJEeT K aCMMMEeTpUNI
B PacCIOIOKeHUM OPTAHOB, a TaKXXe K IIpobeMam ¢ dep-
TUIBHOCTBIO Y MY>KYMH U XeHIIMH. Bce 3TO fmemaer 3a-
6o7eBaHIe MHOTOACIIEKTHBIM 1 TpebyeT KOMIIEKCHOTO
MOAX0/1a K IMATHOCTYKE U JIEUE€HU IO, YIUTHIBAIOLIETO €T0
MOJIEKY/IAPHO-TEHETUYECKYI0 OCHOBY M KIMHUYECKYIO
BapnabenbHOCTb.

Pacnpoctpanennocts IIIJ] Bappupyer ot 1:10000
mo 1:60000. OgHako B MOMyIALMAX, Ifie PAcIpoOCTpa-
HEeHbl KPOBHOPOJCTBEHHBIE Opakyu, 4acToTa 3aboseBa-
HUsI MOXKET ObITh 3HAYMTENBHO BbIlle. VICTMHHAs pac-
npoctpaHeHHocTb IIIIJI ocraeTcsi HeolpemeneHHOI],
YTO B 3HAYUTETBHON CTemeHU OOBACHSIETCS HeNoCTa-
TOYHOM AuarHocTukoil. Iupokuit auanasoH 4acTOTHI
3abojieBaHMsA OOYCTIOB/IEH PasnMUMsAMU B KPUTEPUSIX
AVATHOCTUKY ¥ HONY/IALMOHHBIMM (PaKTOpaMu, TaKu-
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MU Kak reorpaduyeckye BapMaluy MyTalNil X 4acToO-
Ta KPOBHOPOACTBEeHHBIX OpakoB. K Tomy >xe mna ITLI,
KakK ¥ Ji/I1 MHOTUMX APYIUX PeAKUX 3a00jeBaHuUil, JOI-
roe BpeMs He CYyILeCTBOBAJIO Kofja B MeXIyHapomHONI
knaccudpukanuy 6omesneit (MKB), 4to 3sarpypusio
UAeHTU(UKAIVIO CTy4aeB B PasINMYHbIX 0a3ax JaHHBIX
(MKB-10 — Q33.8 — Jlpyrue BpO>X/ieHHbIe aHOMAaJINN
nerkoro). B Hactosiee Bpems ¢ BBegeHneM MKDB 11-ro
nepecmorpa g I Beigenen ko LA75.Y — Jlpyrue
YTOYHEHHbIE CTPYKTYpPHBIEe aHOMAJINY Pa3BUTH TeTKUX.
Tak>ke 0603HauYeHBI pasHble MOATUIIBI 3200/IEBAHMSI, Ta-
Kue Kak cuagpoM Kaprarenepa u III1]] ¢ nurMeHTHBIM
PETMHNUTOM, KOTOPBII OOBIYHO HAVATHOCTUPYETCA Y
B3POCTIBIX MAIVIEHTOB [2, 3]. CorytacHO Me>XyHapOJHBIM
uccnefosaHuaAM, guarHoctuka I satpymuena: 35%
nanyenToB ¢ cumnromamu I11]]] o6pamanuch 3a momo-
mpio 60stee 40 pas, Ipexe YeM OHY ObUIM HATIPABJIEHBI
K CIIeI[MauCcTaM [ IPOXOKAEHNA AMarHOCTUYeCKUX
TecToB. B epmanun, HanmpuMep, okono 30% naneHToB
obpartunuch K BpadaMm 6ormee 50 pas [O yCTaHOBIEHUS
nuar"osa ITII]T [4].

HepmaBuee wmccrmemoBanne B Poccmm, mposeneHHOE
B 2023-2024 rr.,, OKa3ano, 4YTO CPeSHUI BO3PACT IIO-
craHoBKM puarHosa IIIIJl y merelt cocTaBiseT 5 7neT,
YTO CONOCTAaBUMO C BaHHbIMK U3 EBpomnsl [4]. B SImonun
3TOT BO3PACT JJOCTUTAET 7,5 TOfja, TP STOM Y IALIEHTOB
¢ cuapgpomoM KaprareHepa fmar{os moATBep)KHaeTcs



3HAUNUTENIbHO paHbllle — B CpefHeM B 3,5 rofia. Y B3poc-
JIBIX CPEeJHMI BO3PACT MOCTAHOBKM JMarHO3a COCTABIIA-
er 18 net [3, 4].

Ouarnoctuka I/l npencraBnser coboit CIOXKHBIN
IPOLIECC, IIOCKONIbKY He CYIeCTBYeT ef[MIHOTO «307I0TO-
TO CTaH/japTa», KOTOPBIN OBl O3BOJIS/I C YBEPEHHOCTBIO
HNOATBEPAUTDb WIV OIPOBEPTHYTb 9TO 3aboreBaHIUe.
B cBa3M ¢ 3TOI 0COOEHHOCTHIO I TOYHOI AMATHOCTH-
K11 TpeOyeTcsl IpoBefieHMie MHOXKeCTBa CIielnpIIecKnx
UCCTIEIOBAHMIL, YTO IORYEPKMBAET Ba)XHOCTb MCCIe-
[IOBaTe/IbCKUX LIEHTPOB [5, 6]. LleneBas rpymnma cnenu-
amuctoB B obmactu IIIIJI pekoMeHAyeT OCYIIeCTBIATD
TeCTUPOBaHUe TOJIbKO B CIIEIMa/IN3MPOBAHHBIX YUpPexX-
IeHUsX, KOTOpble pacIolaraloT pecypcaMiu U OIBITOM
IJIsl aleKBaTHOI MHTEPIpeTaLy Pa3HOOOPasHBIX [ua-
THOCTUYECKMX JJAHHBIX. DTO HEOOXOAVMMO J/IA YCTaHOB-
JIeHN A [Mara3oHa HOPMaJIbHBIX 3HaYeHW Y BBISBICHM A
OTK/IOHeHMI (aHOManui1), cBsasanubix ¢ IIII], 4To 1MO-
3BOJISIET CPAaBHUBATD IIONYYEHHbIE Pe3Y/IbTAThI C JAHHDI-
MM 3[0pOBBIX JOHOPOB. Cpeny MeTOfOB AMArHOCTUKMU
III1]] BBIfEnsieTcs HECKONBbKO MIMPOKO MCIIOIb3yeMBbIX
TECTOB, KaXK[bIil 13 KOTOPBIX BHOCUT CBOJ BK/Iaj B 00-
MU JUarHocTudeckuit mpouecc. CKPMHUHTOBBIM Te-
CTOM sIBJIsIeTCs u3MepeHue okcupa azota (nNO) B BbIIbI-
xaeMmoM Bo3sgyxe. YposHu nNO npu III1]I, kak mpaBuo,
3HAYMTE/IbHO HIVKe HOPMaJIbHBIX 3HAUYEHUIT, YTO JienaeT
3TOT TeCT BaXXHBIM JJIs1 HA4a/IbHOTO CKpuHMHTA. Crieny-
IOIMM METOJOM SABJISETCS BBICOKOCKOPOCTHAs BUJEO-
mukpockonus (HSVA), xoropasi mosBonsieT aHanusu-
POBaTh YacTOTY U XapaKTep OMeHNsA pecHUYeK (CBexue
610006pasIbl n/Mn KynbTypsl KneTok (Air-Liquid Inter-
face — ALI). Takoe uccienoBaHue faeT BO3MOXKHOCTD
BBISIBUTD (PYHKIMOHAJIbHbIE AaHOMA/INM, CBOICTBEHHBIE
IO, n B codeTaHUM C JPYTUMM MMeET BBICOKYIO 4yB-
CTBUTENBHOCTb U CrenubUIHOCTD. 15 MccrmeqoBaHus
HeobXoayM obpasel] KJIeTOK [IbIXaTelbHBIX IYTel, KOTO-
PBIil 3aTeM MCCIeRyeTcA MoJ MUKPOCKOIIOM C BUJeope-
TUCTpaL M.

TpaHcMuUCCMOHHAs —~ 97IeKTPOHHAs  MMKPOCKOIMS
(TOM) mpemocTaBiIsfeT BO3MOXXHOCTb PacCMOTPETb
CTPYKTYpPy pPeCHMYEK Ha K/IeTOYHOM yposHe. C momo-
mpio TOM [MarHOCTUPYIOTCA CTPYKTYpHBIE HedeKThl
U OTCYTCTBUE OIIpefle/IeHHbIX KOMIIOHEHTOB B aKCOHEMe
PECHUTYATOrO muTenus [7].

Kpome TOro, cymectByer MeTon MMMYyHOQIyopec-
1eHTHOro okpamunBanus (V®-okpaumBanme), KOTOPBIi
VICTIONIb3YeTCA ISl BBIABIEHNA CHelN(PUIeCKNX CTPYK-
TYPHBIX 0€lKOB B pecHMYKax. JJaHHBINI MeTOJ INpemo-
CTaB/IAeT HOIOMHUTEIbHYI0 MHGOPMALVIO O Ha/INIUN
VIV OTCYTCTBUY OIPefie/IeHHBIX 0€/IKOB, YTO TaK>Ke MO-
JKeT CIIoco6CTBOBATh AMarHocTuke [7, 8].

leHoTMIIMpOBaHMe CTAHOBUTCA HE MeHee BaXKHBIM,
HIOCKO/IBKY IIO3BOJIAET MACHTUPUIVPOBATh MyTaLUU
B reHax, acconuupoBaHHbix ¢ III1]]. Tenernueckoe Te-
CTUPOBaHMe TIOMOTaeT MOATBEPAUTD SVATHO3 U BBLABUTD
KOHKpeTHbIe MYTall!M IJIs1 JaTbHENIIero ieueHns 1 Ha-
OmomeHns malueHToB [8].

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

HecMoTpst Ha TO 4TO JOCTYIHOCTb ¥ BO3MOXKHOCTD
COYeTaHMUs 3TUX TECTOB BAPBUPYIOTCA B PasHBIX CTpa-
HaX, PyKOBOJ L€ IPYHIMIIBL B 00/IaCTY AUATHOCTHUKY
[T obecrieunBaOT OIpefie/IeHHYI0 TMOKOCTh OTHOCH-
TeJIbHO BBIOOpA KOHKPETHBIX TECTOB [I/Is1 KaXK[OTO Maly-
eHTa. B npeane cnenyanus3upoBaHHbIE IIEHTPHI TO>KHBI
UMETb BO3MOXXHOCTD MPEOCTABIIATh BCe HEOOXOAUMbIe
TEeCTBI, KOTOPBIE CIOCOOCTBYIOT IMATHOCTUYECKOMY pe-
MIeHNI0. JTO MO3BO/IAET BpayaM HAWIYy4LINM oOpasoM
aflaTMpPOBATh AMATHOCTUKY K KaXK[JOMY OTHEeIbHOMY
C/Iy4alo ¥ IIOBBIIIAET BEPOSITHOCTb NPaBMJIBLHOTO AMa-
THO3a U JasnbHelero 3 GeKTUBHOTO IeyeHn s MaleH-

tos ¢ ITII]T [9].

MeToabl puarHoctuku MNLUJ, KoTopble ucnonb3yioT
B Poccuiickon ®epepauun

IIpy ycraHOB/IE€HMM [AMAaTHO3a YYUTBIBAETCA Xapak-
TepHasA KIMHNYecKaA KapTuHa npoasnenu I, npo-
BOJIUTCS OI]eHKa aHAMHeCTUYeCKUX JaHHBIX C IOMOIIbIO
npepuktuBHOi mkansl PICADAR (PrImary CiliAry
DyskineseA Rule), xotopasi ykasbiBaeT Ha HeoOXOmu-
MOCTD JaTbHeNIIero GUarHOCTUYECKOTO MOVICKA Y feTelt
C NPOAYKTMBHBIM KamrieM (YyBCTBUTETBHOCTb M CIIe-
UPUIHOCTD CYMMBI 6a/I0B >5 /IS yCTAaHOB/ICHNUS Ua-
ruosa [T — 90 u 75% cooTBeTcTBeHHO) [10].

OcHoBHble knuHNYeckue npospiaeHus [I1]I HaumHa-
I0TCA ellle B Iepuoj, HOBOPOXJEHHOCTU B BUJE peclu-
PaTOPHOTO AUCTPECC-CUHAPOMA U BPOXK/IEHHOI ITHEB-
MOHMY, OfHUM U3 CEPbe3HbIX OCTOXHEHUIl KOTOPBIX
SIBJIAETCS JbIXaTe/IbHASL HENOCTATOYHOCTb, C HEOOXO-
OUMOCTBIO IOflayy [IOIO/IHUTE/IbHOTO KUCIOpPOfia B Te-
yeHMe NepBbIX AHel >xu3Hu. B ganpHeitmem I mpo-
ABAETCA B BUAE PeUUAVBUPYOMINX BOCIaINTENbHbIX
3a00MeBaHMII KaK BEPXHUX, TaK U HVDKHUX JIbIXaTelb-
HBIX ITyTell, BK/II04ast OPOHXUTBI I THEBMOHMNM, KOTOPBIE
MOTYT IIPUBECTY K 06pa30BaHNI0 OPOHXOIKTA30B.

CraTucTuka MOKasbplBaeT, YTO PeCIMpaTOPHbIE CUMII-
TOMBI OCJIOKHSIOT Te4eHMe IIepBOro MecAlld >KU3HU
y 60% manuenTos c IIII]I. Tax>xe pacmpocTpaHeHbI Xpo-
HUYECKUI PMHOCHHYCUT, IIOJINIIO3 HOCA U PeUUAUBIPY-
IOIIJie OTUTHI, YTO MOXKET IPUBOAUTD K IIPOTPeCCUPYIO-
LIeMY CHIDKEHUIO CTyXa. B HEKOTOPBIX c/1y4asAx y feTel
paHHero BO3pacTa HaOMIOFAIOTCSA CUMIITOMBI, CBsI3aH-
HBbIe ¢ Iedanrueit, KOTOpble MOTYT IIPOSIB/IATHCS B BUJE
KaIpU3HOCTY M CHIDKEHVMEM OOIero caModyBCTBIUS,
4acTO BO3HMKasA Ha (OHE XPOHMYECKOTO PUHUTA U TIO-
pakeHus NPUAATOYHBIX Ma3yX Hoca. OOHUM U3 IpPOSB-
nennit IIIJT siBnsieTcs ruppouedanus, KOTopas CBsi3aHa
¢ HapyuleHueM QYHKIWM SHEHAMMATbHBIX pPeCHUYEK,
BBICTM/IAIOLIUX KeNTyIOUYKM TOTOBHOTO Mo3ra. IIpu atom
PAn OPYIUX BPOXXIEHHBIX aHOMA/INi, TaKUX KaK TpaHC-
MO3MIVA MarucTpaabHBIX COCYZIOB, C€pHeYHble aHOMa-
nuu, MoryT acconuuposarbes ¢ [T [11]. OcnoxHeHns,
cBasaHHble ¢ JIOP-opranaMu, BO3HUKAIOT B pe3y/bTaTe
HapyureHusA QyHKIUU peCHUYEK B eBCTaXMeBOil TpyOe
U CpeflHEM yXe U MPUBOJAT K PasBUTUIO XPOHUYECKOTO
3KCCYJaTMBHOTO CpeJHEro OTUTA ¥ PeUUANBUPYIOLIUM

o
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3MM307jaM OCTPOTO CPeffHero OTUTa. Takme COCTOSHMA
MOTYT BBI3bIBaTb KOHAYKTUBHYIO TYTOYXOCTb B paHHEM
IeTCKOM BO3pacTe.

Kpome Toro, y 40-50% mnanuenrtos c¢ III]]] Habmona-
eTcsi oOpaTHOe paclojioKeHNe BHYTPEHHUX OpPraHOB
(situs viscerum inversus) U U30MUPOBAHHAS TEKCTPO-
kapaus [12]. [TosTomy TuiatebHO COOpaHHBIN aHAMHE3
MO3BOJIAET NeAMATPY BBIABUTH K/IIOUEBbIe CUMIITOMBI
U CMHJIPOMBI, OIIPefie/INTb KPYT BO3MOXHBIX [INarHO30B
U CIUTAaHMPOBATh [ja/bHelllIee 00cTefoBaHue.

JJomonHNTeILHOMY 00C/TeOBAaHNIO ITOAJ/IKAT MaIiy-
€HTBI, MMeIolL[/ie HEeCKOTbKO U3 IePeYMCIeHHBIX IIPU-
3HAKOB:

o IIOCTOSIHHBI NPOAYKTUBHBIN Kallle/lb, aHOMAa/INK

PacIoNoKeHN A BHYTPEHHUX OPTaHOB;

* BPOXIEHHBIE IIOPOKM CepyLIa;

o MEPCUCTUPYIOUNIT PUHUT, HONNIIO3HBI PUHOCUHY-
CUT;

o XPOHMYECKMII CPelHNUII OTUT CO CHYDKEHMEM CTyXa
(nnm 6e3 TakOBOTO);

 MOBTOPHbBIE OPOHXUTHI, THEBMOHNM B aHaAMHe3e;

o OPOHXO3KTa3bl;

 Ha/IM4ye pecyPaTOPHBIX HApyLIeHMI! (B T. 4. P KO-
TOPBIX OTPeOOBaIaCh MHTEHCUBHASI TePAIINsI) B Tie-
prone HOBOPOXIEHHOCTH;

* TAIVEHTH 63 aHOMaNil pacloNo>KeHN s BHYTPEH-
HUX OPraHOB, HO MMeEMIIUe ApPyTMe XapaKTepHbIe
knuHndeckue npossaenus II1]1;

e CcUOCHI U pyTue poAcTBeHHNKY nanyeHTos ¢ III],
0COOEHHO TpM HAMUYMY XapaKTePHBIX KIMHMYe-
CKUX IIPOsABJICHU;

o TAIIMEHTBI C COYETAaHNMEM XapaKTepPHBIX KIMHUYE-
CKMX IIPU3HAKOB C IOTO>XNUTEIbHBIM Pe3ylIbTaTOM
onerkn 1o 1kanre PICADAR (> 5).

Hna puarHoctuku IIJI Mcnonp3yloT pyTHMHHBIE METO-
IBI C LIE/IBI0 OIIEHKM U IMHAMUYECKOTO KOHTPOJIS COCTO-
SHUS peCIMPATOPHON M CEPHIeYHO-COCYAMCTON CUCTEM:

o CIIIPOMETPUS;

o penrreHorpabus M KOMIbIOTepHas ToMmorpadus
(KT) opraHOB TpymHON KJIETKM ¥ TIPUAATOYHBIX
I1a3yx HOCa;

o 3MeKTpoKapauorpadus u sxokapguorpadus;

o OPOHXOCKOMIS;

o MUKPOOMOMOrMYecKasi JUAarHOCTUKA.

LienTpbl PO, B KoTOpBIX NpoBoAMTCA NabopaTopHas
M MHCTpPYMeHTanbHasa auarHoctuka MU

BbICOKOTEXHONMOTMYHbIE [MAarHOCTUYECKME TeCThl SB-
NAITCA BOCTATOYHO HOPOTOCTOALIMMU UM HEJOCTYIIHBI
O/ HIMPOKOTO UCIO/Nb30BaHMA B HecCHelManusupo-
BaHHBIX LIEHTpaX, M03ToMYy B Poccuiickoit ®emepannnu
puarHoctuka III]J] ocymecTBaseTcs B HECKONbKUX Lj€H-
Tpax: PIBHY «Mennuko-reHeT4ecKuii HayYHbIN LEHTP
nMmenn akamemmka H.II. BoukoBa» (r. Mockga), I'BY3
Mocxkosckoit obmactu «HUKWM gerctBa MuHucrep-
cTBa 3[apaBooxpaHeHuss MockoBckoit obmactm» (MO,
r. Merrummn), HVUKWM negmatpum m meTckoi Xmpyp-

ruyu uMmenu akagemuka IO.E. Benprumena (r. Mocksa),
OIr'AY «HMMUL] 3poposbs peteli» Munsgpasa Poccun
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Tepbypr).

BblCOKOCKOpOCTHOﬁ BMAEOMMKPOCKOHMHECKMﬁ aHaiuns3

ITanmentam ¢ knuHMYeckumu npusHakamu I pexo-
MEHJIOBAaHO IIPOBeJieHNe BBICOKOCKOPOCTHOTO BU/I€OMMU-
Kpockonmyeckoro aHaimmsa (BCBM; high-speed video-
microscopy analysis — HSVA nan HSVMA) ¢ nenbio
OLleHKM (PYHKIIMOHA/IBHOI aKTMBHOCT) PeCHUYEK B IIje-
TOYHBIX CBEXNX OMONTaTax CIM3NUCTON HOCA, Tpaxeu
u/mnm 6ponxos uau B ALI-kynbrypax (tonbko B PITBHY
«MI'HIl»). llleTouHble 6MONTATHI MOTYYAIOT C MAJIOM3-
MEHEHHOJ CIM3UCTOM OOOJIOYKM B IIEPUOJ PeMUCCUN
3aboneBaHns (pekoMeHayeTcs 3a00p OmonrTaTa He paHee
4yeM 4epe3 4-6 He[enb IIOCIe OCTPON PecnupaTOpHON
uHbeKIN).

Ha 6asze ®TBHY «MTI'HI» BBICOKOCKOPOCTHOI BUTEO-
MUKPOCKOIIMYECKNI aHa/MN3 IPOBOAUTCS CO CKOPOCTBIO
cpeMknu 180 xampoB B cexyHpy. [lony4yennble Bueonso-
Opa>keHMsI aHAMM3UPYIOTCS C TOMOIIBIO pa3paboTaHHOI
IpPOTPaMMBI OIIpefie/IeHNs] YaCTOThl OVMeHMs pecCHUTYA-
TOro anuTenus B [l Ipy mepBUYHON UMINAPHON AVICKY-
He3yun (Primary Ciliary Dyskinesia High-Speed Video
Microscopy Analysis — PCD HSVMA). Vccnenosanne
npoBogutcsa Ha 6aze PIBHY « MI'HII» Bcem manyenTam
MPY HATM4UY TToKa3aumii [13].

Ha 6a3e HMKV negyiatpum u feTCKO XUPYpPIuy nMe-
HM akagemuka IO.E. Benbruinesa nmpoBoguUTCs OLiEHKA
(YHKIIUY IVIMAaPHOTO SIINUTeNNA OMONTaTOB CIV3UCTON
000/104KM HOCA MM OPOHXOB METOHOM KOMIIBIOTEPU3U-
POBaHHOI CBeTOBON Mukpockonuy. OueHNBawTCA Ta-
KJe TapaMeTphl: ABUTAaTe/bHas aKTVBHOCTb PECHUYEK
npu yBenmdenuu X100, x400, x1000, mporeHT KIE€TOK
C TOfIBVKHBIMM PeCHUYKAMM B IIeTbHBIX IITACTAX, Xa-
paKTep [BVDKEHMS PeCHUYEK, YacTOTa JBUKEHUS pec-
Huvek (I'm), mopdonornyeckrme 0co6eHHOCTU KIIETOK
LUINAPHOTO 3nuTenus [14].

VccnepoBaHue OBUTATe/TbHON aKTMBHOCTY PeCHUYEK
IVIMAPHOTO SHUTENNA B HATUBHOM IIpenapare BBI-
moHsIeTCs1 Ha 6aze MOpPO30BCKOI JIETCKOI TOPOACKOI
KJIMHUYECKON OO/NBHUIBI C ITIOMOIIBI0 BY/ICOKOMIIIEK-
ca, COCTOSAIIETO0 M3 MMUKPOCKONA ¥ IM(POBOIl BBICOKO-
CKOPOCTHOJ BUIEOKaMepbl ¢ BO3MOXXHOCTBIO CHEMKMU
co ckopocThIo 0 200 kafpoB B cekyHAY («kEC-Oxcmepre,
Poccns), mepcoHaIbHOr0 KOMIIBIOTEPA C IPOTPAMMHBIM
obecrreuenniem MMC MultiMeter (MMCSoft, Poccus).
ITpoBopMTCSA OIEHKA YAacTOTHI M MATTepPHA OMEHUs pec-
Hnuek ([') (CMHXPOHHOCTB OMeHUs, XapaKTep IBIUKe-
HUA ¥ aMIUINTY/a OueHns pecHndex) [15].

MeTOzi BBICOKOCKOPOCTHOJI BUIEOMUKPOCKOINM WC-
nonb3yercss B HalnoHa pHOM MeAMIMHCKOM VICCIENO-
BaTeNbCKOM IieHTpe uM. B.A. AnmasoBa» (r. Cankr-Ile-



TepOypr). C 1enpi0 00BEKTUBHON OLEHKM aKTUBHOCTHU
[MJIMAapPHOTO aIlllapaTa MPYMEHIeTCs METOJ, BU/IEOLINITO-
MopdoMeTpun ¢ UCTIONb30BaHMEM MUKPOCKOIA JI/Is pe-
TUCTPALUU IIATU BUAeodalyIoB ¢ 4acTOToN 3ammcyu 70—
100 xagpoB B cekyHAY. MopdoMeTpudecknii aHamu3
MOTY4YeHHBIX Pe3yJIbTaTOB OCYLIECTBIANCS IOCpef-
CTBOM IporpaMMHoro obecrnedenuss MMC Multimeter
software (MMCSoft, Russia). HaruHbiit 0obpaser; pec-
HUTYATOTO SMUTENUS OKPAIIMBAETCA IreMaTOKCUIMHOM
lappuca mo Ilamanukonay M 303MH-METUIEHOBBIM CH-
HuM 1o Mait — I'prouBanbny. B xone Buneonnromopdo-
MeTpUM YHAeTCs 3aperucTpypoBaTh TaKye IapaMeTphl,
KaK JOJsI KJIETOK C MOABIDKHBIMU IMIusAMU (%), BBDKU-
BaeMOCTb KJIETOK (MMH), yactota omenms uunmit (UBLT)
(T'x), mnuua it (MKkm) [16].

B ®I'AY «HMMUI] 3popospa geteli» Munsapasa Poc-
CUV IIPOBOANTCS CBETOBasI MUKPOCKOIN S PECHUTIATOTO
SMUTENNA PeCHMPATOPHOrO TPAKTa I 3aMVCKU BUJEO
U BU3YaJIbHOJ OLIEHKV IO[BVDKHOCTY pPeCHUYeK 3INTe-
VS BBIXATeNbHBIX ImyTel [17].

CaMOCTOATEeIBHO METOJ, BBICOKOCKOPOCTHOI BUJIEO-
MUKPOCKOIUM He MOXKET ObITh MCIIONB30BAH U MMEET
IMATHOCTUYECKOe 3HadyeHMe IIPYM MCHOIb30BaHUM CO-
BMECTHO C OIICHKOJ KIMHMYECKUX CUMIITOMOB U IpYTH-
MM CHEeIVIaTbHBIMU METOLaMM.

EBpomneiickoe pecnmparopHoe ob6iectBo (Europe-
an Respiratory Society — ERS) He pexomeHpyeT ore-
HUBATb 4acTOTy O6menuit pecandex (CBF) 6e3 ouenkn
XapakTepa OmeHNsA pecHUdYeK mpu auarHoctuke ITIII.
L7151 IOBBILIEHNA [UATHOCTMYECKON TOYHOCTY BBICOKO-
CKOPOCTHOJ BUJIJCOMUKPOCKOIINM OLIEHKY OMeHMs Clle-
AyeT NOBTOpUTD nocne ALI-KynbTMBMpPOBaHUA KIIETOK
MepLaTenbHOTO SIUTENN .

LlunuoreHes kneTok Ha3aNbHOro 3NUTENUA YenoBeKa in
vitro

LInnnoreHes KynbTyp KJI€TOK Ha3aTbHOTO MUTENNS, TIO-
Ty4eHHBIX OT manueHTos c III]], mpoBopguTcsa MmeTomOM
ALI-KynbTUBMPOBaHUA U IIOMOTaeT B NMOATBEPKACHUN
IuarHosa, msberas mpm 3TOM HPOOIEM C JIOXKHOIIOJO-
JKUTE/IbHBIM AMArHO30M IIpY BTOPMYHBIX MOBPEXEHU-
SIX pecnMpaToOpHOro snurenus. JlaHHOe uccaefoBaHMe
ocymiecTBsgercs Tonbko Ha 6ase DIBHY « MI'HII» Bcem
malMeHTaM Py HaTu4Iuy mokasanuii [18].

TpaHcMuUCCMOHHAsA  97IeKTPOHHAs  MMKPOCKOIMS
(TOM) wucnonb3yercss AN OLEHKU YIBTPACTPYKTYp-
HBIX ledeKTOB aKkcoHeMbl. [Ipu deHOTUNMMYeCKUX TMPU-
3HaKaX, MO3BOJAIOIINX INpepnonaratb Hamuuume IITI]T,
¢ nomomplo TOM mccmenyoTcsa pecHUTUYATble KIETKU
Ha3aJIbHOTO SNuTennsa. MeTop aBisAeTcsa 06s3aTeIbHbIM
ana puarHoctuxu IIT]I cormacHo eBpomneiickum u ame-
PUKaHCKUM KPUTEPUAM 3a00/TeBaHMUS.

TOM nmeet 100% crienpuIHOCTD, HO He BCEITia UyB-
cTBuTenbHa. COTIIACHO €BPONENICKUM MUCCIeNOBaHUAM,
y 10-20% nanuentos ¢ guarHosom IIIJI, ycTraHOBIeH-
HBIM C IOMOUIBIO APYTUX METOHOB, B TOM 4MC/I€ MOJIEKY-
JISIPHO-TEHETNYeCKOTO 00C/IefoBaHM s, 0OHAPYKMBACTCA

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

HOpMaJbHasl YAbTPacTPYKTypa aKCOHEMbl PpeCHUYEK
mb0 HeAMArHOCTMpPYyeMas aHOManusA (P HEeKOTOPBIX
TeHeTUYeCKMX BapMaHTaX). YYUTBIBAsg 3TOT (aKT, cHe-
JIaH BBIBOJ], YTO MeTOf oO/lafaeT BBICOKON crenmpud-
HOCTBIO, HO OTPaHNYEHHOI YYBCTBUTETBHOCTBIO (puc. 1).

PucyHok 1.

CxeMa ynbTpacTpyKTypHbIX U3MEHEHWUN aKCOHEMbI PECHUYKM
CcAmsucToit pecnupatopHoro TpakTa npu MU (no Cox D.W. and
Talamo R.C., 1979)

lpumeyanue: A — HopManbHoe CTPoeHKe pecHuyku. b, B,

I — n3meHenus npu MUJ;: oTcyTcTBME AMHEMHOBIX pyyeK (B),
paamanbHbix cnuy (B, I'), n3MeHeHne yncna 1 TpaHcoKaLms
MuKpoTpy6oyek (B, IN. D — puHenHoBble pyyuku; N — Hekcu-
HOBbIE CBA3KM; S — paamanbHble cnuupl; C — LeHTpanbHas
napa MMKpoTpybouek; 0 — HapyHble MUKPOTPYHOUKM.
Figure 1.

Changes in ciliary axoneme ultrastructure in PCD (according to
Cox D.W. and Talamo R.C., 1979)

Note: A— normal ciliary ultrastructure. b, B, I — changes in
PCD: absence of dynein arms (b), radial spokes (B, I'), change
in the number and translocation of microtubules (B, I'). D —
dynein arms; N — nexin links; S — radial spokes; C — central
pair of microtubules; 0 — outer microtubules.

Manbuukam ¢ III]J] nmocme 15 neT nmpoBoguTCs aH-
Opormoruveckoe oOcCrIefoBaHUE C IPOBefeHUEM CTaH-
HapTHOTO CIIEPMUOTIOTMYECKOTO UCCTIeTOBaHK (aHATNU3
CIIepMOTPaMMBbI) U 3IEKTPOHHOI MUKPOCKOIIMHA CIIepMa-
to3ougos (OMMUC). O6a metoga — TOM u SMUC — po-
crynHsl Tonbko B PI'BHY «MI'HI» [7, 9, 12].

HapylueHue cTpyKTypbl pecHu4eK npu nepBuUYHOIA
LMIMapHOWA JUCKUHE3UU

BapuaHTbl B reHax, KOAMPYIOIINX aKCOHEMHYIO CTPYK-
TYPY ¥ KOIIO/IHUTE/IbHbIEe KOMIIOHEHTBI peCHIYEK, MOTYT
HIPUBOANTD K leeKTaM YIbTPACTPYKTYPBL, a APyrue —
K aHOMAJIbHOM (PYHKUIMM, HO C COXpaHEHMEM YJ/IbTpa-
CTPYKTYPBI.

IIpn deHoTUNMYECKUX NPU3HAKAX, ITO3BOJSIOUINX
npepnonarats Hamm4ane [111]1, ¢ momorreio TOM nccre-
AYIOTCSL pecHUTYATble KAeTKM Ha3aJbHOTO VINM Tpaxe-
aJIbHOTO MMM OpOoHXManbHOrO cockoba. Hambonee pac-
IPOCTPAHEHHBIMY YIbTPACTPYKTYPHBIMM fieeKTaMMU,
UZeHTUOUIVPOBAHHBIMU B PeCIIMPATOPHBIX PECHUYKAX
nauuenToB c III]I, ABIAITCA OTCYTCTBUE, YaCTUYHOE
OTCYTCTBME MM YKOpPOUYEHMe Hapy>XHBIX W/WIM BHY-
TPEHHUX AVHEMHOBBIX pyuek (puc. 2 A-C). [Ipyrue pe-
(eKTBl BKIIIOYAIOT MONTHOE M/IVM YacCTUYHOE OTCYTCTBUE
LIEeHTPa/IIbHON Iapbl MUKPOTPYyOOYeK, MHOTAA COIpO-
BOXK/Ialollleecs] USMEHEHUSIMU TONMOXKeHUsT unn Hpopmbl



10

ITepenosas crarbsi/Editorial

PucyHok 2.

MonepeyHble Cpe3bl Yepe3 PECHUYKM C aHOMASIbHOI CTPYKTYPOil IUHENHOBLIX PyYEK aKCOHEMbI

MpuMeyaHme: A — OTCYTCTBUE HAPYIKHbIX M BHYTPEHHWX AIMHENUHOBLIX PyYeK; B — HapyLueHue CTpyKTypbl pafuanbHbIX CruL
aKCOHEMbl W OTCYTCTBUE BHYTPEHHUX AMHEUHOBbIX pyyeK; C — BHYTpeHHWe AMHEMHOBbIE PyYKM BbIABNAIOTCA Y 2, 6, 7 1 8-T0
AynneToB MUKpOTpy60oYeK. Bo3MO3KHbI BapuaHT HOpMbI; D — 0TCYTCTBME LieHTPaNbHOM Napbl MUKPOTPY6OYEK NpU COXpaHeHUM
LieHTpasIbHOI Kancynbl. HenonHble MUKpoTpy6oukm A yacTn nepudepuyeckux aynnetos; E — ofiHa HenapHas MUKpoTpy6ouKa
B LieHTpe. HenonHble MUKpOTpYy60UKM A YacTu nepudepryeckux Aynnetos; F — nosiHoe 0TCYTCTBUE LieHTpasbHOro annapaTta

aKCoHeMbI (Kancynbl M LLeHTpanbHbIX MUKPOTpPYOoYeK).
Figure 2.

Cross-sections through cilia with abnormal structure of axonemal dynein arms

Note: A — absence of outer and inner dynein arms; B — defective radial spokes of axoneme and absence of inner dynein arms;

C — inner dynein arms detected in 2, 6, 7 and 8 microtubule doublets. Possible normal variant; D — absence of central pair

of microtubules with preserved central sheath. Incomplete A subtubules of peripheral doublets; E— one single microtubule in the
center. Incomplete A subtubules of peripheral doublets; F — complete absence of central apparatus of axoneme (sheath and cen-

tral microtubules).

BHEIIHNUX JYIUIETOB MUKpOTpybouek (puc. 2 D-F), pas-
NUYHbIe HapyLIeHNs MUKPOTPYOOUeK, CBsI3aHHBIE C Jie-
(dexTaMM peryasAaTOPHOIO KOMIIIEKCAa HEKCUH-IVHEeNH
¥ pafyanbHBIX CIIUL.

MeToa MMMyHOGyopecLeHTHOro OKpallMBaHuA
(MD-okpaLwmBaHue)

Tonpko Ha 6aze PIBHY «MI'HI]» mpoBoputcs mMmy-
HO(ITyOpecIieHTHOe OKpaIlMBaHNe PECHNYEK MEeTOJOM
ALI-KynbTUBMpPOBaHMA Ha MapKep PECHMUTYATHIX KIile-

TOK (B-TyOynuH) 1 MapKepbl OCHOBHBIX K/IACCOB y/IbTpa-
CTPYKTYpHBIX fedekToB pecandek (DNAHS5, CFAP300,
DNAHI11, HYDIN, CCDC103), nabmogaemsix mpu [TLI]]
B PO. Tlo ¢nyopecrieHTHBIM M300pa>keHUsAM, IIOCTIE
MMMYHOQyOPeCLIeHTHOTO OKpallVBaHUsA Ha Mapke-
pet DNAHS5, DNAHI11, HYDIN u CFAP300 BusyanpHO
IO/DKHBI HAOIONATHCS PA3/INyNs B OKPAIIMBAHUI MEX-
Iy 310poBBIM foHOpoM U nmanuentamu ¢ [T (puc. 3).



B-tubulin

PucyHok 3.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

OnyopecLeHTHbIe U300paxeHns pecHuyek B ALI-KynbType Ha 24-1 aeHb umMnnoreHesa in vitro: A, B— y 340poBoro LoHOpa;
C, D — y naumeHTa c MNUA. MonoxuTtenbHoe okpawmBaHue Ha B-TyoynuH (A) u nonoxutensHoe okpawwusaHue Ha DNAHS (B) x 100
Y 34,0pOBOr0 I0HOPa; CHUXeHMe OKpaLumuBaHusa Ha B-TyoynuH (C) u DNAHS (D) y naumenTa ¢ MU

Figure 3.

Fluorescent microscopy of cilia in ALI culture at day 24 of in vitro ciliogenesis: A, B— in a healthy donor; C, D — in a patient with
PCD. Positive staining for B-tubulin (A) and positive staining for DNAH5 (B) x 100 in a healthy donor; decreased staining for B-tubu-

lin (C) and DNAHS5 (D) in a patient with PCD

leHeTUYeCKMe UccnepoBaHUA

B 6ompmmHcTBe  ciaywaes  IIIJI  Hacmemyrorcs
[0 ayTOCOMHO-PELIECCMBHOMY TUITY, 3a MCK/IIOUYEHUEM
FOXJI (KOTOpBIil SAB/ISAETCSA ayTOCOMHO-TOMVHAHTHBIM)
u PIH1D3 v OFDI (xoTOpble ABIAITCS X-CIeN/IeHHbIM).
Omnucano 6omee 60 pasmMYHBIX T'€HOB, BBI3BIBAIOILINX
[III[1, Bxao4ass fedeKTbl B HAPY>KHBIX [IMHEMHOBBIX
Py4Kax aKCOHEMbI (DNAH5, DNAH9, DNAHI12, DNAII,
ARMC4, CCDCI03), BHYyTpeHHUX JUHENHOBBIX Py4YKax
(DNALII), c6opounsix benkax (DNAAF3) u paguanb-
HbIX Oenkax, crmiax (RSPH4A, RSPHY). B cembsax mo-
TyT OBITh pasHble MY TV POBABILE TeHbI, HO M CHTUYHbIE
KanHn4eckue cumnroMmsl. Ha moprane OMIM (http:/
WWW.0mim.org/) K HacTOAIIeMYy BpeMeHM YKa3aHo 45
TeHeTMYECKMX TOKYCOB, YYaCTBYMIINX B peannsaluy
[T M. Tem He MeHee 20-30% nrofeit ¢ XOPOIIO OXapaKTe-
pusosanHnoit III]]] He MMeOT MAEHTUPUIMPYEMBIX IIa-
TOTEHHBIX BAPMaHTOB HU B OJJHOM 13 MI3BECTHBIX T€HOB.

B cuny reHermdyeckoil TeTepOreHHOCTM IpPeANOYTH-
TeJIbHBIM ABJIAETCA CIAeSYIOLUNIl aITOPUTM NIPOBeNeHNA
MCCNeJOBaHMIA:

o KOMIUIEKCHOE€ TeHOMHOE TeCTUPOBaHUe (CeKBEHM-
pOBaHUe 3K30Ma, CEKBEHIPOBaHMe TeHOMA);

o CErperalMOHHBIN aHaauU3 B CeMbe [/A YTOYHEHMA
Ha/M4usA MyTauuii y 6IM3KMX POACTBEHHUKOB IIa-
IIMEHTa;

o (YHKUMOHAJBHBIN QaHAIN3 [JIs OIPOBEPXKEHMS
VM TIOZ TBEPXKIeHM S TATOT€HHOCTY TeHeTUUeCKOTo
BapuaHTa (kpoBb unu ¢pubpobdmactsr). [IpoBogutcs

B ®I'BHY «MI'HI]» Bcem mauyeHTaM IpU HaIM4IUNI

IIOKa3aHMIL;
o a"anmu3 MLPA (Multiplex Ligation-dependent Probe
Amplification) — MynbTUIIZIEKCHAA NUTa3Has 30H-

moBasi aMIUIMUKALYs TPOTSKEHHBIX M3MeHEeHMIT
B reHax (memenuit / JyIUIMKALINIL), IOCKOIBKY IIPO-
CTOe CeKBEeHNMpPOBaHNUe He MACHTUPUIMPYET TaKoM
TUT USMEHEHUIA.

IarHOCTMYeCKM 3HAYMMBIM CUYUTAETCS BBISIBICHVE
O6uannenpHOl MyTanuy (TOMO3UTOTHOV VM KOMIa-
YHZ-T€TEpO3UTOTHON IpPU PEeLleCCUBHOM THUIIE HACTENO-
BaHusA). K HacToAmeMy MOMEHTY Hajn4Me IMaTOTeHHBIX
BAapMAHTOB HYK/JIEOTUHON IOCIEN0BATeTbHOCTA BBIAB-
neHo nuub y 50-75% nanuentos ¢ ITI]I.

B puarnose 1enmecoo6pasHo ykas3bIBaTh IeHOTUII Ia-
nmenTa [19, 20, 21].

B mpoexTe k1IMHNYECKMX peKOMeHfannuAx 2024 r. mpo-
MMCaHO, YTO TeHeTYeCKNIT aHaMN3 y mauyenTos ¢ [TI]]
C Ienbl0 BepUPUKAIUM [UAaTHO3a ¥ YCTAHOBJICHUS
KOHKPETHOJl TeHeTu4eckoil (OpMbl peKOMeHIOBaH,
U COBpeMEHHbIe /laHHbIE€ IIOKa3bIBAIOT, YTO YCTAHOBJIE-
HJe TeHeTMYeCKOro [MarHo3a OYeHb BaXXHO NpU IOf-
60pe TapreTHOI Tepamyuyu U IIAHMPOBAHUYU CeMEITHOI
>KusHu [7, 22].

MHorue 4acTHbIe TeHeTHYECKUe Tab0paTOpuy, K Ipu-
mepy «lenomen» (https:/genomed.ru/), ITAO «LII'PM
«TEHETUKO» (https://genetico.ru/), OO0 «Jlabopa-
topusi lemotect» (https://gemotest.ru/), OO0 «u-
Butpo»  (https://www.invitro.ru/), MIHI] ®I'BHY

11
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«MTHI» (https://med-gen.ru/), maboparopus OIAY
«HMMNL] 3nopoBbst gerei» Munsnpasa Poccun (https://
nczd.ru/), Ha IIaTHOM OCHOBe MOTYT IIPOBECTM aHa-
N3 3K30Ma (CTOMMOCTb MCCIENOBaHNA BapbUpPyeTCs
ot 40 000 o 70 000 py6.) uau reHoMa (CTOMMOCTD UCCTIe-
noBaHMA Bapbupyercs ot 80 000 go 190 000 py6.). ITpo-
IO/DKUTENBHOCTb VCC/IEOBAaHUS TaK)XXe BapbUpPYeTCs;
TaK, HallpyMep, aHa/IM3 9K30Ma MOTYT IIPOBECTY B 4aCTH
nmabopaTopuit 3a 45 gHeil, B TO BpeMs KaK B APYTUX JIa-
60opaTtopusx BpeMsl UCCAENOBaHUA TOXOUT JO 6 Mecs-
1eB. B cpegHeM nccemoBaHue 5K30Ma MOYKHO IPOBECTHU
3a 3 Mecs1[a, a reHOMa — 3a 6 MeCsAIIeB.

Ha cerogusa B ®I'BHY «MI'HIl» B pamxax ¢yHpa-
MEHTA/IbHOTO HAy4YHOTO MCCIefOBaHNA, 0003HaYeHHO-
ro Kak «KoMmmmekcHslit aHanmu3 reHo-(peHOTUINIeCKUX
KOppe/IALuil IpY MYKOBUCLIMIO3€ ¥ IIePBUYHON IIVIIN-
apHOI [MCKVHE3UU», /sl MalJIeHTOB MPOBOAUTCS Oec-
ratHass JJHK-guarsocTruka mo momcky reHeTM4ecKux
BapUaHTOB, OTBETCTBEHHBIX 3a pa3BUTHUE 3a00TeBaHMS.
[TanueHTaM MPOBOIUTCS BECh CIIEKTP COBPEMEHHBIX UC-
CIIeMOBAaHUI /I IOCTAHOBKY 60JIee MOIHOTO AMArHO3a.

OuddepeHnnaapHO-IMATHOCTUIECKUI TTOUCK BKITIO-
JaeT: MYKOBNCI[MO03, IePBUYHBIC UMMYHO/e(PUIIVITHbIE
COCTOSIHUSI, BPOXK/IeHHbIE aHOMAMUY CTPOEHMsT OPOHXU-
aJIPHOTO JiepeBa, OPOHXOIKTAa3bl APYTOTO MPOUCXOXKJIe-
HUA, OPOHXUANBHYI0 aCTMY, Pl BPOXK/ICHHBIX aHOMa-
NI CepAeYHO-COCYANUCTON CUCTEMBL: TPAHCIIO3UIIO
MaruCTPa/lbHBIX COCYROB U T.NI. lmnmapHas auchyHK-
IV MOXKEeT TaK>Ke ObITb IIPUYNMHOIN APYTUX COCTOSHMIL,
TaKMX KaK MOJMKICTO3 MeYeH! U/MIN MOYeK, aTpesus
JKeTTYHBIX IyTell, peTMHONATUA, KOTOPble MOTYT IpO-
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acTMoIt 1 6POHX03KTa3aMMI
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T OrAOY BO «Poccuiickuit yHuBepcuTeT Apyx0bl Hapoaos UMeHu Matpuca JlyMymobi» (yn. Muknyxo-Maknas, 4. 6, r. Mocksa,
117198, Poccus)
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Pesiome

HepawnarHocTupoBaHHble KOMOpbMAHbIE COCTOAHMA ABMSIOTCS
YacToi NMPUYMHOW TPYAHOCTM LOCTUIKEHWUA KOHTpONA BpoHXM-
anbHoii acTMbl (BA). 0fHUM 13 KOMOPOMAHBIX COCTOSHMIA Npy BA
ABNAOTCA OPOHX03KTa3bl (B3).

Lienb. MNpeacTaBuTb KNMHUYECKYHO, NabOpaTOPHYI0 U PEHTIeHO-
NOTUYECKYH0 XapaKTepPUCTUKY NOPaXEHWA NErKux y rocnutanu-
3upoBaHHbIX aeTeii ¢ bA n b3.

Matepuanel u Metoabl. C saHBaps 2023 r. no monb 2025 r. Ha-
bnopanuck rocnutanuaupoBaHHble B [BY3 «Mopo3oBckas pet-
CKas ropofickas KnmHudeckas bonbHuua [13M» naumeHnTsl ¢ BA
1 b3. Kputepnamu BknoyeHums B uccnefoBaHue bbiam geTckum
BO3pacT, AuarHo3 bA u Hanunume B3, He CBA3aHHbLIX C MYKOBUC-
unao30M. [pUMEHANUCH KJIMHMKO-aHAMHECTUYECKWUIA aHanus,
annepronorMyeckue WM WUMMYHONOrMYECKUE WCCNEf0BaHMs,
peHTreHorpadus, KOMNblTEpHas ToMorpadums opraHoB rpya-
HOW KneTku, pnubpobpoHXocKoNUA ¢ MUKPOBMONOrMYECKUM UC-
CNefl0BaHMEM XUOKOCTM BpOHX0aNbBEONISPHOr0 JlaBaxa, Uc-
cNefoBaHue GYHKLMM BHELLHEro AblXaHWUs, @ TaKXKe U3yyeHue
JBUraTeslbHON aKTUBHOCTU PECHUYEK, FEHETUUECKUE TECTHI.
Pesynbtathl. B nepuop c 1 auBaps 2023 r. no 1 uona 2025 . B oT-
Jenenve nynbMoHosorum MBY3 «Mopo3oBckas fetckas ropof-
CKan KinHu4eckan bonbHuua [3M» 6bino rocnutanusmnpoBaHo
19 neteit ¢ BA v B3, uto coctaBuno 1,4% 0T uMcna Bcex rocnuTa-
NIM3MPOBaHHbIX 3@ 3TOT nepuog, AeTel ¢ actMon (19/1392). Cpean
naumenTos ¢ bA n b3 6bino 10 (53%) Manb4YMKOB; Ha MOMEHT ro-
CNMTann3auuy MeauaHa Bo3pacTa naumeHToB coctasuna 9,0 [7,0;
11,0] ropa; nebrot act™bl npuxoamnca Ha so3pacT 1,5 [0,54; 2,0]
rofa, ctax bA coctasnsan 8,0 [5,5; 10,01 roga, npu 3ToM MeiMaHa
BPEMEHM 0T NOABJIEHMSA NepBbIX CMMNTOMOB bA f10 ycTaHoBNEHMA

AmarHosa bbina 5,5 [2,75; 8,5] roga. Mpu noctynnenumn 17 (89%)
JeTel 0TMeYanu CHUMEHWE TONEPaHTHOCTU K (M3NYECKOH Ha-
rpyske, 15 (79%) — ogbiwwky, 10 (53%) — cyxoi Kawwenb; y 6 (32%)
NaUMEHTOB UMENUCh CyXue CBUCTALLME Xpunbl, ¥ 3 (16%) — cBu-
CTALLee [bIXaHWe; YPOBEHb 303MHOGUIOB U MOHOLMTOB COCTaB-
nsan cootBeTcTBeHHO 0,22 [0,07; 0,34] n 0,42 [0,33; 0,46] kn/MKn;
Me[mMaHa UCXoAHoro obbeMa hopcupoBaHHOIO BbioXa 3a 1 CeK.
coctasnsna 80,0 [47,0; 89,0]%. CemMeMHbIN anneproaHamMHes bbin
otaroweH y 12 (63%) naumenTos, y 10 (53%) uMencs conyTcTayto-
LUMIA annepryeckui puhuT, y 6 (32%) — aTonnyeckuit fepMaTuT;
y 2 (11%) naumeHTOB Oblna NOLATBEPXKAEHA NEPBUYHAA LNMApHas
INCKUHe3us; y bonblumHcTa — 15 (79%) petein — bA bbina ato-
nuueckas, y 4 (21%) — Heatonnyeckas. Ha MOMeHT BKAOUEHUS
B uccnenosanme y 13 (68%) meten cTeneHb TAXECTH acTMbl pac-
LieHuBanach Kak cpegHsas, y 3 (16%) — kak nerkas, y 3 (16%) —
KaK Tsxenas; y 6 (32%) naumentos bA bbina 4acTUYHO KOHTpOK-
pyeMas, y 4 (21%) — HekoHTponupyeMas; 10 (53%) peteii bbinm
rOCNMTaNM3MpOBaHbI B OTAENIEHUE B CBA3W ¢ 0bocTpeHneM BA. Y
BonblwmHcTBa (13, 69%) naumenToB no AaHHbIM KT opraHos rpya-
Hoit KneTku b3 obHapyxu1Banmch B cpefiHel AoNe NpaBoro u/mnm
A3bIYKOBBIX CErMEHTax NeBoro nerkoro; y 14 (74%) naumentos b3
PacLieHMBaNUCh KaK TPaKUMOHHbIE. Y 6ONbLUMHCTBA MaLMEHTOB
(13/16) Habnopanca rHoiHbIA 3HA06pOHXUT. Hambonee yacTto
npu NoceBe XUAKOCTU BpOHX0aNbBEONISPHOrO laBaXa onpefe-
nanacs H. influenzae.

3aknoueHue. Ha ocHOBaHWM OJHOLEHTPOBOrO MCC/eA0BaHUS
npeAcTaBneHa KIMHWUKO-nabopaTopHas U peHTreHonornyecKas
XapaKTepuUCTMKa roCMUTaNM3UPOBaHHBIX NaLMEHTOB AETCKOr0
Bo3pacta c bA n b3.

KnioueBble cnoBa: 6p0meaanaﬂ dCTMa, 6p0HX03KT83bI, nepeuMyHas UninapHaa oAUCKNHesns, KOMOP6WJ.HOCTI:, netn

[nsa umtuposanus: Konranosa H.W., OBcannukos [.10., Alowwun 3.1, Neesa E.B., Kapnenko M.A., Manbiwes 0.1, Mywkos A.A.,
CaBoctbsaHoB K.B., CtpenbHukoBa B.A. KnuHndeckas, nabopaTopHas 1 peHTreHonormyecKas xapakTepucTuKa nopaxeHus Nerkux
Yy rOCNUTaNN3MpPOBaHHbIX AeTeN ¢ OpOHXManbHON acTMOM 1 6poHX03KTa3aMu. Apxus neduampuu u demckod xupypeuu. 2025;3(2):16-24.

doi: 10.31146/2949-4664-apps-3-2-16-24



ApxuB negmaTpun u feTckoi xupyprum Ne2 [3] 2025 roga

CeepneHus 06 aBTopax / Information about the authors

1 KonraHosa Hatanus WropesHa, acnvpaHT, nabopaHTt kadeapsl negnatpun Meam-
umMHcKoro uHcTuTyTa ®FAQY BO «Poccuidckuin yHUBEPCUTET ApY6bl HAPOAOB MMEHM
Matpuca JlyMyMbbi»; Bpau-negmnatp MbY3 «Mopo3oBcKas feTckas ropoAckast KIMHM-
yeckas bonbHuua [13M», e-mail: dr.n.kolganova@yandex.ru, https://orcid.org/0000-

< Nataliya I. Kolganova, postgraduate student, laboratory assistant, Department of Pe-
diatrics, Medical Institute, Peoples’ Friendship University of Russia named after Patrice
Lumumba; pediatrician, Morozovskaya Children’s City Clinical Hospital, e-mail: dr.n.kol-
ganova@yandex.ru, https://orcid.org/0000-0001-6923-6060

0001-6923-6060

OBcsiHHMKOB [IMuTpuii 0pbeBuy, A. M. H., Nnpodeccop, 3aBefyoLLmii kadeapon neama-
Tpun MeanumHckoro nictutyTa GFAQY BO «Poccuiickuin yHuBepeuTeT Apybbl Hapo-
noB umenu Matpuca JlyMyM6bi»; Bpay-nynsMoHonor [BY3 «Mopo3oBsckas aetckas ro-
poAckas KauHudeckas bonbHuua [13M», e-mail: mdovsyannikov@yahoo.com, https://
orcid.org/0000-0002-4961-384X

Awwwn 3pasn Uropesuy, acnupaHT Kadenpsl 06LLeCTBEHHOTO 3[J0p0BbS, 34PaBo0X-
paHeHus 1 ruruensl Meauumtckoro ukctutyTa OrA0Y BO «Poccuitckuin yHuBepcuteT
Apy*6bl HapofoB UMeHu Matpuca JlyMym6bi», e-mail: den.ayushin@icloud.com, https://
orcid.org/0009-0000-9871-7832

[eeBa EBreHus BUKTOpOBHa, K.M.H., 3aBeflyl0LLLas 0TAENeHWeM NynbMoHonorum [BY3
«Mopo30BCKas AeTcKas ropofckas KNuHudeckas bonbHuua [3My, e-mail: mdgkb@
zdrav.mos.ru, https://orcid.org/0000-0002-0352-2563

Kapnexko MakcuM AnekcaHppoBuy, K.M.H., [oUeHT Kadeapsl neguatpumn GrA0Y BO
«Poccuitckuii yHuBepcuTeT Apyx6bl HapofoB uMen Matpuca JlymMym6bi»; Bpay-nynb-
MOHOMIOr MeAMLMHCKOro LeHTpa «H0xHbii», e-mail: karpenko.ma@mail.ru, https:/
orcid.org/0000-0001-7937-722X

Manbiwes Oner MeHHagbesny, accucTeHT kadeapsl neanatpum GrAQY BO «Poceuin-
CKMI yHMBEpCUTET ApYKObl HapofoB uMeHu Matpuca JlyMymbbi»; Bpay-nynbMoHosor
IBY3 «Mopo3oBcKas [AeTckasi ropofckas KiauHudeckas bombHuua [13M», e-mail:
omalyshev03@vk.com

Mywkos AnekcaHap AnekceeBuy, K.0.H., BeAyLLMI HayUHbIA COTPYLHWUK NabopaTtopum
MeANLMHCKON reHoMUKn PIAY «HaLMoHanbHbIN MeAULMHCKUI UCCefoBaTebCKIUM
LEHTp 3A0pOBbs JeTeit» Munaapasa Poccum, e-mail: pushkovgenetika@gmail.com,
https://orcid.org/0000-0001-6648-2063

CaBocTbsiHOB Kupunn BukTopoBuy, f.6.H., Ha4anbHWK MeAMKO-TeHETUYECKOr 0 LieHTpa,
3aBefyloLLmin nabopatopueit MeanUMHCKoN reHoMuku OTAY «HaumoHanbHbIn Meau-
LIMHCKWIA UCCef0BaTeNbCKUIA LIEHTP 340p0oBbst AeTel» Munagpasa Poccum, e-mail:
savostyanovkv@nczd.ru, https://orcid.org/0000-0003-4885-4171

CrpenbHukoBa Banepus AnekceeBHa, accUCTeHT Kadepbl neanatpum MeanumHCKoro
uHcTuTyTa ®FAOY BO «Poccuitckuin yHusepcuTeT apy*6bl Hapoaos umenn Matpuca
Jlymym6bi», e-mail: doc.strelnikova@mail.ru, https://orcid.org/0000-0002-2082-5531

KoH®AMKT nHTepecoB
ABTopbl 3asBAAT 06 0TCYTCTBUM KOHPANKTA UHTEPECOB.

NcToYHUK DrHAHCMpOBaHUS
BHelwHee du1HaHCVpoBaHKe He NpUBAEKaNoCh.

Dmitry Yu. Ovsyannikov, Dr. Sci. (Med.), Professar, Head of the Department of Pediatrics,
Medical Institute, Peoples’ Friendship University of Russia named after Patrice Lumum-
ba; pulmonologist, Morozovskaya Children’s City Clinical Hospital, e-mail: mdovsyan-
nikov@yahoo.com, https://orcid.org/0000-0002-4961-384X

Erden I. Ayushin, postgraduate student, Department of Public Health, Healthcare, and
Hygiene, Medical Institute, Peoples’ Friendship University of Russia named after Patrice
Lumumba, e-mail: den.ayushin@icloud.com, https://orcid.org/0009-0000-9871-7832

Evgeniya V. Deeva, Cand. Sci. (Med.), Head of Pulmonology Department, Morozovska-
ya City Clinical Hospital, Moscow Health Department, e-mail: mdgkb@zdrav.mos.ru,
https://orcid.org/0000-0002-0352-2563

Maksim A. Karpenko, Cand. Sci. (Med.), Associate Professor, Department of Pediatrics,
Peoples’ Friendship University of Russia named after Patrice Lumumba; pulmonologist,
Medical Center “Yuzhny', e-mail: karpenko.ma@mail.ru, https://orcid.org/0000-0001-
7937-722X

Oleg G. Malyshev, Lecturer, Department of Pediatrics, Peoples’ Friendship University
of Russia named after Patrice Lumumba; pulmonologist, Morozovskaya Children'’s City
Clinical Hospital, e-mail: omalyshev03@vk.com

Alexander A. Pushkov, Cand. Sci. (Biol.), Leading Researcher, Medical Genomics Labora-
tory, National Medical Research Center for Children’s Health, e-mail: pushkovgenetika@
gmail.com, https://orcid.org/0000-0001-6648-2063

Kirill V. Savostyanov, Dr. Sci. (Biol.), Head of Medical Genetics Center, Head of the Lab-
oratory of Medical Genomics, National Medical Research Center for Children's Health,
e-mail: savostyanovkv@nczd.ru, https://orcid.org/0000-0003-4885-4171

Valeriya A. Strelnikova, Lecturer, Department of Pediatrics, Medical Institute, Peoples’
Friendship University of Russia named after Patrice Lumumba, e-mail: doc.strelnikova@
mail.ru, https://orcid.org/0000-0002-2082-5531

Conflict of interests
The authors declare no conflict of interest.

Funding
No external funding was received.

ORIGINAL ARTICLES

Clinical, laboratory, and radiological characteristics
of lung damage in pediatric patients hospitalized with
bronchial asthma and bronchiectasis
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3 National Medical Research Center for Children’s Health (2, building 1, Lomonosovsky prospekt, Moscow, 119991, Russia)

Abstract

Undiagnosed comorbid conditions are a common cause of diffi-
culty in achieving control of bronchial asthma (BA). One of the co-
morbid conditions in asthma is bronchiectasis (BE).

Objective. To characterize clinical, laboratory, and radiological
features of lung damage in children hospitalized for asthma
and BE.

Materials and methods. Patients with asthma and BA were ob-

served at the Morozovskaya Children'’s City Clinical Hospital from
January 2023 to July 2025. The criteria for inclusion in the study
were pediatric age, confirmed asthma, and the presence of BE
unrelated to cystic fibrosis. The following diagnostic tools were
used: analysis of clinical history, allergology and immunology
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tests, radiography, thoracic computed tomography, fiberoptic
bronchoscopy with microbiological examination of bronchoalve-
olar lavage fluid, pulmonary function test, as well as the study
of ciliary motility, and genetic tests.

Results. In the period from January 1, 2023 to July 1, 2025
19 children with asthma and BE admitted to the Department
of Pulmonology at the Morozovskaya Children’s City Clinical
Hospital accounted for 1,4% of all children with asthma hospi-
talized during this period (19/1392). There were 10 (53%) male
patients with asthma and BE; at the moment of admission,
the median age of patients was 9.0 [7.0; 11.0] years; the median
age at the onset of asthma was 1,5 [0.54; 2.0] years, asthma
duration was 8,0 [5.5; 10.0] years, while the median length diag-
nostic delay was 5,5 [2.75; 8.5] years. Upon admission, 17 (89%)
children reported a decrease in exercise tolerance, 15 (79%) —
shortness of breath, 10 (53%) — dry cough; 6 (32%) patients
had dry wheezing, 3 (16%) — wheezing. The levels of eosino-
phils and monocytes were respectively 0,22 [0.07; 0.34] and 0,42

[0.33; 0.46] cl/ml; median forced expiratory volume in 1 sec. was
80,0 [47.0; 89.01%. A positive family history of allergy was pres-
ent in 12 (63%) patients, concomitant allergic rhinitis in 10 (53%),
and atopic dermatitis in 6 (32%). Primary ciliary dyskinesia was
confirmed in 2 (11%) patients, while atopic asthma prevailed in 15
(79%), and non-atopic asthma in 4 (21%). At the time of enroll-
ment, 13 (68%) patients had moderate asthma, 3 (16%) mild asth-
ma, and 3 (16%) severe asthma; 6 (32%) patients had partially
controlled asthma, and 4 (21%) uncontrolled asthma; 10 (53%)
patients were hospitalized for asthma exacerbation. Chest CT
scans revealed BE in the middle lobe of the right and/or lingual
segments of the left lung in 13 (69%) patients, while 14 (74%)
patients had traction BE. The majority of patients (13/16) had

purulent endobronchitis. The most common pathogen detected
in the culture of bronchoalveolar lavage fluid was H. influenzae.

Conclusion. A single-center study was conducted to character-
ize the clinical, laboratory and radiological outcomes in pediatric
patients hospitalized with asthma and BA.

Keywords: bronchial asthma, bronchiectasis, primary ciliary dyskinesia, comorbidity, pediatric patients.

For citation: Kolganova N.I., Ovsyannikov D.Yu., Ayushin E.I., Deeva E.V., Karpenko M.A., Malyshev 0.G., Pushkov A.A.,
Savostyanov K.V., Strelnikova V.A. Clinical, laboratory, and radiological characteristics of lung damage in pediatric patients
hospitalized with bronchial asthma and bronchiectasis. Archives of Pediatrics and Pediatric Surgery. 2025;3(2):16—24. doi:
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BBenenne
Bponxuanphas actma (BA) — caMoe pacripocTpaHeHHOe
XpOHMYeCcKoe 3a00/IeBaHNme IETKUX Y AeTell, XapaKTepu-
3yIoljeecsi XpOHMYECKUM BOCIATeHMeM ¥ TUIleppeak-
TUBHOCTBIO JbIXxaTenbHbIX myTest ([II), BapuabenpHo-
CTBI0O OIpaHMYEHMs BO3[AYLUIHOTO IIOTOKA M TaKUMMU
CHMIITOMAaMM, KaK Kallle/b, OfBIIIKA, CyXue CBUCTSIUE
XPUIIBI Ha BBIJJOXE, YYBCTBO CTECHEHNS B IPYLHOI KIIeT-
e [1-5]. OcHoBHas 1enb neveHns BA — mocTmkeHue
KOHTPOJIS Hafl 3a00/IeBaHNeM, JOCTUTaeMasi B OCHOBHOM
C ITOMOIIBI0 TTPOTUBOBOCIIAIUTENBHOI Tepanuu. B rmo-
6ampHOM KoHceHcyce GINA (Global Initiative for Asth-
ma), HaunHasA ¢ 2019 1., 0c060 MomYepKUBAETCS BaXK-
HOCTD OLIEHKY BO3MOXXHOCTY Ha/TM 41T COITY TCTBYIOLINX
3aboeBaHmit (KOMOPOMIHOCT), KOTOpble MOTYT 00y-
CIaB/IMBATh BapuabenbHOCTD MIPOSBIEHNIT U TPYAHOCTD
[OCTIDKEHMST KOHTPOJIsL HaJ 3abojeBaHMEM, a MMEHHO
6ormee TsDKenmoe TeveHuMe, Oonee 4yacTble 0OOCTpeHUS
u 6oree 3HAYMMOeE CHIDKeHUe jeroyHoy ¢yHkumm [1].
[IpMHOMONATBHO Ba)KHO Pasnnyarh MAIMEHTOB C WIC-
TUHHO TsDKeNnoil u/unm pedpakrepHoit K Tepanum BA
¥ TTIALMEHTOB C TPYAHO KOHTPOMUPYEMOIT aCTMOI, I71aB-
HBIM 00pa3oM, B CBsI3U C HEBBISIBIEHHBIMU U/M/IU HeJle-
YeHBIMM CONMYTCTBYIOIIMMY 3aboneBaHuAMN [, 6].
OpnHMMM 13 KOMOPOUHBIX 3a60/IeBaHNII Y TAIIIEHTOB
¢ BA saBnswTcsa 6ponxosktasel (b3), koTOpble Xapak-
TEPU3YIOTCSI XPOHMYECKO! MHQeKIMeil, BocaneHneM
u croiikuM (bonbie 6 Mec.) pacuMpeHNeM OPOHXOB,
BBISIB/ISIEMBIM TIOCPEICTBOM KOMIIBIOTEPHOI TOMOTpa-
¢un (KT) opranos rpyanoit knerku (OI'K) [7, 8]. BA
u BD uMenT psf CXOKMX KIMHUIECKUX MPOSBIEHMUIT

(opbINIKa, KallleJb), a TaKXe MOTIYT COCYIIeCTBOBAaTb
Y O[fHOTO HAllMeHTa, YTO IPUBOAUT K OO/ee TsXKeTIOMY
TeYEeHNIO 1 YacTBIM 060CTpeHMsAM o6oux 3abomeBaHMit
[6, 9-12]. PactipocTtpaneHHocTh B3O mpm BA Bapbupy-
eT oT 3% B oO0Iell MOMyIANNN MAIUeHTOB A0 18-80%
y MAIUEeHTOB C TsDKenol actmolt [13, 14]. MexaHnu3Mbl,
MIOCPEACTBOM KOTOPBIX cBsA3aHBI BA m b3, mo cux mop
I0 KOHIIa He u3y4yeHbl. OOCYX/jaeTcsl pOsIb XPOHMYECKO-
ro BOCHA/TeHM:A, JEICTBUA ONpefieIeHHbIX LUTOKNHOB,
pemonmenupoBanusi creHku OponxoB. Codueranme BA
u b3, no mHenno C. Crimi u coaBT., IpeACTaBseT co-
6011 oTHenbHbIN peHOTHIT DA, acconMmpoBaHHBI C CY-
IIeCTBEHHBIMM AMATHOCTUYECKUMM U TepaleBTUYeCKU-
mu BbizoBamu [10, 11].

Henp mccmenoBaHnMsA — NPENCTaBUTb KIMHUYIECKYIO,
TabOpaTOPHYI0 U PEHTTEHOTIOTMYECKYI0 XapaKTePUCTHU-
KY IIOpa>KeHM JIETKUX Y TOCIUTATN3MPOBAaHHBIX JleTel
cBbA ub2.

MauuneHTbl U MeTOAbl UCCNE0BaHMUSA

Jusaiin uccnemoBanuA. IIpoBeeHO OTKpBITOE He-
KOHTPONIMPyeMO€e HepaHLOMMU3UPOBaHHOE NMPOCIEKTUB-
HO€ OTHOIIEHTPOBOE MCCIEJOBAHME.

Y4YacTHMKU U yCTOBMA NPOBeJeHN s MCCIefOBaHNA.
MatepuanoM s paboOTBl IOCTY)XUIU COOCTBEHHbBIE
K/IVHWYeCKye HAOTIOfeHNsI M aHaJIN3 MCTOpuUIl 60Ie3HN
nauyueHToB ¢ b9 u BA, rocnuranusuposanubix B ['BY3
«MoOpo30BCKas [eTCKasi TOpoAcKas KAMHU4YecKas 60mb-
Huna JlemapraMeHTa 3gpaBooxpaHeHNsa MOCKBbI» B Ie-
puop ¢ 1 auBapsa 2023 1. mo 1 urona 2025 1.



Kpurepun Bxnrouennsa: Bospact ot 0 go 17 net 11 mec.;
YCTaHOB/IEHHBIN AnarHo3 BA; Hanndne b3 mo gaHHBIM
KT OI'K (mpusHaku b3, coxpansromuecs > 6 mMec.).

Kpurepun ncknrodeHnnA: Bo3pacT crapiie 18 set; oT-
cyrcrBue npusHakoB b3 no ganueiM KT OI'K; Tpansn-
TOpHas gunatanus OpoHXoB (MeHee 6 MecC.) IO JaHHBIM
KT OI'K npu pecimpaTopHbIX MHPEKUNAX; YCTAHOBJICH-
HBIe MAaTHO3BI MyKoBucuuo3 (MB) u spyrue npuyunHsl
HEMYKOBMCIV/IO3HBIX b3 KpoMe IepBMYHOM IM/INAPHOI
muckuHesun (ITLI]1), BkIOYass MEpPBUYHBIN U BTOPUY-
Hble (BMIY-uHdexnusa) nMMyHozepUINTEL, TyOepKyIes
JIETKMX, BPOXKJeHHbIe mopoku passutus (BIIP) merkmx,
unoponHeie Tena (MIT) O6poHXOB, MHTEPCTULIMATBHBIE
3a00/1eBaHNS JIETKMX, OOMUTEPUPYIOIINIT OPOHXMOMNT,
3aTsDKHOI OaKTepyMasbHbII OPOHXNT, a/IeprudecKuin
6ponxonerounsiit aceprunies (ABJIA).

Huarnossr BA u BO ycranasnmmpanm Ha OCHOBaHMM
COOTBETCTBYIOIIMX [MATHOCTUYECKNX KpUTEpUeB, aK-
TyaJbHBIX MEXIYHAapONHBIX M OTEYeCTBEHHBIX COIJIa-
CUTE/IbHBIX JOKYMeHTOB [1, 2, 8, 15]. Aronmueckoit bA
CUMTANM B CIydae ee fe00Ta B paHHEM JETCKOM BO3-
pacTe, BBIAB/ICHNS IOBBILIEHHOTO YpoBHA obmero IgE,
cnenudndeckux IgE K MHrajAMOHHBIM ajjIepreHam,
Ha/IM4Msl y MalyeHTa a/yIepIM4ecKoro pyMHUTA, aTOIN-
4eCKOrO HepMaTUTa, J03MHOPMINY HepudepudecKoin
KPOBM V/VI/IV )KMAKOCTY OPOHX0a/IbBEOISIPHOTO JIaBaXka
(OKBAJI), OTATOLIEHHOTO CEMETHOTO aleproaHaMHes3a
U OTBeTa Ha TepPalli0 VHTAALVOHHBIMY ITTIOKOKOPTH-
KOCTepOougaMy; HeaTONMYeCKOIl — B C/Iy4ae OTCYTCTBUS
IpPU3HAKOB aTONNY, OTPULATETbHBIX Pe3yJIbTaTOB ajl-
neproo0cnefoBanysa, HENTPOPUIBHOTO WM Majorpa-
Hynouutapaoro npodunsa XKBAJT [1-3].

Ob6octpenre BA amarHocTMpoBanuM Ha OCHOBAHMS
Ha/IM4Ms Kallllid, 3MM30fI0B 3aTPYAHEHHOTO JIbIXaHMUS
(OmBIIIKM), YYBCTBA 3aJI0)KEHHOCTY B I'PYJZHON KIIETKe,
TIOBBILIIEHHON IIOTPeOHOCTH B MICIIO/Ib30BAHN KOPOTKO-
[eVICTBYIOIMX OPOHXOAV/IATATOPOB, CHVDKEHMS IUKO-
BOJI CKOPOCTY BBbITOXa 1/Wn 06 beMa GOopCUpOBaHHOTO
BbIfoxa 3a 1 cekyHy (O®B1) 1 mpn3HaKoB AbIXaTeTbHOM
HepocTtaToyHOCT! ([JH), TaKMX KaK BTs>KeHMe YCTYIIYNU-
BBIX MECT TPYAHON KJIETKM, y4acTVe BCIIOMOTaTe/IbHbIX
MBIIII] B AKTe AbIXaHN s, CHIDKEHIE caTypalny KUCIOpo-
na. Crenenb TsxecTn BA ompepensnace no xmaccnu-
KaIlUy CTeIIeH! TsKeCT! BIlepBble BBISIBIEHHON acTMBbI
cormacHo DefepanbHbIM KIMHWYECKUM pPeKOMEHAAIIV-
AM 1o BA 2024-2026 r.; y TalleHTOB, y>Ke IOTy4Yalomnx
Tepamnnio acTMbl — 10 006beMY IOTyYaeMoONl Tepanuu
(crynenn). CTeneHb KOHTPOJIA OLleHMBANIACh MO CyMMe
0a/1/I0B, TIOTyYeHHBIX B pe3y/bTaTe OTBETA IMAIVIEHTOB
Ha Bonpocsl TectoB (ompocHnkoB) ACT (metn crapure
12 net), c-ACT (metn ot 4 no 11 net), ACQ (meTu crapiie
6 net), TRACK (geru go 5 ner) [1, 2, 16-18].

[Tomumo c6opa aHaMHe3a M TIIATeIbBHOTO (u3nde-
CKOTO 0O0CIefoBaHMs BCeM IMAlMieHTaM IIPOBOJVIIN
nmabopaTopHble UCCIeNOBAHMS: OOIIMI KAMHUYECKUI
U OMOXMMUYECKMII aHaMM3bl KPOBY, CEPOIOTMYecKue
uccnegosanusa u IIIIP Ha pecnmpaTopHble IATOTEHBHI.
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[To mokasaHMAM IS UCK/ITIOYEHVA/BepupUKALUM ra-
crpoasodareanpHoit pedmiokcHoit 6onesuu (I'9PB) BbI-
HO/THAIACH 930(aroracTpogyoeHOCKOIN .

BceMm fieTsiM ¢ BriepBble BbisiBeHHON BA (9 maineHTOB)
NPOBOAUIN VCCNIeflOBaHMEe a/eproIOTMYecKOro CTaTy-
ca Ha OCHOBAaHMM OLIEHKM ypOBHeil crienudndeckux IgE
K VHTQJIALVOHHBIM ajUlepreHaM — IIBUIBbLIEBBIM, OBITO-
BBIM, 3MUIEepManbHbIM. Y ocTanbHBIX 10 mereit ammep-
TOAMAaTHOCTVKA Obl/Ia IPOBeieHa paHee NP YCTAaHOBJIe-
Huu AnarsHosa bA. Bcem nmanyeHTaM B Bo3pacTe cTapliie
5 net (16 MaLMeHTOB) [/ OLIEHKM JIETOYHOM (QYHKIIUNU
HIPOBOAVIACH CHUPOMETpUA C INpoboit ¢ OpoHXONN-
TuKOM (canmpbyTamon 200 MKT — B Bo3pacTe o 14 ner,
400 MKT — meTsiM cTapiue 14 net) [19].

Y Bcex IAalMEHTOB VCCIEOBANIM YPOBEHDb CIIeI(U-
yecknx IgE u IgG x rpubam poma Aspergillus; ABJIA
OB/ MCK/TIOYEH BO BCEX CYYasX C YYeTOM aKTya/IbHBIX
AMAarHOCTMYecKUX Kputepues [20]. MB Bcem manueH-
TaM OBUI MCK/II0OYEeH paHee Ha OCHOBAHUM Pe3y/TbTaTOB
HEOHATaJIbHOTO CKpPMHMHTA 1 ¥ 3 JeTell TaK>Ke Ha OCHO-
BaHIM IOTOBOJ NPOOHL, y 1 pebeHKa ObIIO IPOBEfIEHO
TeHeTMYeCKoe MCCIefloBaHMe. Bce manyeHTs! MpefocTa-
BIIM JaHHbIe O BaKIVHALNM, Ipobe MaHTYy, AMacKMH-
TecTe IpY NOCTYIIJIEeHUM B CTALIMOHAP.

BceM mamueHTaM BBINONHSMN peHTreHOrpaduio
OIK B mpamoit n 60koBoJ Ipoeknuax, a takxe KT
OI'K Ha mynbprucnupanbHbix ToMorpagax Discovery
CT750 HD (General Electric Healthcare, Benuko6pu-
tanus), Aquilion Prime (Toshiba, fInonus). Ilpu mpo-
BeJICHNM CKAaHMPOBAaHMSA coOmofany cregyomue ¢u-
3MKO-TeXHNYECKMEe YCIOBUA: HampspKeHume — 100 kB,
akcnosuus (1 cpe3) — 120 MAc, CKOPOCTb CKaHMPO-
BaHMA — 10 mMm/c. Bo Bcex clydasx nmpuMeHsAnIach Me-
TOAVIKA OT/Ie/IbHBIX CPe30B C OIIpefie/eHNeM IIJIOTHOCTI
JIETOYHON TKaHM IO LKane XayHcomnma. bO puarHo-
CTUPOBA/IM Ha OCHOBAaHMUM = 1 C/IeAyIOIINX IPU3HAKOB,
BBIAB/ISIEMBIX Y NMalJeHTa B TedeHMe > 6 Mec. IO JaH-
HeIM noBTOpHBIX KT OI'K: 1) cooTHOmEHMe amamerpa
OpoHXa K AMaMeTpPy CONYTCTBYIOIIEH JIETOYHON apTe-
pueit — 6ponxo-aprepuanbHoe cootHouenue (BAC) >
0,9 (BuyTpennmit mpocset JIII Mo cpaBHEHMIO € COOTBET-
CTBYIOIIMM VM IIPOCBETOM JIETOYHON apTepuy, CUMII-
TOM IIepCTHA); 2) OTCYTCTBME IOCTENIEHHOTO yMEeHbIle-
HIA AaMeTpa 6POHXOB [0 HAIIPaBIeHNIO K Iepudepun
(cuMIITOM TpaMBalHBIX PEIbCOB); 3) BM3YanM3aLNs
OPOHXOB Ha PacCTOSAHMM MeHbllle 1 cM OT m1eBpbl. Tpax-
IMOHHBIMMI CUMTAIN B3, BO3HMKAIOLINE B CBA3Y C M3Me-
HEHMAMM B OKPY>KaIOlleil TeTOYHON TKaHU, HAIIpUMep
Ha ¢one pubpoarenexrasa [7, 8].

dubpobponxockonuio (PEC) mpoBoanIN ¢ TOMOIIBIO
Bupeobponxockoma Pentax EB-1170K (PENTAX Corpo-
ration, dmoHus) 16 marueHTaM C IETbI0 UCKIIOYEHU S
takux npuunH b9, kak VT, BIIP 6ponxoB ¢ menbio mo-
nydenus JKBAJI g nocnenyroiiero MUKpoo6monornde-
CKOTO ¥ LIMTONIOTMYEeCKOTO MccrnefoBannuAa. Kpome Toro,
Ipy HeoOXOAVMOCTM IPOBOAVIIACH CaHALMSA OPOHXOB.
BceM manyeHTaM ObII0 IPOBEfIeHO 6aKTEPIOIOTTYecKoe

o

19



20

Opurunanbuble ctatbu/ Original articles

UCCTIefloBaHMe aCcIMPATOB TPaxeoOPOHXUAIBHOTO Jepe-
Ba, B3ATHIX mpu OpoHxockomuu. CremeHb pocTa Ompe-
HeNlsiMyU B IepecyeTe Ha 1 MJI OTHeNsieMOro (KOJOHUMe-
o6pasyromux eguuni, KOE/mn). KonndecrBo 6akrepnit
BBIP@XKaau B [EeCATUYHBIX orapudmax. ITmonormnye-
CKJ 3HAYVIMBIM CUUTAJICS BO30OYAUTENb, BBIAE/MIABIINIICT
B TutTpe 60mbie 10* KOE/Mn. [Jnsa rpaMoTpuIiaTenbHOM
MUKPOQIOPHI TH000€e KOMMIECTBO KOMOHUI, ONpefeneH-
HOe II0 pe3y/lIbTaTaM MUKPOOMOIOIMYeCcKOTo MCCIeNo-
BaHMA, PacIeHMBAMN KaK MOTOXUTEIbHBIN pe3yabTar
aHanmm3a. B pamkax gmarnoctuku I} 2 metsim 6bira
MpOBefeHa OMOTICU I CTU3UCTON 000/I0YKY OPOHXOB, a 3a-
TeM MCCIefOBaHNE IBUTATENTbHON AKTMBHOCTU PECHMU-
Y€K [[MIMAPHOTO SIUTENNS CIU3UCTOI 060TOYKM HOCa
u/unmn OPOHXOB MeTOOM LM(POBOIT BBHICOKOCKOPOCT-
HOJI BUJIEOMMKPOCKOIIMY C ITOMOIIIBI0O BUEOKOMIIJIEKCa,
COCTOSIIIIETO Y3 CBETOBOTO JTabOPaTOPHOTO YHUBEPCATIb-
Horo Mukpockomna «bromen-6» (buomencepsuc, Poccns),
UdPOBOIT  BBICOKOCKOPOCTHOI BuAeoKaMepbl BMR-
0440HC-UF c BO3MOXHOCTbI0O CBEMKU CO CKOPOCTBIO
mo 200 xazppos B cekyHny (EC-Oxcnepre, Poccus), nep-
COHATPHOTO KOMITBIOTEPA C MPOTPAMMHBIM ObecreyeHm-
em MMC MultiMeter (MMCSoft, Poccus). [Tpu cpenuem
yBemmueHnny (x400) oLeHMBamM LEMTOCTHOCTD IIIACTA
3MUTENNs, KOMUYECTBO CAYILIEHHBIX KJIETOK C HeIof-
BIDKHBIMJM PEeCHUYKAMV, IIPOBOAMIN KOMIUIEKCHYIO
OLIeHKY IaTTepHa OMeHM A pecHNYeK (CMHXPOHHOCTD O1-
eHVs peCHUYEK Ha COCeIHNX KJIEeTKaxX U B Ipefienax Ofi-
HOJI KJIETKM, XapaKTep ABVDKEHMA M aMIUIUTYRY OvieHms
pecHnyex). [Ipu yBenmuennn x 1000 Takxe oLleHUBaIN
CUHXPOHHOCTb OVeHUsI pecHUYEK, MOACYMUTHIBANUA dYa-
CTOTY OMeHMsI pecHuYeK. TaKk)ke y 9TUX IMalMeHTOB OblIa
MpoBefieHa TPACMUCCUOHHAA 37IEKTPOHHAasA MUKPOCKO-
nus snutenvonutos 11 u reHeTyeckoe muccneqoBaHme
(momHOTeHOMHOE CeKBeHUpoBaHue) [21-23].
Cratucruyeckmit aHamm3. CraTUCTUYeckyo obpa-
OOTKy pe3y/IbTaToOB IPOBOAWINM C MJCHO/Tb30BaHVEM
nporpammsl StatTech v. 2.6.1 (OOO «Cratrex», Poccus).
KareropuanpHble HaHHbIe ONNCHIBAIN C yKa3aHueM ao-
COMIOTHBIX 3HaueHUN (abc.) U mpoueHTHbIX foeit (%).
KonmyectBenHble MmOKas3aTeny, MMeIIe HOPMalTbHOE
pacrpefienienne, MPeACTaBIsIN B BUAe CpefHUX apud-
MeTu4eCcKMX BennuyH (M) U cTaHZapTHBIX OTKIOHEHUIT
(SD), rpanun 95% poBeputenbHoro mHTepBana (IU).
B ciy4ae oTCyTCTBMSI HOPMA/IBHOTO pacIpefeneHus Ko-
JYeCTBEHHBIE JAaHHBIE OMVICHIBAIN ITOCPENCTBOM MeIU-
anbl (Me) u HYDKHero u BepxHero kBaptuieit (Q1-Q3).

Pe3yanaTb| uccnenoBaHuna n ux 06CY)K,D,EHVI9

Bcero B nepuog ¢ 1 auBaps 2023 r. o 1 ntona 2025 . B 0T-
menenuu nynbmoHonorun I'BY3 «Mopososckaa II'Kb
JI3M» mb1 Habmoganu 19 gereir (10 ManbumuKOB, 9 me-
Bouek) ¢ BA u B9 B Bo3pacte ot 3 mo 17 net (cpemuui
Bo3pact 9,7 * 3,8 ropa). Ito coctaBuno 1,4% ot umcia
BCE€X TOCHUTAIM3MPOBAaHHBIX 3a aHAJIM3MPYEMBIl Ie-
puop mereit ¢ guarHo3oM BA (19/1392). Takyio HU3KYIO
4acTOTY IO CPaBHEHUIO C Pe3y/IbTaTaM!, IOTy4YeHHbIMUI

B [IPYTMX UCCIefoBaHuAX [13, 14], MOXXHO OOBACHUTH
OUATHOCTUKOM B mocne MCKIOUeHUs] TPaH3UTOPHOIN
punatanuu 6pouxoB [7]. Cpenu mauuentos ¢ BA n B9
651710 16 (84%) moHoIIeHHBIX U 3 (16%) HeTOHOIIEHHBIX
pebenka; 6ompimHcTBO — 17 (89%) — OBLIM pOXK[E-
HBI IIyTeM eCTeCTBEHHBIX POfioB, ABoe (11%) — myTem
KecapeBa cevyeHMs. Y HAIIMX MalMeHTOB acTMa febro-
THpOBaja B CpefiHeM B BospacTe 1,6 * 1,6 roga, crax
BA Ha MOMeHT BKJIIOUEHME B MCCeJOBaHMe COCTaBIIAN
7,7 £ 3,5 roga, npu 3TOM Me[ilaHa BPEMEHMN OT IIOsBJIe-
HMA NIepBbIX CUMIITOMOB BA [0 ycTaHOBNEHMA fuar€osa
cocraBumia 5,5 [2,75; 8,5] roga. CpegHsist IPOROIKUTENb-
HOCTh TOCHUTaAu3anum obina 9,4 + 4,4 xonko-gus. Je-
MorpadudecKue XapaKTepUCTUKY ManyeHToB ¢ bA 1 b9
MpefCcTaBeHbl B mabnuye 1.

Tabnuua 1.

[eMorpaduyeckne, aHaMHeCTUYECKME U MEAMKO-CTaTUCTUYECKME
XapaKTePUCTUKU NaLMEHTOB C BPOHXMANIbHOM acTMOW M BPOHX03KTa-
3ammn (n=19)

Table 1.

Demographic, Anamnestic, and Medical-Statistical Characteristics of
Patients with Bronchial Asthma and Bronchiectasis (n = 19)

Me (@1; 03

Bospact Ha MoMeHT rocnutanusaumn, 9,0[7,0; 11,0 97+3,8
net

Crax BA, net 8,0[55:10,00 77+35
Bospact nepsbix cumntoMoB BA, net  1,5[0,54; 2,001 1,6+1,6
Bpems oT nepBbIx cUMNTOMOB 5,5[275;85] 1610
[0 YCTaHOBNEeHUA auarHo3a bA, net

KolKo-aeHb, Kon-Bo JHel 8,0[70;105] 94+4,4
Kon-Bo rocnutanusauuii 3a nocneg- 1,0 (1,0; 2,0] 59+3,6

HWI roj, umcno

CeMeliHblT a/UleproaHaMHe3 OBUI OTATOLIEH y 12
(63%) pmeteit. Y 10 (53%) manueHTOB MMENICSA CONMYTCTBY-
0LV Q/UIePIMYeCKII pUHUT, Y 6 (32%) — aTonm4ecKmit
mepMaTut, y 5 (26%) — I'9Pb. ¥V 16 (84%) marueHToB
B aHaMHe3e OBUIO yKasaHJe Ha XpoHud4eckmit (> 4 He-
fie/ib) BIIQXKHBI/IIPOAYKTUBHBIN Kamienb. IIpu rocmu-
Tanusauuu B cranuoHap 17 (89%) manumeHTOB OTMeda-
NV CHVDKEHVE TOJIEPAaHTHOCTM K (U3NYeCKOil Harpyske
B IOC/IENHNME HECKOIbKO MecsaleB, 15 (79%) mereit —
opbIuky, 10 (53,0%) — cyxoit kamtens. [Tpu pusnaeckom
obcnenoBanuy y 6 (32%) manueHTOB BBICTYIINBAJINCD
cyxme cBUCTALME XpuIbl, ¥ 3 (16%) Habmomanoch cBu-
cramee apixaHyre. OIeHNMBaMN YpPOBeHb 903MHO(UIOB
¥ MOHOLIUTOB B Ilepugepnyeckoil KpOBY IpY HOCTYIIIe-
HUM, OHU COCTaBUIM COOTBeTcTBeHHO 0,22 [0,07; 0,34]
n 0,42 [0,33; 0,46] xn/MK/1. MefguaHa MCXOHOTO YPOBHA
O®B, y nereit ¢ BA u B3 cocrasuna 80,0 [47,0; 89,0]%
(mabn. 2).

Iuarnos BA y 10 (53%) Hammx nanyeHTOB OB yCTa-
HOBJIEH paHee, Y 9 (47%) meTeil — BO BpeMs y4MTbIBae-
Mot rocnmranusamun. Y 15 (79%) mereit BA 6bina ato-
nudeckas, y 4 (21%) — Hearommueckas. Y 13 (68%) mereit
TSDKECTh TeYeHUs acTMbl paclleHMBaaach Kak Cpel-
HAA, ¥ 3 (16%) — xak nmerkas, y 3 (16%) — Kak TsoKernmas.
Y 6 (32%) maunenToB BA 6bl1a YacTMYHO KOHTPOIUPY-



Tabnuua 2.

JlabopaTopHble M MHCTpyMeHTaNbHble JaHHble NauUeHToB Npy NocTy-
nnesum (n=19)

Table 2.

Laboratory and Instrumental Findings for Patients at Admission
(n=19)

Ha MOMEHT roCnUTaNIU3aLmMm
JlabopatopHble faHHbIE
Jo3nHo ULl NepupepryecKom 0,22 [0,07; 0,34] 0,3+0,3
KPOBM, KJ/MKN
MoHouuTbl nepudepuyeckon kposw, 0,42 [0,33;0,46] 0,4 +0,2
KJ1/MKN

MHCTPYMEHTaHbeIE AdHHble

UcxopHbiii 0OB1, % 80,0 [47,0; 89,01 675+29,0

emas, y 4 (21%) — HexkoHTponupyemas. 10 (53%) maum-
€HTOB OBUIM TOCIIUTATU3MPOBAHBI B CBSI3U C Pa3BUTUEM
oboctpenust BA: 8 marmentos 6e3 [IH, nBoe — ¢ JH I
CTEIEeH.

Bcem manmenrtam 6b1a nposegena KT OIK, y psapa
nanuenToB oneHusanyu ganHeie KT OI'K npeppipymmnx
TOCIIMTANM3ALUI VI M3 APYTUX MEAMIVHCKUX Yd-
pexpennit. ¥ 14 (74%) nanuentoB BO ob6HapyxuBanuch
TOJIBKO B OJHOII fio71e, ¥ 5 (26%) — B HECKOJIbKUX OTIAX.
I[Ipu sTom y 6onpmnHcTBa (13 mereit, 69%) — B cpenHeit
[oJNle TPaBOTO JIETKOTO VI/MJ/IM SI3bIYKOBBIX CETMEHTaX
JIEBOTO JIETKOTO, ¥ 6 (32%) — TakXe B HIDKHUX IOJAX,
y 2 (11%) 611y onmcansl gud¢ysusie 3. Y 14 (74%) na-
neHToB b3 paclieHnMBanuch Kak TpaKLMOHHbIE — BO3-
Hukmye Ha ¢oHe (Pubpo)arenekrasa JOMM /WK CeT-
MeHTa. [ToMumo B3 y HammMx manyueHTOB OTMeYalNCh
cnepyromye narrepasl Ha KT OI'K: aTenexras cpepHeir
JOIV/I3bIYKOBBIX CeIMeHTOB — Yy 12 (63%), mo3amy-
Has rnepdysusa (HETOMOTEHHOCTb ITHeBMAaTU3aIuy) —
y 9 (47%), yyacTku KOHCOMUAALUU/MHGUIbTpALNN —
Takxkey 9 (47%), y4acTKM «MaTOBOTO CTeKIa» — y 6 (32%),
IAaTTEePH «/IepeBO B Mo4YKax» — y 5 (26%), mepnbpoHxo-
BacKy/lIsApHble odarm — y 3 (16%), peTUKyIsApHbIe W3-
MeHeHMs — Y 2 (11%) manmentos. Panee Hamu 6b110
NI0Ka3aHO, B CTPYKType 3TUONOINYeCKNX (PaKTOpPOB He-
MYKOBUCIMJO3HBIX B y mereit Ha BA, sanuMarnomymo
3-e MecTo cpequ BceX MpU4uH, mpuxoputcs 13,4% (9/67),
npuieM b3 vatue (5/9 merett) pacmonaranuce B cpefHeit
IoJie U/VIu SA3bIYKOBBIX CeTMeHTax [9)].

V3 comyTcTByIOmMX 3a00/MeBaHNUI ABIXATENTbHON CH-
creMbl 6bM guarHocTuposansl [TLI]T — y 2 (11%) meteit,
nHeBMoTOpakc — Yy 2 (11%) meTeit, CTEHO3 IIPaBOTo Cpefi-
HeponeBoro 6pouxa — y 1 (5%) pebenka. [Iupdepeninu-
anbHaA AnarHocTuka bA u IIII]] B HEKOTOPBIX cly4asdx
MOXeT OBITb 3aTPY[HUTENbHA, TaK Kak y nuy ¢ III]]
TaK)Xe MOYKeT HaOmiomaTbcs BapuabenbHas OpOHXUAIb-
Has OOCTPYKIMsA KIMHWYECKM (CyXme CBUCTSAIUE XpPU-
IIBI, OMBIIIKA) M IO JaHHBIM uccraemoBaHus OB, Atu-
nuyHylo BA, pedpakTepHylo K CTaHHApPTHON TepaImi,
paclieHMBAaIT KaK OfHO M3 BO3MOXKHBIX PeCHUpaTop-
Hbix nposiBnennit [T111]1 [24, 25]. Kpome toro, BA u TII][]
MOTYT COCYIIECTBOBAaTb Y OJHOTO IAllMeHTa; MEXaHN3M
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UX B3aMIMOJENCTBUA CIOXEH UM He /10 KOHIJA M3y4YeH.
ITo mauusiMm A. Owora u coasr., ITII]] 6bi1a acconum-
poBaHa ¢ 9-KpaTHBIM yBeIMYEeHVEM BEpOATHOCTU pas-
BUTUSA acTMbI (oTHOIIeHMe mancoB, OIIl: 9,65; 95% IU:
5,20-17,90, p < 0,01), Ipy 9TOM BCETO JINIIb C 7-KPATHBIM
yBe/IMYeHNEM BEPOATHOCTY HaIM4YMs aATOMMYECKOTO
mepMmaruTa (HVOKe, YeM BEPOSITHOCTb Pa3BUTUS aCTMBI,
Ol 7,71; 95%4M: 1,59, 37,43, p = 0,011), B cBsA3U € 4eM
aBTOPHI [IeNaloT BBIBOA 0 ToM, 4yTo BA mpu T asna-
€TCA CKOpee JIOKaZbHOM peaKlyeil JbIXaTe/IbHbIX Iy Tel,
a He IPU3HAKOM CUCTEMHOJ aJIJIEPTUYECKON peaKLuu
[26]. B emme omHOM mccnemoBanuy J. Zein u coaBT. OBIIO
MOKa3aHo, 4YTo y MHorux perein c¢ IIII]] nmeerca mpen-
PacCIONIOKEHHOCTb K Pa3BUTHUIO aCTMBbI, OGHAKO MMMY-
HOJIOTMYeCK/e MeXaHN3MBI, JIeXKal[yie B OCHOBE JaHHOM
KOppensanuy, IpefcToUT U3y4duTh [27]. B Hamem ncce-
moBauuy y oboux mereir ¢ I111]I, y xoropsix b9 MoxxHO
paclieHMBaTh KaK MOAM3THONOTMYeckue, BA Obina arto-
MMYecKasi ¢ BBIAB/IEHHON IO TaHHBIM ajlIeproyiormye-
CKOTO 00C/TeffoBaHUsI CeHCUOMIM3aLMell K WHTAALN-
OHHBIM ajlJiepreHaM, 303MHOMUIMET KPOBU, a TaKxKe
aJITIeprU4ecKyM PUHUTOM (y Of{HOI JeBOYKM).

B pamkax guarnoctuku 111 ] y mBOMX HaluX nanueH-
TOB NPUMEHSJICA METOJ, TPAaHCMUCCUOHHONM 3TeKTPOH-
HOJI MUKPOCKOIINM, B 000MX CTy4Yasx HOATBEPAVBIINIA
Hammuyue gedekra yIbTPacTPyKTYpbl peCHUYEK IVIIN-
ApHOTO SMNTENNA: OTCYTCTBME BHYTPEHHMX IVHENHO-
BBIX pydek. Elle OfHMM Ba>KHBIM 3TallOM AMATHOCTUKY
SABJIAETCA TeHeTHYeCKoe TeCTUPOBaHMe; Ha CETOTHS W3-
BeCTHO 6Oojee 50 TeHOB, MyTal[MM B KOTOPBIX IPUBOAAT
k passutuioo IIIIJI. Ilo pesynbpraTaM IOTHO3K30MHOTO
CeKBEHMPOBAaHNUs y OFHOTO IalMeHTa ObUT OOHAPY>KeH
MIaTOTEHHBI/I BapMAaHT B TOMO3UTOTHOM COCTOSHUM
B rene HYDIN, y npyroro — BapuasTt B rene CCDC39
B TOMO3UTOTHOM COCTOSIHUM, KOTOPBIiT ObUT pacijeHeH
KaK BapMaHT C HEM3BECTHOV KIMHMYECKON 3HA4YMMO-
cThio [23].

®BC npoBopunu 16 (84%) marjreHTaM ¢ TUATHOCTHYE-
CKOI1, @ TaKXXe 71e4e0HOIT (cCaHauus) 1enbio. Y OOMbIINH-
CTBa MaLMeHTOB HabI0gancsa IOBYCTOPOHHMI THOVIHBIN
aHA00poHxuT (10 meTelt), y 3 — OFHOCTOPOHHUIT THOII-
HBIl 9HAOOPOHXN)T, Y OZHOTO pebeHKa — KaTapa/IbHBbIil
9HJ0OPOHXUT, Y 2 AeTeil — CIU3NUCTast 0607M04Ka OPOHXN-
aNIBHOTO JIepeBa OblyIa He U3MeHeHa.

IToceB JKBAJI BBIMOMHANCA BCEM MaljMeHTaM, KOTO-
poiM npoBogunack PBC u 3a6op JKBAJL. Hanbonee ga-
CTO y HallUX MAI[MeHTOB BbiceBanack Hemophilus influ-
enzae (y 5 mereit), y 4 6bU1 BbIienieH Streptococcus mitis,
Takxe y 4 Streptococcus salivarius, y Tpoux — Staphy-
lococcus aureus. [Jpyrue MuxpoopranusMmsl (Streptococ-
cus pneumoniae, Neisseria subflava, Neisseria macacae,
Haemophilus parahaemolyticus, Candida albicans) 6p1mu
HpefcTaB/lIeHbl pexe (y 1-2 manneHToB).

3aknro4yenne
TpymHOCTM fOCTMOKEHUsS KOHTponA Haj BA wacto 06-
YC/IOBIEHBI ~ Ha/lIM4yuMeM KOMOPOWHBIX COCTOSTHUIL.
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Bnusinue rena COL1AI va popmupoBaHue
OCTEOIIEHUN Y HEJJOHOILLIEHHBIX JIeTel, POXKAEHHbIX
METOJOM 3KCTPaKOPIIOPATIBHOTO OIJIOJOTBOPEHM A

I.P. Mepsnskosa, H.P. Xadusosa, I.A. Baxurosa, C.B. Illaraposa, JI.P. Vimaesa, P.O. latuarynnus,

JL.P. Tatuarynnuna, A.M. Hasaposa, 3.A. lllanrapeesa

Orb0Y BO «balwKupckuit rocynapcTBEHHbIN MeAULMHCKUIA yHUBEpcuTeT» MuH3apaBa Poccum (yn. JlenuHa, A. 3, r. Yoa, 450008,

Poccus)

PesioMe

Beepenue. OcTeoneHnss — naTONOrMYECKOE COCTOSHUE, KO-
TOpOe yalle BbISIBNAETCA Y NPEXAEBPEMEHHO POLMBLUMXCS
HOBOPOKAEHHbIX C Maccoi Tena npu poxaennn MeHee 1500 r,
XapaKTepu3yeTca He TObKO HeLO0CTaTOMHOCTBIO BUTaMuHa D,
HO M HEXBATKOM Kanbuus u gocdopa. 3HaHMe HaceaCTBEHHBIX
(aKTOpOB PUCKA HU3KOrO YPOBHA BUTaMUHa D, MoXeT uMeTb
bonblIOe NpaKTUYECKOoe 3HayeHWe OIS NPOrHO3MPOBaHMA Ha-
PYLUEHWA KOCTHOTO MeTabonn3Ma y HeJOHOLLEHHbIX LETEMN.
Lenblo faHHOr0 MCCNeA0BaHUS SBUOCH U3YYEHME CBA3N MEX-
LY FeHOTUNWUYECKUMM W annesibHbIMKU HacToTaMu NOAMMOPGHBIX
BapuaHToB rs1800012 B rene COLIAT v npefpacnonoeHHOCTbIO
K OCTEOMEHUM Y HEeJOHOLLEHHbIX AETEH, 3a4aTbiX C NOMOLLbIO
WCKYCCTBEHHOTO OMNJIOLOTBOPEHMS.

Matepuanel n Metogbl. [oa HabnogeHweM Haxoamnuch 225
He[lOHOLLEHHbIX 1eTel, KOTOPbIX Pa3Aesiiv Ha ABe pasfnyHble
KaTeropuu B 3aBUCMMOCTU OT cnocoba 3ayatus. B ocHoBHylo
KaTeropuio BOLLIM AETU, POXAEHHBIE C MOMOLLBK MeT0Aa 3KC-

TpakopnopankHoro onfoaoTeoperns (3K0), a B KOHTPONbHY —
[LETH, 334aTble eCTECTBEHHLIM NyTeM. OCHOBHOE BHUMaHMe bbl1o
yaeneHo aHanu3y reHa COLTAT B aTux rpynnax HabnwoaeHus.
Pesynbtathbl. B Koropte HefOHOLLIEHHbIX AETEN, 3a4aTblX C NO-
Mowbto KO, BbISBNEHO 3HAUMTENbHOE MOBLILIEHWE FEHOTUNA
T/T (x2=8,13, p = 0,0053) u HenpoTekTMBHOrO annena T (x2=7,15,
p = 0,0083) B npegenax nonumopdHoro BapuaHTa rs1800012
reHa COLJA]. BcTpeyaeMocTb Yrpo3sbl pa3BuTUS OCTEOMEHMM
no BapuaHTy rs1800012 B reHe COLIAT 6bina BoisiBneHa y 46%
neTeit B ocHoBHoli rpynne (IKO) n y 34% — B KOHTpONbHOIA
rpynne.

BuiBogbl. BbifiBNEHHbIE TEHETUYECKME pa3nMuns ABAAIOTCA
HacneACTBEHHBIMU M He CBfi3aHbl C caMon npouenypoi IKO.
BbisicHeHMe reHeTUYeCKUX AETEPMUHAHT MOMET ChirpaTh K-
YEBYH0 POJib B MPOrHO3MPOBAHWM OCTEONEHUM Y HEJOHOLUEHHbIX
neTen.

KniouyeBble cnoBa: HeJOHOLLEHHbIE JETH, JKCnpeccua reHos, HacneacTBeHHOCTb, BUTAMUH D, annenu

[nsa uutupoeanus: Mepanskosa [1.P., Xadu3osa H.P., Baxutosa A, LLaraposa C.B., UMaeBa J1.P,, TatuatynnuH P.O.,
latustynnuna J1.P.,, Hasaposa A.W., Wanrapeesa 3.A. Bausauue reHa COLTAT Ha hopMupoBaHKUe 0CTEOMEHWM Y HeOHOLLEHHBIX
JeTel, POXAeHHbIX METO10M 3KCTPAKOPNOpPasibHOro 0nnoa0TBOpPeHUs. Apxus neduampuu u demckoli xupypeuu. 2025;3(2):25-32. doi:

10.31146/2949-4664-apps-3-2-25-32
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The effect of the COLIA1 gene on osteopenia

in preterm infants conceived via in vitro fertilization

Dinara R. Merzlyakova, Nailya R. Khafizova, Gulnaz A. Vakhitova, Saniya V. Shagarova, Lilia R. Imaeva,
Radik F. Gatiyatullin, Laysan R. Gatiyatullina, Alfiya I. Nazarova, Ziliya A. Shangareeva

Bashkir State Medical University (3 Lenin St., Ufa, 450008, Russia)

Abstract

Background. Osteopenia is a pathological conditionmore most
often observed in preterm newborns with a birth weight under
1500 g. It is characterized not only by vitamin D deficiency but
also by insufficent calcium and phosphorous levels. Under-
standing hereditary risk factors for low vitamin D, may have
great practical value for predicting bone metabolism disorders
in preterm infants.

Objective. This study aimed to investigate the association
between genotypic and allelic frequencies of rs1800012
polymorphism in the COLIAT gene and predisposition to os-
teopenia in preterm infants conceived through artificial in-
semination.

Material and methods. The study involved 225 preterm babies
divided into two categories depending on the method of con-
ception. The main consisted of children conceived via in vitro

fertilization (IVF), while the control category included children
conceived naturally. The analysis focused mainly on the COLIAT
gene in these observation groups.

Results. In a cohort of preterm infants conceived by IVF, there
was a significant increase in homogeneity of T/T genotype
(x2=8.13, p=0.0053) and in the non-protective T allele (y2=7.15,
p = 0.0083) within the polymorphic variant rs1800012 of the CO-
LIAT gene. The risk of osteopenia associated with the rs1800012
variant was identified in 46% of children in the IVF group
and in 34% of children in the control group.

Conclusion. The identified genetic differences are hereditary
and are not associated with the IVF procedure itself. Under-
standing the genetic determinants that contribute to decreased
vitamin D, may play a key role in predicting osteopenia in preterm
infants.
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BBenenne

KiroueBbIM reHoM B 06/1acTyM aHaIM3a IMIOTHOCTY KOCT-
HOJI TKaHM, IPeACTAB/IAIONIMM UHTepeC B HayKe, ABIA-
ercs al-menb komnareda I tuma (COLIAT).

OO6DbeKTOM MCCIeNOBaHUA ABISAETCS KOCTHAs TKaHb,
KOTOpas IpeACTaBIseT COOOI CIOXKHYI0O aMalbramy
Ba)KHEWIINX MUHEPATIOB U OPraHMYeCKUX COeJMHEHNI
B KOCTHOII cucteMme [1, 2]. Opranmnyveckue ppakuuu, mpe-
obagarolye B JaHHOI KJTeTKe M Oe/TKaX, CofepyKaT, B YacT-
HocTH, KomareH | tuma [3-7]. Hanustit COLIAI npen-
CTaBsieT co0O0I TeTepoTpUMeEp, COCTOSALIUIT U3 OETKOB
al 1 a2, KaXXAbI 13 KOTOPBIX KOAUPYETCA OTAe/IbHbIMA
redamu — COLIAI nu COLIA2 cooTBeTCTBEHHO. Bax-
Has mpobneMa — BAUsHME TeHa Ha L[ETOCTHOCTb KOCT-
HOJI TKaHU. B IleHTpe 9TuX mpo6IeMHBIX AVICKYCCUIT Ha-
XOMIUTCSI HECOBEPIIEHHBIT OCTeoreHe3 — 3aboeBaHue,
Ipy KOTOPOM IpuMepHO y 90% manmeHTOB Habioma-
I0TCSI MyTallMM B FeHaX, CBA3aHHBIX C al- ¥ a2-mensamu
COLIAL [lokasaHo, 4TO pasnuvHble (crnennduyieckue)
TeHeTMYeCK/e M3MEHEHNA IPUBOJAT K CHUIKEHUI0 M-
HepaylbHOM IJIOTHOCTY KOCTHOM TKaHM, & 3HAYUT ITOBBI-
IIAI0T PUCK CKJIOHHOCTY K ATOIOTMYEeCKIM IIepeioMaM.
BBICOKOMY PUCKY ITepelloMOB CIIOCOOCTBYIOT He TONBKO
[laHHbIe MYTAaI[U!, HO ¥ TeHeTUYeCKye ITOIMMOPPU3MBI
B COLIAI [8-10].

Ha mpouyHocTh KOcTHOV TKaHuM BiauseT reHotun GT,
KOTOPBIIl XapaKTepuU3yeTcs IIOHVDKEHHBIM COfepiKa-
HJEM OpPTaHUYEeCKUX M HEOPTraHMYECKNX KOMIIOHEHTOB.
Hocurenn renoruna GT mMeoT npsAMYy0 KOppensinnio
C TpOYHOCTBIO KocTeit [11-15]. Y mui ¢ reHoTumom
GT Munepanusanus KOCTHOM TKaHM CpPaBHUTEIBHO
HIDKe, 9eM y nl ¢ reHotunom GG COLIAI, 4ro Bnuser
Ha IIPOYHOCTDb KOCTHOJ TKaH! Ha pa3pbIB [16-18].

BoisiBneHHBIe TeHeTMYeCKMe MapKepbl ITO3BOJAIOT
OIpeleNnUTh 3HAaYMUTENbHOE CHIU>KEHME MaCChl KOCT-
HOJ TKaHU, YTO OYeHb Ba’KHO [JIs OL[EHKM PUCKa IIe-
penoMoB, BnusHMA GaKTOpOB pucka Ha MeTabonmue-
CKYIO IJIOTHOCTDb KOCTHOJ TKaHU ¥ IIPOTHO3MPOBaHNE
pocta pebenka. OHU MO3BOAIOT OLEHUTb PA3TUIUSI
B aKTMBHOCTU OCT€O0TACTMYECKMX M OCTEOK/IacTIIe-
CKMX KJIETOK IIPY MAaTOJOTUM KOCTel U HPOTHO3UPO-
BaTh pa3BUTUE 3a00/IeBaHMUIT OMOPHO-BUTATETBHOTO
anmapara y geTell. Tak)ke M3BEeCTHO, YTO MapKephbl
CHOCOOCTBYIOT INPOBENEHNI0O CKPUHUHTOBBIX JCCIIe-
NOBaHUI, MMEWIINX MPUHIUINATbHOE 3HadYeHMe
IS ToCTeiy oI MX aHann3os [19, 20]. bonee Toro, atn
«OMOMapKepbl» MPOSCHSAIOT MPOLECChl OCTeOreHesa
B pa3/JIMYHbIX BO3PACTHBIX I'PYNIaX, TeM CaAMBIM pac-
KpBIBas CJIOXKHYIO B3aIMOCBA3b MEX/ly MUHEPa/IbHOM
moTHOCThIO Koctu (MIIK) n gunamukoi ee cospeBa-
Hus [21-25]. Kaxkpplit 13 9TUX acIeKTOB CIOCOOCTBY-

eT KOMIIJIEKCHOJI OIleHKe KauecTBa ) HOBBIX JMATHO-
CTUYECKNX BO3MOXXHOCTEJ INpM [AHHON IaTONOTUU
Y TOC/IefyIOMNX Te4e6HO-TPOPMUIaKTIIeCKNX Mepo-
npuATuAx [26-28].

Llenb maHHOTO MCCIEfOBaHUS — BBISIBUTH YacToO-
Ty TEHOTUIIOB U ajUleliell IOMMMOP(HOro BapuaH-
Ta rs1800012 B rene COLIAI, XOTOpble ONIPENENAIOT
PUCK pasBUTUS OCTEONEHUN Yy HEe[JOHOIIEHHBIX [eTell,
poxaeHHbIX MeTozoM IDKO.

Marepuainbl 1 METO/bI

B pabore MBI M3yYMIM «TPaeKTOPUM» PasBUTUA
225 HOBOPOXX/IEHHBIX C MacCON Tejla IIPYU POXKIEHUY Me-
Hee 1500 r. Kak Ipy 3KCTPAKOPIOPAIBHOM OIJIONOTBO-
pernn (9KO), Tak u mpu ectecTBeHHOM 3adaruu. basa
IpOBeJieHN s MCCefoBaHmA: PecrryOnukaHcKas geTckas
KnnHn4YecKkas 6onpHua (r. Yba) coBMecTHO ¢ Kadenpoit
TeHeTVKM BalKMpCKOro ToCy[apCTBEHHOTO Iefaroru-
YeCKOro yHuBepcurera mmeHn M. Axmymwiel (r. Ya).
Brienenbl KpuTepyuy BKIIOYEHM: He[IOHOLIIEHHBIE JIeTU
oT 3 10 36 MecALEeB C YIOBIETBOPUTENBHBIM 3[0POBbEM,
coryacye poguTeseil Ha 3a60p KpOBM 1 He[OHOLIEHHbIE
mety, 3adaTble myTeM IKO, ¢ BecoM Npu poXKAEHNN Me-
Hee 1500 rpaMM (kaTeropmm: o4eHb HU3KasA Macca Teya
(OHMT) u axctpemanpHO HM3Kasg Macca Tena (QHMT)).
Kpurepun mcknrodeHuA: GETH, POXKIEHHBIE C Maccoil
6omee 1500 rpaMM, AETY C CEPbe3HBIMM BPOXK/JeHHBIMU
MOpOKaMI pa3BUTIA, JeTH CTapIlle TPex JIeT, OTCYTCTBIe
cormacusA pomuUTeNnell Ha y4acTue B MCCIeloBaHMU. Bbl-
Jie7IeHbl 2 TPYIIIBL: B OCHOBHYIO (1 = 117) BOLIM HEIOHO-
LIEHHbIE IeTH, POXKAeHHBIe ¢ momoubio JKO, B rpynmy
cpaBHeHus (n = 108) — HelOHOIIEHHBIE [IETH, 3aYaThie
€CTeCTBEHHBIM ITYTEeM.

WccnenoBanne rena COLIAI mpoBOAMIOCH € IOMO-
b0 coBpeMeHHoro Meropa IIIIP B peanpHOM Bpeme-
HU. /I MOJIEKyIAPHO-TEHOTUIINYECKON CTaTUCTUKU
UICTIONIb30BA/INCh 1M¢poBble MHCTPyMeHThI SNPstats
(https://www.snpstats.net) u mpunoxenne GMDR (Gene-
ralized Multifactor-Dimensionality Reduction), npu-
MEHSAMNCh pa3NNYHble KPUTEPUM OLEHKW: KPUTEPUit
HezaBucuMocTy x> IIMpcoHa [A MpOBEpKM TMIOTE3bI
HEe3aBUCUMOCTH, MHPOPMAIIMOHHBIN KPUTepUit AKaukKe,
k03¢ dunuents BepositHocTn (OR, CI), a Takke Tabmu-
I1a CONPSIKEHHOCTH 2 X 2 ¢ TIonpaBKoii Vefitca [29].

leHoTun um annenp ONpefenArTCsS IyTeM IPOTeK-
TUBHOTO BIUAHNS, ecnu orHomeHue maHcoB (OR)
Menblie (<1). /I Ha060pOT, pUCKOBOe BAUSHUE Te-
HOTUIIA ¥ aJjIeis OIpefe/nsaeTcsa, eCIM OTHOIIeHMe
mraHcoB 6ompuie (>1). SNP-ananus monmmopdusma
rs1800012 B rene COLIAI mpoBOAM/ICA C NOMOILBIO
nporpaMmbl «SNPstats».

o
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Pe3ynprarhl 1 00CyKXIeHIE

Ocreonennsi — 3TO MyIbTUAKTOPHOE 3aboneBaHue.
COL1Al saBndeTca OOHMM U3 3HAUYMMBIX T€HOB, y4Ya-
CTByIOIIVX B (OpMUPOBaHMM KOCTHON TkaHu. Harmre
UCCIefloBaHMe OBUIO IIOCBSIIEHO M3YYeHMI0 YaCTOTHI
PacIpOCTPaHEeHHOCTM T€HOB M ajUleieil crenudude-
CKOTO TeHa-peryjsATopa MeTabonyMsMa KO/IareHa —
COLIA1 [30, 31]. 3HauNMBIM TeHeTU4eCKUM (aKTOPOM
pUCKa PasBUTUS OCTEOTIEHUN SIBISAETCS MOMUMOPGHBILI
BapmaHT rs1800012 rena COLIAI (maHHBIT aHAINU3 pac-
Ipefie/IeHNsI 4acTOT T€HOTUIIOB M ajUlefiell O IOMU-
mopduoro BapuaHnTa rs1800012 rena COLIAI mpencTaBs-
7ieH B mao. 1).

Tabnuua 1.

MonumMopdHbIn BapuaHT rs1800012 rena COLIAT
Table 1.

Polymorphic variant rs1800012 of the COLIAT gene

lpynna cpaBHeHusi | OcHoBHas rpynna

lenoTun/

AAeAb (3KO) (n =117)
) ; .
o~ p(d Comparlson Group Main giolul;;(IVF)
e --
GT 0,7 (0,09) 0,53 0,05 0,48 0,05
TT 0,003 (8,13) 7 0,07 + 0,02 26 0,12+0,03
GG 0,14(2,2) 36 04+005 33 04x005
G 0,006 (715) 17 0,66+0,03 108 0,54+0,03
T 0,006 (715) 59 034+003 94  0,46+0,03

IIpu cpaBHeHMM YacCTOT T€HOTUIIOB M asjlefieil reHa
COLIA1 B uccnenyeMbIX KOTOpTax Hab/ofanach CTaTu-
CTUYeCKM 3HaYMMas JUCHPOIOPIM B OTHOIIEHUM Ya-
croTsl romosurotHoro reHoruma TT (x* = 8,13, p = 0,003).
B rpymnmne metell, poXX/IeHHBIX IIyTeM 3KCTPaKOpPIOpaib-
Horo omnofgotBopenus (9KO), BeIsiBIeHa 4acToTa JaH-
HOro reHoruma 12%, 4TO HpPeBBICMIO aHAJIOTMYHBIN
IOKa3aTelb B IPyIIIle HeJOHOLIEHHBIX JeTell, 3a4aThIX
€CTeCTBEHHBIM ITyTeM, paBHBIN 7%. Tak>ke BBIABIEHO,
YTO B OCHOBHOII I'PYIIIIe CTATUCTUYECKN Yallle BCTpedarl-
cs MyTaHTHBI annenb T — 46% 1o cpaBHeHuIo ¢ 34%
B IpyIIe cpaBHeHUsA. VI Ha060poT, B IpyIIie CpaBHEHNA
JeTeil yalle BCTPeYascs NMPOTEeKTUBHBIN amnens G —
66%, Torma xak B rpymre gereit (OKO) on cocraBmn 54%
(x* = 7,15, p = 0,000) [32].

HaHHass Mopenb MOMMMOP(HBIX BapuMaHTOB B TeHe
COLIAI 1o3BO/NsAET OLIEHUTb PabOTy KaXk[[OTO OT/eNb-
HOTO aJIJIefIsl Y He[IOHOLIEHHBIX fieTell (maob. 2).

B pesynprate  SNP-amaimmsa  mommmop¢usma
rs1800012 B rene COLIAI 6binu BBIABIEHBI TPU CTATH-
CTUYECKM 3HAYMMBble MOJENU B3aMMOJENCTBUA ajljie-
Jeil: KOJOMMHAHTHAs, PelleCCUBHAS U JIOT-aAiUTUBHA.
IlaHHbIE MOfeNnM IOKa3bIBAIOT BAMSAHUE TreHOTHMIa 1T
u annens T Ha popMuUpoBaHMe COENUHNUTENBHON TKAHN.
BeisiBeHO, YTO fake mMpu COOMIOEHUN KPUTEPUEB OT-
6opa o HanMenbuieMy AIC n p-3nauennio (MmeHee 0,05)
BapUaHTOM, Haubosee MOAXOAAIIMM, OKa3aaach JIOT-af-
autuBHaA Momenb (p = 0,0082, AIC = 308,5), mokassl-
BaOIIasi, YTO HajM4Me ABYX MYTaHTHBIX ayienein T

Tabnuua 2.

BapuanT rs1800012 rena COLTAT (SNP-aHanu3)
Table 2.

Variant rs1800012 of the COLIAT gene (SNP analysis)

OcHoBHas

(1)
Mogenb | Ho- F%Y}?Oﬂ)a oL (95A1 .l
(n=117)
JNor-ap- - - - 1,70 0,0082 308,5
JIUTUB- (1,14-2,54)
Has
Domn- GG 41 35(28,5%) 1,00 0,072 3123
HaHTHas (39,8%)
GT- 62 88 (71,5%) 1,66
TT  (60,2%) (0,95-2,90)
Peuec- GG- 94 97 (78,9%) 1,00 0,0087 308,6
cuBHaa GT  (91,3%)
TT  9B,7%) 26 (21,1%) 2,80
(1,25-6,29)
Ceepx- GG- 50 61 (49,6%) 1,00 0,88 3155
pomu-  TT  (48,5%)
HaHTHaA GT 53 62 (50,4%) 0,96
(51,5%) (0,57-1,62)
Komo- GG 41 (39, 35(28,5%) 1,00 0,018 3095
MU- 8%)
HaHTHas
GT 53 62 (50,4%) 1,37
(51,5%) (0,77-2,45)
TT  98,7%) 26 (21,1%) 3,38
(1,40-8,18)

YBEIMYMBAET BEPOSATHOCTD pa3BUTHUA 3a00/IeBaHNII coe-
AVHUTEIbHOI TKAaH! B IBa pa3a II0 CPaBHEHUIO C OFHIM
annenem T.

V3BecTHO, YTO TOBBIIIEHNE YPOBHs Oe/ka KojlareHa
I tuna (COLIAI), mHAYIVpOBaHHOE MYTaHTHBIM aJjlyle-
nem T, HapylraeT mpaBUIbHOE COOTHOLIEHNE CyOBeny-
HUI] KOJUTaTeHa ¥ TeM CaMBbIM OCa0/IAeT CTPYKTYPHYIO
1e/ocTHOCTh camoro COLIAI, 1osTOMYy M CHVDKAeTCA
IPOYHOCTb M STACTUYHOCTb COENVHUTEIbHON TKaHU
[32]. 3ambIcTOBaTHIT «6aTaHC CYObeMHNI» KO/MTareHa
UMeeT pellallee 3HaYeHNe IS HopmepxaHus (ympy-
TOCTU! M CTPYKTYPHOII) IMPOYHOCTM COEAUHUTETbHBIX
TKaHell, U /M000e HapylleHMe 9TOrO paBHOBECHS, BbI-
3BaHHOE MYTaHTHBIM ajllefieM, MOKeT IIPMBeCTH K 3Ha-
YYTETbHBIM (Y3NOTOTYECKIM MOC/IeCTBUSM.

BriBoabl

Nsydenne Bnuanma reHa COLIAl y HelOHOIIEHHBIX
OeTel, POXJEHHBIX METOAOM 35KCTPaKOPIOpanabHO-
rO OIVIONOTBOPEHM:A, IIOKa3alo 3aMeTHOe YBeudye-
HYe PpacIpOCTPAaHEHHOCTY TOMO3UTOTHOTO TeHOTUIIA
TT (x* = 8,13, p = 0,003) u HempoTeKTUBHOTO annens T
(x* = 7,15, p = 0,006). JaHHBII TOMUMOPQHBIN BapUaHT
rs1800012 B rene COLIAI BbiABNEH y 46% peTei oc-
HOBHOIJI I'PYIIIbI II0 CpaBHEHMIO C 34% peTell, 3a4aTbIX
€CTeCTBEHHBIM IyT€M, YTO TOBOPUT O IIOBBIHIEHHOM
pucke pasButus octeoneHun. SNP-aHanmus BapmaHTa
rs1800012 B rene COLIAIl BBIABUI NIOT-afJUTUBHYIO
Mogenb B3auMopericteus (p = 0,0082, AIC = 308,5), no-



Ka3bIBAIOIYI0, YTO Haju4Me 2 MyTaHTHbIX ajeneit T
B IBa pas3a IIOBBINIAET PMCK PasBUTHUA 3a00TeBaHMIL
COe[IMHUTENbHON TKaHY 10 CPAaBHEHMIO C OJHMM ajljle-
nem T. IlomydyeHHBIe pe3ynbTaTBI MOTYT CIIOCOOCTBO-
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Kimanyeckas sHaYMMOCTD OIIpee/IeHU A
dbekabHOTO KaJBIIPOTEKTUHA Y [eTell C LeTnakuen:
OJJTHOMOMEHTHOE€ VCCIefOBaHe

C.J. I'ennep, A.T. Kamnnosa, 3.E. Ymaprasaposa, K.III. YcmanoBa

Pecny6nuKaHCKMI cneuuanu3upoBaHHbIi Hay4HO-MPAKTUYECKUIA MeAULIMHCKMIA LLeHTP neamaTtpuu MUHUCTepCTBa 3L,paBooXpaHe-
Hua Pecny6nukm Y3bekucTaH (ynuua 2-i Yumbaii, npoe3sp TanaHT, 4. 3, AnMasapckuii panoH, r. TawkenT, 100179, Y36ekuctaH)

Pesiome

AkTtyanbHocTb. B nocnegHee Bpems 6onblune Hafexabl BO3-
NaralTcs Ha BHEAPEHWUe B NPaKTUKY pe3ynbTaToB MCCIeAo0Ba-
HWIi, OCHOBaHHbIX Ha onpejeneHuu bruonornyeckux MapKepos
BOCMAJIEHWs, OLHUM U3 KOTOpbIX ABNSETCS QeKanbHbli Kanb-
npoTekTuH (PK). B nuTepaType UMeloTcs efuHUYHbIE CO0bLLEe-
HWA No pe3ynbTatam onpegenelns OK y bonbHbIX C Lenuakme,
npyUYeM NonyyeHHbIe AaHHble OTAUYAKTCA pa3HoobpasueM no-
KasaTtenemn.

Lienb nccnepoBaHus: onpefennTb KIMHUYECKYIO 3HAUUMOCTb
(eKanbHOro KanbnpoTeKTUHA NPYU LieIMAKUKM Y leTel, NPOBECTH
napannenu Mexay OK v HapyLeHneM NpoHULLaeMoCTH TOHKOrO
KMLIEYHMKA.

Matepuanel u MeToabl. B nepuop ¢ saHBapsa 2018 r. no mioHb
2019 r. obcnenoBaHo 42 pebeHKa: 28 ¢ BnepBble BbISBIEHHOM
uenuakmen, 14 BonbHbIX C paHee YCTaHOBIEHHBIM AUArHO30M,
cobnofaBlmMX arnwTeHoBYK AueTy, U 20 npakTuyecku 3p0-
POBLIX AETEN aHaNOrMYHOro Bo3pacTta (KOHTpOSbHas rpynna).
BceM peTaM npoBoamnoch onpefeneHne aHTUTEN K TKaHEBOW
TpaHcrnyTamuHase IgA v obwwero IgA (W®A-meTop). UsmepeHue
ypoBHa OK nposogunock MOA-mMeTogoM. Mcnonb3oBancs 1 He-
MHBa3MBHbIN CNOCOD OnpeAeneHUs NPOHMLLAEMOCTH KULLIEYHON
cTeHkM (no MeTogay B.W. MetpoBsa u coasT., 2003 roa).

Pesynbratbl. WccnepoBanus ®K npogeMoHcTpupoBanu no-
BbILUEHWE €ro 3HAYEHWW y AeTeil C BnepBble YCTAHOBJIEHHbLIM
AanardosoM — 36,6 + 10,2 MKr/r No CPaBHEHWIO C KOHTPOJIbHOI
rpynno# (20,9 + 8,7 Mkr/r). B rpynne peTei ¢ pedpakTepHbIM Te-
yeHueM 3aboneBaHus nokasatenu OK 6bian 3HaUMTENBHO BhILLE,
yeM B rpynne A0 NleYeHUs U B KOHTPOSIbHOM rpynne: 77,9 + 24
MKr/T. Pe3ynbTaTbl OLEHKW COCTOSHWA KULeYHoro bapbepa no-
Kasanu, 4To y NaLMeHTOB C LiesIaKueil 0TMeYanoch NoBbILLEHKE
MPOHMLLAEMOCTH KMULIEYHON CTEHKW MO CPABHEHUIO C KOHTPOb-
Hol rpynnon u3 3goposbix geteit (0,3 + 0,02 onT ef., p < 0,09),
Haumbonee 3aMeTHOE NMpU BMepBble YCTAHOBMIEHHOM LieNInaKmei
(-0,1 + 0,05 onT ep.). KoppensunoHHbIN aHanns NpoLeMOHCTPU-
poBas npsiMyt0 B3aUMOCBA3b Mexay 3HadeHnamu OK u npoHu-
LLaeMOCTbI0 TOHKOM KULLKKM Npu pedpakTepHoii Luennakum (0,96).
3aknoueHne. Y peteit ¢ pedpaKTepHbIM TeYeHMEM Lenna-
Kun nokasatenm OK npeBbilwaloT 3HaYeHWUs 3[0POBLIX LeTeit
1 NaLMEHTOB C NEPBUYHO AWMArHOCTUPOBaHHLIM 3ab0neBaHNEM.
BbisiBneHa BbICOKasA KOPpEeNALMOHHAA CBA3b MEXAY MOBbILIEH-
HbIMU 3Ha4YeHusMU DK 1 NPOHNLLAEMOCTBIO KULLEYHUKA Y feTel
¢ pedpaKTepHbLIM TeueHWeM 3aboneBaHus.

KnioueBble cnoBa: Lenmakus, heKanbHbli KanbNpOTEKTMH, KULLEYHbIA bapbep, Bocnanexue, ety

[nsa umtuposanus: lennep C.M., Kamunosa AT., YMapHa3saposa 3.E., YcmaHosa K.L. KnuHuueckas 3HauMMocTb onpefenequs
(eKanbHOro KanbnpoTEKTUHA Y [LeTeN C LiesIakuen: 04HOMOMEHTHOE McCeA0BaHue. Apxus neduampuu u demcKol Xupypauu.
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Clinical implications of the determination of fecal
calprotectin in children with celiac disease: A cross-

sectional study

Svetlana L. Geller, Altinoy T. Kamilova, Zulkhumar E. Umarnazarova, Kamola Sh. Usmanova

Republican Specialized Scientific and Practical Medical Center of Pediatrics, Ministry of Health of the Republic of Uzbekistan
(3rd Building, Talant Hill Street, 2nd Chimboy, Olmazor District, Tashkent, 100179, Uzbekistan)

Abstract

Background. A promising research avenue in recent years has
been implementing research findings on biological markers
of inflammation into clinical practice. One such marker is fecal
calprotectin. The literature contains only isolated reports on fe-
cal calprotectin concentrations in patients with celiac disease,
and the available data vary significantly.

Objective. To determine the clinical significance of fecal calpro-
tectin in pediatric celiac disease and to find its relationship with
small bowel permeability.

Materials and methods. From January 2018 to June 2019, 42
pediatric patients were examined: 28 with newly diagnosed ce-
liac disease, 14 previously diagnosed children adhering to a glu-
ten-free diet, and 20 apparently healthy, age-matched control
subjects. All participants were tested for IgA tissue transgluta-
minase antibodies and for total IgA (ELISA). Fecal calprotectin
levels were also measured using ELISA. Intestinal permeability
was assessed using a non-invasive method (after Petrov V.I. et
al., 2003).

Results. Fecal calprotectin levels were elevated in newly diag-
nosed celiac patients (36.6 + 10.2 Mcg/g) compared with the con-
trol group (20.9 + 8.7 mMcg/g). In children with refractory celiac

disease, fecal calprotectin levels were significantly higher than

in both the newly diagnosed group and controls (77.9 + 24 mcg/g).
Assessment of the intestinal barrier showed increased intestinal

permeability in celiac patients compared with healthy controls

(0.3 + 0.02 optical units, p < 0.05), with the most pronounced

changes observed in newly diagnosed patients (-0.1 + 0.05 op-
tical units). Correlation analysis revealed a strong positive re-
lationship between fecal calprotectin levels and small bowel

permeability in refractory celiac disease (r = 0.96).

Conclusion. In children with refractory celiac disease, fecal cal-
protectin levels exceed those of both healthy controls and newly
diagnosed patients. A strong correlation was identified between

elevated fecal calprotectin values and increased intestinal per-
meability in children with refractory celiac disease.
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BBenenne

Henuakus MMMYHOOIIOCPEJOBAHHOE CHUCTEMHOE
3aboneBaHMe, KOTOpOe BO3HMKAeT B OTBET Ha YIOTpe-
O71eHMe ITII0TeHAa W/INM COOTBETCTBYIOMINMX IPOTAMIHOB
TeHeTMYeCK! IIpefpacloIOXeHHBIMI NHAVBULYYMaMuU
Y XapaKTepu3yeTcs Halmu4yeM LIMPOKOI KOMOVMHAIN
[IIOTEeH3aBUCUMBIX KIMHUYECKUX IPOSABIECHUI, ITOBbI-
IIeHNEeM B CBIBOPOTKe KOHIEHTpaluy CrenupuaecKux
aHTUTeN K TKaHeBON TpaHcrmyramuHase (anti-tTG),
K sHmomusnio (EMA), manmamem HLA-DQ2 man HLA-
DQ8-rammorumos u sutepomaruu (1, 2]. 3aboneBanue
SABIAETCA JOCTaTOYHO PAacIPOCTPAaHEHHBIM U BCTpeda-
eTcs IpuMepHO B 1% B 3amagHoI omyauum [3-5].

JlaHHBIE O pacHpPOCTPaHEHHOCTM IIeIMAKUM B asu-
aTCKMX CTPaHaX 3HAYMTE/NbHO M3MEHMINCh B TeYEeHIe
MOCTIEHNX JIET ¥ COIIOCTAaBUMBI C eBPOIIEVICKMMHI U Ce-
BepOAMEPUKAHCKMMMU. Tak, Ije/inakys BbIABIeHA Y 6,5%
meTell ¢ XpoHudeckoil guapeeit B Kutae [6]. SlmoHckoe
UCCefoBaHMe ¢ yuacTyeM 470 deloBeK yCTaHOBUJIO 4a-
CTOTY BCTPEYaeMOCTH LIeNVAKNM 10 JAHHBIM CEpOIOT NN
u 6uoncun y 1,6%, 4TO COOTBETCTBYeT MUPOBOI pac-
IpOoCTpaHeHHOCTH [7, 8].

Ha manHBII MOMEHT OMArHOCTMKA IieiMakuu 6asu-
pyeTca IpeMMYLIeCTBEHHO Ha CEepOJIOTMYeCKNUX NC-
C/IEOBAHMUAX U TUCTONOTUYECKON OIleHKe OMOINTaTOB
C/IMBUCTOV 00O0TOYKY TOHKOJ KUIIKY, ITOTYyYeHHBIX UH-
Ba3MBHBIM MeTofoM. OfHAaKO, HECMOTPS Ha CYLIEeCTBEH-
HBIII POTpecc B 06/1aCTM AMAarHOCTUYECKUX TOAXOMOB,
coxpaHseTcs psAx (aKkTopoB, 00YCTOBIMBAIOIINX HEOO-
XOIUMOCTbD [Ja/IbHENIIero MOMCKa ¥ Baaugalli HOBBIX
61OMapKepOB, KOTOPble MOT/IN OBl MOBBICUTH TOYHOCTb
AUAarHOCTUKY U 9P deKTUBHOCTh MOHUTOPUHTA TAL[VEH-
TOB C Ile/IMaKuen.

B nocnenHee Bpemst 6ofblivie HafieXXIbl BO3MAraloTcs
Ha BHefIpeHMEe B IIPAKTUKY pe3yIbTaTOB MCCIETOBAHNIIL,
OCHOBAaHHBIX Ha OIlpe[ie/IeHN I OMOTOTYECKUX MapPKEPOB
BOCTIaJIEHM T, OMHVM U3 KOTOPbIX siBisieTcss OK [9-11].

Ilomy4eHHBIT HEMOCPEACTBEHHO U3 KMIneyHMKa, OK
OOBEKTVBHO yKasblBaeT Ha Ha/lM4ue WIN OTCYTCTBUE
BOCIIAJICHN A, IO €r0 YPOBHIO TaK)Xe MOXXHO CYAMTD
O CTeIleH! BBIPa>KEHHOCTY BOCIAIMTEIBHOTO IIpoljecca.
Kpome toro, OK saBnsieTcs Ba>KHBIM NPOBOCHATINUTENb-
HBIM TIOCPETHIKOM B pPeaKIMAX OCTPOro U XPOHUYECKO-
ro Bocanenus [12, 13]. B coBpeMeHHBIX UCCTe[OBaHUAX
IIOKa3aHa ero BBICOKAs YYBCTBUTENIbHOCTD, CIIELVIpNY-
HOCTb ¥ TIPOTHOCTMYECKas ILEHHOCTb IPU BOCHAIN-
TEIbHBIX 3a00/IeBaHNAX KMIIEYHNKA, Y He[JOHOUIEHHBIX
feTell IIpy yTpo3e pasBUTHS HEKPOTU3MPYIOIIETO SHTe-
POKONNUTA, KOMOPEKTATbHOM paKe, HECTEPOUIHON IH-
TEPOIIaTUM, alKOTOTbHOV 3HTEPOIATUN, XPOHNIECKOM
NaHKpeaTuTe M Nppose nedeHn [14-18].

B nmurepaType MMeOTCA eAVHNYHbIE COOOILIEHNS O pe-
synbrarax omnpefenennsa OK y 6O/IbHBIX C LeMMaKuer,
IpuyeM MOTyYeHHbIe aHHble OTINYAIOTCA 3HAYUTENb-
HBIM pasHooOpasueMm mokasareneit [19, 20]. B wacTHO-
ctu, Massimo Montalto u coast. [21] He ycTaHOBMIM
B3aJMMOCBA3YM MEXJY €ro 3Ha4eHMAMM Yy MallVIeHTOB
C LieIMaKMeil M KOHTPOJIbHOM I'PYNIoON. ABTOPBI YTBep-
)pamnT, 4To OK He KoppenupyeT ¢ cepbe3HOCThIO KIIN-
HUYECKUX CUMIITOMOB, CTelleHbl0 HelTPpOoPUIbHON
MHOUIBTPALUY VI TMCTOMATONIOTNYECKUM HOBPEX/e-
HueM. Ertekin V. u coaBr. [22] yTBepxaloT, 4TO Y feTeit
¢ uenmakuei noseiieHne OK cBA3aHO ¢ TAXKECTHIO TU-
CTOIATONIOTMYECKUX M3MEHEHNI M YYBCTBUTE/IBHOCTBIO
K OesrmiotenoBoit auete (BI'M]). Takum o6pasom, K Ha-
CTOAIIEMY BPEMEHM HET eMHBIX MTOAX0/I0B O 3HaYeHUN
@K npu Hennakum y feTen.

Lenp mccnemoBaHusA: ompepeneHue 3Haunmoctu OK
KaK IpeAuKTOpa HeOIaTOMPUITHOTO KIMHUYECKOTO Te-
YeHNA U MapKepa HapyLIeHNs IPOHNIIAeMOCTY TOHKOTO
KIMIIeYHMKA IPY LeTNAKNN Y JeTel.

Marepuainbl 1 METO/bI

[TpoBemeHo ogHOMOMeHTHOe uccrnemoBaHue. C siHBa-
ps 2018 r. mo uioHb 2019 1. mpoBefeHO 06CIeOBaHME
MALEHTOB C Ie/IMaKueil, TOCHUTATIN3UPOBAHHBIX
B OTHe/IeHMe TacTposHTeponorun Pecny6nmKkaHCcKOTo
CIIelMaNN3MPOBAHHOTO HAYYHO-NPAKTUYECKOTO Me-
BULMHCKOTO LeHTpa mepuatpuu M3 PY3 (TamxkeHr).
KonTponbHylo rpynny cocraBuau 20 IpaKTHYeCKM
3[JOPOBBIX JIeTell aHaJIOTUYHOro Bo3pacta. HecMoTps
Ha BPEMEHHOIl IIPOMEXYTOK, IIO/TyYeHHBbIe pe3y/bTa-
Thl OCTAIOTCSI PeIeBAaHTHBIMU U OTPa’KalT KJIIOUeBbIe
TeH/IEHI[UM, COXpaHAIOUINe AKTyaJbHOCTb B HACTOA-
1Iee BpeMsl.

Kputepuu BraoueHus:

e fleTt B Bo3pacre 1-17 jner ¢ menmakueimr u 3nopo-
BBl JIeTU COOTBETCTBYIOIIETO Bo3pacTa (BO3pacT
00C/IeJOBaHHBIX [eTeil HaXOmWICA B Jualla3oHe,
nna kotoporo yposHu PK cumraioTcsa cTabuIbHBI-
MI U He 3aBUCAT OT BO3PACTHBIX PU3NOTOTUIECKUX
KojeOaHmit);

¢ BO3MOXXHOCTb IPOCIEKTUBHOTO HAOTIOEeHN 32 Ha-
UeHTaMu (KOHTPONb COCTOSHUS U MPUBEPXKEH-
HOCTb JMeTe JIeTeil C paHee YCTAaHOBJIEHHBIM [iMa-
THO30M).

Kputepun HeBKTIOUEeHUSL:

o Hamm4ye NHPEKIMOHHBIX U MTapasuTapHBIX 3aborte-
BaHui1 (1AMOI103, ameOuas);

e HaJMMYMe BOCIAJIUTENIbHBIX 3a00/IeBaHUIT KUIlIeY-
HUKa (s13BeHHBIIT KOnnT, 6ome3up KpoHa);

o HajJM4Me CUHAPOMA pas3fpa’keHHO KUK,
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JInarHos «1enmaxkus» yCTaHaBAMBAAM BO BpeMs Ilep-
BOJI TOCIMTaNM3aL 1M leTell Ha OCHOBAHNY OIIpefie/IeH I ST
aHTUTeN K TKaHEBOJ TpaHCITTyTaMuHase IgA u obuero
IgA, renermueckux mccnepopanuit: HLA DQ2 m/mmmn
DQ8, 6uomncum 3aayKOBMYHOTO OTHENA TOHKOM KUII-
ku [1]. indpopmanuio o rpymnime 3HopoBbs KOHTPOIBHON
TPYIIIBI (3TOPOBBIE IeTH) IO TBEPXKAA/IN HA OCHOBAHUN
CBeJeHUI UCTOPUM pa3BUTUS pebeHKa.

NlabopaTopHbie uccefoBaHuUA

Nsmepenne ypoBHa PK mpoBoamnoch ¢ MCHONIb30Ba-
Huem Habopa Human Fecal Calprotectin mpoussoacta
¢upmsr HycultBiotech (Hupepnannsr) anst konmuecTBeH-
HOTO oIlpefie/ieHus B oOpasuax kama. Merog — TBep-
nodasHelil MMMYHO(epMeHTHbINI aHamm3 (OFHOCTa-
OUITHBII «COHIOBUY»-BapuaHT). OOpasipl Kaaa MOCTe
IpefBapUTENbHON 00pabOTKY CIIeIaNbHBIM 9KCTPaK-
IVOHHBIM OydepoM 3aMOpa>kMBamuUCh U XPaHWIUCH
npu temmeparype -200°C. Ilpu mocraHOBKe aHanmMsa
OMOTMHMIVPOBAaHHBIE AHTHTENA 3aXBaTa 1M KOHBIOIM-
pOBaHHBIE C MIEPOKCHAA30/1 XpeHa MedYeHHbIe aHTHUTeNa
OyIYT CBA3BIBATBCS C Ka/IBIPOTEKTVHOM, IIPUCYTCTBYIO-
MM B CMeCU CTaHAapTa u obpasia. bruoTuHMIMpoBaH-
Hble aHTHUTe/Ia 3aXBaTa CBA3BIBAIOTCS C TyHKAMM, IOKPBbI-
TBIMM CTPENTaBUMHOM, B KOMIIJIEKCE CO CTAaHIApTOM
i obpasliaMy ¥ KOHBIOTMPOBAHHBIMM C HEpPOKCHUAA-
3011 XpeHa Me4eHbIMM aHTHUTenaMy. KoHblornpoBaHHOE
C TepOKCHU/Ia30i1 XpeHa MeueHoe aHTUTeNIO OyzeT pearn-
poBaTh ¢ cybcTparoM, TerpamMermnbensuauHom (TMB).
DepMeHTATMBHYI0 peaKLUMI0 OCTaHABIMBAIOT H00aB-
JeHueM IaBeneBoil KucnoThl. llornomenue mpu pgnu-
He BOMHBI 450 HM U3MepsieTcsi CIEeKTPOdHOTOMETPOM.
CraHpapTHas KpuBas IOMYy4aeTCs MyTeM IOCTPOEHUA
ONTUYECKON TIIJIOTHOCTU (NMHEIHOV) MO CpaBHEHUIO
C COOTBETCTBYIOUIVMMM KOHILEHTPAUMAMM CTAHJAPTOB
kanbprpoTekTnHa (log). KoHLeHTpanusa KaabIpoTeKTH-
Ha 00paslioB M KOHTPOJIEil, KOTOpPBIe 3aIlyCKAITCA Ofi-
HOBPEMEHHO CO CTaHAApPTaMM, MOXKeT ObITh OllpefieieHa
10 CTAaHJAPTHO KPUBOIA.

O1eHKy COCTOSIHUSA KMIIEYHOTO Oapbepa IpOBOANIN
C VCIIONb30BaHMEM HEMHBA3VBHOTO CIIOCO0a oImpefe-
JIeHNS TPOHMIIAEMOCTY KMIIEYHON CTeHKM (IO MeTo-
ny B.J. Tlerposa, B.B. Hosouamosa, V1.B. Cmonenosa,
H.B. Ilerresoii, 2003 r.). [ ocyuiecTBIeHNS JaHHOTO
MeTOfla IEepOpajbHO BBOAM/IACH IIAIIVIEHTY 3KBJMO-
nAapHasa cMech (mo 0,025 M/m) makTymosbl M MaHHMUTA
U3 pacdera 5 MJI/KT Macchl. 3aTeM B TedeHue 3 4acoB
ocymecTBnsn c6op mounm. [lanmbHeiilee IpoBefeHMe
METORMKY OCYIeCTBIIS/IN B OMOXMMIYECKOIT TabopaTo-
pun PCHIIMII nemguarpum. [Jnd omnpepmeneHus copep-
JKaHMSI BOCCTaHABIMBAKIUX caxapoB (o 90% u3 Ko-
TOPBIX B YCJIOBUAX IPOBOAVMON HAarpy304HON IPOOBI
COCTaB/IACT JIAKTY/I03a) K 2 MJI MOuM npubasmsamm 1 M
2H. pactBopa NaOH u 1 mn 0,3% BomHOro pactsopa
2.3.5-trpudennnrerpasomusa. OCTaBIAIM Ha 5 MUHYT
Ipy KOMHAaTHOI TeMIeparype. IlosaBisionryoocsa poso-
BYIO OKPAcKy 3aKpeIismm npubasnenveMm 1 mn 2M pac-

TBOpA YKCYCHOII KMCoThI (mpo6a JI). [Insa onpenenenus
cofiep)KaHMs HMOMUCTIUPTOB (MOfABIAIOIYI0 4acTh KO-
TOPBIX B YC/IOBUAX IIPOBOAVIMOI Harpy304HON HIpPOOBI
COCTaB/IsIeT MAaHHUT) IapajUIeNIbHO B PYTOIl IPOOUpKe
(mpo6a M) x 2 mn moun npubasnsanu 0,1 mr 0,03M pac-
TBOpa MeTallepuofjaTa HaTpys, OCTAB/ISIINA Ha 5 MUHYT,
a 3aTeM IPOBOAVIIN peaKIuIo, Kak ¢ mpoboii JI. Obe mpo-
661 crieKTpOoQOTOMETPUPOBANTM TPOTUB pa3baBIeHHOI
¢usnonornyeckum pacrsopom (1 : 1) Moun npu gnuHe
BONHBI 485 HM Ha ciekTpodorometpe Ultrospecll (LKB
BIOCHROM).
Pacyer cooTHOMmEHN OCyIecTBIANCA IO popmyTte:
M-I
5
rie K — mokasarens nmponuiaeMocty, M — onrudeckas
IVIOTHOCTh MAaHHUTA, /I — ONTHUYecKast IIOTHOCTD JIAK-
TY/IO3BL.

[TpoBenenne uccnemoBaHusA OBUIO 3all/ITAHMPOBAHO
B paMKaX BBIIOMHEHNUs NPUKIAZHOTO HAYYHOTO IIPO-
eKkTa mpu MuHMCTepCcTBe 3apaBooxpaHeHus Pecny6nu-
k1 Ysb6ekncran «Paspaborka muddepeHuMpoBaHHBIX
METOZIOB JIeYeHNsI CUHApOMa ManbabcopOuum y metei
Ha OCHOBE OLIEHKV COCTOSIHMSI IPOHMIIAEMOCTI KUIIeY-
Horo 6apbepa». [ludp: 113-20170925127. Mudbopmupo-
BaHHOe JOOPOBOIBHOE COIIACVe POMUTE/N/3aKOHHbBIE
IpefiCTaBUTeNN He HMOAImIChIBann. ViccegoBanue siBs-
I0Ch TOOPOBOIBHBIM U aHOHMMHBIM, O 4Y€M Y4aCTHUKAM
VICC/IelOBAHNU I COOOIaMN IIpefiBapUTe/IbHO.

K=

CraTucTnyeckas obpaboTka

PasMep BBIOOPKM MpefBapUTEIPHO HE PaCCUYMUTHIBA-
mu. IlomydeHHBle [aHHBIE IIOfIBEPraay CTATUCTIYeE-
CKOiT 00paboTKe Ha TEPCOHANTBHOM KOMIIbIOTepe Pen-
tium 5 mo mporpaMmam, pa3pabOTaHHBIM B IaKeTe
Excel ¢ ucnonpsoBanmem 6MOMMOTEKY CTATUCTUIECKUX
(dYHKINI ¢ BRIYMCTIeHNeM cpegHeapudMeTraeckoit (M),
CpefHero KBaipaTMYHOTO OTKJIOHeHUs (0), CTaHgapT-
HOM ommMOKM (1), OTHOCUTENbHBIX BeIMYMH (4acTOTa,
%), xputepuit CrbiofieHTa (f) C BBIYUCIEHUEM BEPOST-
HOCTU omubku (p). Pasnmmumsa cpemHuX BeMYMH CUU-
T/ JOCTOBEPHBIMU IPM YPOBHE 3HAaYMMOCTH p < 0,05.
ITpu sTOM IpUAEP>KMBAIUCH CYIIECTBYIOMINX YKa3aHMI
MO CTaTUCTUYECKOIt 00pabOTKe JaHHBIX KIMHUYIECKUX
U mabopatopHbIX ucciaegoBanmit. Koppensuus mposo-
nunack o merony IIupcona.

Pesynbrarsl

YyacTHUKM uccnepoBaHus

Brimo o6¢cemoBaHo 42 pebeHKa ¢ ienuaxueit, u3 Hux 28 —
C BIIEpBbI€ BBIABIEHHBIM, 14 — C paHee YyCTaHOB/IEHHBIM
mpuarHosoM, cobmopasumux BI'M, u 20 mpakTudecku 310-
POBBIX fieTell aHAJIOTMYHOTO BO3pacTa, KOTOPbIe COCTa-
BIIM KOHTPOJIBHYIO rpyiy. CpegHMI BO3pacT O0IbHBIX
B IIEpPBOJ Ipymnne cocraBun 6,1 = 1,2 roma, BO BTOpOIl
rpynne — 6,2 = 1,5 roga, B KOHTPOJABHOM IpylIe —
6,1 + 3,8 roga. Cpey ManMEHTOB C IieMaKueil mpeoo-



maganu feBodku. COOTHOIIEHME MaTbYMKU/EeBOYKNI
B TpyIIle NaleHTOB C BIEpPBble BbIABIEHHON LieTMaKy-
eit 6n1710 8/20, cpenu meteit Ha BI'J] — 4/10, B KOHTPO/Nb-
Holt rpynme — 5/15.

CenextuBHbIll gedpuunt IgA ycraHoBneH y 3 pmerei,
KOTOPBIM B flaZIbHEJIIeM MPOBOAUIN TeHEeTUYECKOe MC-
cnemoBanue HLA II xmacca.

Cpenn perelf, AMarHo3 KOTOPBIM OBbII YCTAHOBJIEH
BIIEpBBIe, K/IAacCUYecKye IPU3HAKM 3a00eBaHUS IIpU-
cyrcrBoBamu y 21 (75,0%), aTMIM4YHOe TedeHMe OIlpe-
pensn 'y 7 (25,0%) mereit. KnumHudeckas kapTuHa y na-
IVIEHTOB C KJIACCMYECKVMU CUMITOMaMy 3ab0/IeBaHmsA
NpOAB/ANACh AMapeeli, BbIPa)K€HHBIM METEOPU3MOM
U HyTPUTUBHON HEJOCTAaTOYHOCTHIO, MALIVIEHTHI C OTCTa-
BaHIUEM B pocTe U pedpaKTepHON aHeMMell 6e3 ABHBIX
OVICTIETICUYECKUX MPOSABIEHUN CO CTOPOHBI >KETyLod-
HO-KJIIEYHOTO TPAaKTa ObI/I OTHECEHBI B TPYIIITY fieTell
C aTUMMYHBIM TedeHMeM Henmakun. CraegyeT OTMETUTD,
HpPaKTUYeCKy BCe AeTU OBIIN C ITO3/JHO YCTAaHOBIEHHBIM
mauarHosoM. Tax, ecnu mpu Kimaccuyeckoi dopme 3abo-
JeBaHNA BO3pacT MaHMpecTauuy 3aboneBaHUA COCTa-
Bua 30,7 £ 5,5 Mec., TO BO3pacT yCTaHOBJIEHNSA [MAarHO-
3a 6p11 71,1 + 11,2 mMec. Xyxke cuTyanus Oblta y feTein
¢ arunuyHoit ¢opmoit 3aboneBanusa. Bospact mepBbIx
HposBIIeHNI 3abo/meBaHNA (aHeMUsA, OTCTaBaHME B PO-
cre) cocTaBuia 37,9 + 12,7 Mec., BUarHO3 «Ie/IMaKusI» ObI/
ycraHoBieH B 95,0 + 20,0 mec.

CHIDKeHIe MaccO-pOCTOBOTO MHJEKCa OBUIO Xapak-
TepHO M JeTell ¢ Kmaccudeckoit ¢opmoit 3abonmeBa-
HMA, I3 KOTOPBIX y 6 ieTell MMera MeCTO CpeHeTsKenas
U B 2 CIy4asx — TsDKenass OelKoBO-3HepreTmdecKas
HEJOCTAaTOYHOCTb, IIPYU aTUINYHOI (popMe 3ab0meBaHNA
4 manueHTa MMeIM HOpMajbHble IOKa3aTelM MHAEKCca
Macchl K POCTY, OCTa/IbHbIE TPOe JIeTel — CpefHeTIKe-
ny1o GpopMy O6eTTKOBO-9HEPTeTIYECKOI HEIOCTaTOYHOCTA.

CregyeT OTMETUTD, YTO B 00€VX I'PYIIIaX OTMEYeHbI
BBICOKME IIOKasaTeaM aHTUTeN K TKaHEBOM TPaHCINY-
TaMMHa3e, MHOTOKPAaTHO IpeBbINIAIONME IIOKasaTenn
3[OpPOBBIX fleTell, 3a MCK/IIOYeHNeM 3 MalMeHTOB C ce-
NeKTUBHBIM fedururoM IgA (mpm kmaccudeckoit popme
yPOBeHb TKaHeBOJI TpaHCITyTaMuHasbl IgA Obit 187,2 +
17,9 E/mn, npu atunnynoit — 183,4 + 31,2 E/mim). Mop-
¢donornyeckas KapTMHAa XapaKTepU30BaTach IpPEUMY-
I[eCTBEHHO JIeCTPYKTUBHBIMM (46,4%), aTpodudecknmn
(25,0%) u runeprnacTuueckumMu nsMmeHenusmu (21,4%).

Uccneposannsa OK npopeMOHCTpMpPOBanM IOBBIIIE-
HI€e ero 3Ha4YeHUN Y JleTell C BIlepBble YCTAHOBJIEHHBIM

Tabnuua.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

OUATHO30M IpMMepHO B 1,5 pasa 1o CpaBHEHMIO C KOH-
TPOJIbHOI TPYIIOi, HpUYeM HE OTMEYEHO pPAa3HUIIBI
MeX/y TPYIIIaMM TALVEeHTOB C TUIIMYHOM U aTUINIHOM
Lenunakuein (maosn.).

Kak BuHO 13 TabnMu1ibl, OTMEYAeTCs TEHAEHIMS K TI0-
BbINIeHNIO ToKasaTenelt @K B obeux rpymmax maryeH-
TOB II0 CPaBHEHMIO C KOHTPOJIBHON TPYIION, OFHAKO
CTaTUCTUYECKY He3HaYMMasl.

[TanmeHTHI ¢ paHee AMArHOCTMPOBAHHOM LieTMaKUed,
HaxopuBlinecs Ha BIJl He meHee roma, ObUIM pacmpe-
ieJIeHbl Ha JIBe TPYIIIbL, 3 HUX 6 meTeil nMenu spgexT
or BI'/l u 8 maiuentoB Habmwopmanuch ¢ pedpaxrep-
HBIM TeuyeHMeM 3aboneBaHMs (MPUBEP>KEHHOCTDh JueTe
HOATBEPXKAanach OTPUIATEeNbHBIM pPe3ylIbTaTOM IIO-
BTOPHOTO aHajM3a Ha TKaHEBYI0 TPaHCITTyTaMUHAa3y
IgA), XxapaKTepusyiommecs: MOCTOSHCTBOM CUMIITOMOB
U TPU3HAKOB MajbabCcopOIM, CBA3AHHBIX C aTpodueit
BOPCMHOK, y TMalJMEHTOB, KOTOpble NPUAEP>KMBAIOTCS
CTporoi 06e3ITTI0TeHOBOII AMeTHl B TedeH1e Ooree 12 me-
canes [19-21].

VccnepoBaHue moKasaso, 4TO B IpYIIIe AeTell ¢ ped-
paKkTepHBIM TedeHVeM 3aboneBanus mnokasatenu OK
ObIIM 3HAYUTETBHO BBIIIE, YeM B TpyIIe OO Jede-
HUA M B KOHTPOJIBHONM rpymme: 77,9 + 24 MKI/T, TOorga
Kak B I'pYIIIe JieTell C AJIUTETbHON peMuccueit 3abore-
BaHMs 3TOT IIOKa3aTelb COOTBETCTBOBA 3HAYCHUAM
fieTeil C BIlepBble YCTAaHOBJIEHHBIM Ayar€osom (39,8 +
10,2 MK1/T, p < 0,05).

B 3aBUCHMMOCTY OT COCTOSIHMSA IPOHUIJAEMOCTU TOH-
KOJI KMIIKY TTAI[MEeHTHI ObIIN pasfenieHbl Ha TPY TPYIIIIbL:
HNEepBUYHO YCTAHOBJIEHHAs Lenmakus (28 mereir), meTw,
Haxopsamuecs Ha ctporoii BI'l] ¢ perpeccueit knmHuYe-
CKUX IPU3HAKOB (6 mereir), n ¢ pedpaKkTepHBIM Te4eHU-
eM 3aboneBanus (8 gerern) (puc.).

PesynbraThl mpoBefileHNA TeCTa C MAaHHUTOM M JIAK-
TY/I030J1 IIOKa3ajIy, 9YTO BO BCeX TpeX TPYINax OoTMeda-
JIOCh TIOBBIIIEHME ITPOHMIJAEMOCTM KUIIEYHON CTEHKM
II0 CPaBHEHMIO C KOHTPOJIbHON I'PYIION 13 3TOPOBBIX
mereit (0,3 + 0,02 onr. ex., p < 0,05), Haubonee 3amer-
HOe IIpM BIIepBbIe YCTaHOBIeHHO nenmnakuu (-0,1 + 0,05
ont. efi.). COOTHOIIEHV e MAaHHNUTA Y JTAKTY/IO3BI B TAaK>Ke
6BIIO 3HAYUTENHHO CHIDKEHO MpU pedpaKTEePHOIN Lienn-
akum 0,05 + 0,004 onT. ex., YTO MOATBEPIKIAAET HApYIIIe-
HIe LIe/IOCTHOCTY KUIIIeYHOTo 6apbepa. Y fieTeit Ha QpoHe
BI'[l snHauenne JI/M cpBuHynocs 6mmke k Hopme 0,14 +
0,001 omT. en., HO BCe >Ke He MOCTUI/IO 3HAYEHUIT KOH-
TPOJIbHOJ TPYIIIIBI.

lMoka3aTenu eKanbHOro KanbnpoTeKTUHA Y eTel C BNepBble BbISBIEHHOM LieNnaKuei

Table.
Fecal calprotectin values in newly diagnosed celiac patients

_ Konuyectso, n | Mon (Manbunku/nesoukm) | Cpennuii Bospact, net | CpepHee 3Hadenune OK, MKr/r n

lepBuuHble NaumneHTsl 28 8/20
Knaccuyeckas 21 4/17
bopma

Atunuynas dopma 7 4/3
KoHtponbHas rpynna 20 5/15

6,09 +1,2 36,6 £ 10,2 <0,05
6,48+15 35,4 £ 13,09 <0,05
82+2] 378+ 12,6 <0,05
61+38 209 +8,7 0,05
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Figure.

Intestinal permeability values in CeD patients (optical units)

KoppensunonHslit aHamm3 MpogeMOHCTPUPOBAIT TIPsI-
MYIO B3aMMOCBs3b MeX/y 3HadeHusamu OK u nmponnna-
€MOCTBIO TOHKOI KUIIKY TPy pedpaKTepHOI LeTnaKIm
(0,96, p < 0,05), B 9TOI >Ke TPYIIIIe JleTell BbIsAB/IEHA I10-
JIOXKUTENbHAsT KOPpenAlus MeXAy AeUINTOM pocTa
(0,48, p < 0,05) 1 oTpMLIaTETBHAS CBA3Db C IIOKA3ATEIAMNI
remornobuna (-0,39, p < 0,05).

O6cyxmenne

Borasneno nospiienye ypoHa OK y manneHToB ¢ BIep-
Bble YCTAHOB/IEHHBIM [MaTHO30M II0 CPaBHEHMIO C KOH-
TPOJIbHOI Tpynmnoii. B rpymme mereit ¢ pedpaKkTepHbIM
TeyeHmeM 3a0oneBaHus mokasarenu OK Obuim 3Haum-
Te/IbHO BbIIIE, YEM B IPYIIIE [0 JieYeHUs U B KOHTPOTIb-
HOII rpynie. PesynpTaTbl OLeHKM COCTOSHMA KUIIEYHO-
ro 6apbepa IOKasalay, YTO Y MAIMEHTOB C IlelMaKyein
OTMEYa/IoCh MOBBIIIEHVEe NPOHMIAEMOCTU KUIIEYHOM
CTEHKM TI0 CPaBHEHMIO C KOHTPOJIbHOI IPYIIION U3 3[0-
POBBIX fleTeil, Hanboee 3aMeTHOe — IIPY BIIepBbIE yCTa-
HOBJIEHHON Ienuakuu. KoppensiMoHHBIN aHanus
MpPOJIEMOHCTPUPOBaN MNPAMYI0 B3alMOCBA3b MEXAY
3HaueHMsAMU OK U NpOHUIAEMOCTbI0O TOHKOM KUIIKU
npu pedpaKkTepHOI HeTUAKIN.

@K BbIfenseTcss aKTUBUPOBAHHBIMU HelTpodumamMu
IpY BOCIATUTE/NIbHBIX 3a00/TeBaHNUAX KETYLOYHO-KNU-
IIEYHOTO TpakTa (s3BEHHBINI KOmut, 6one3nbp Kpowna).
bbI70 MpOoAeMOHCTpUPOBAHO, YTO €ro KOHIIEHTpALus
TECHO CBSI3aHA C BBIPA’KEHHOCTDbIO BOCIIAJIEHUS B C/IU3U-
CTOJI KMIIEYHNKA TIPU JAaHHBIX 3a00meBanmsax [24]. B Ha-
MIMX MCCIeJOBaHMAX YCTAaHOB/IEHO, YTO KOHIIEHTPALUA
@K y feTeii ¢ BiepBble yCTAaHOBIEHHBIM AMAarHO30M OblIa
CPaBHUTENIbHO BBbIlIE IO CPAaBHEHUIO C KOHTPOIbHOI
TPYIIIIOi, HO IpeBbILIeHNe OBIIO He3HAUNTEe/IbHOE U T10-
KasaTeny HaXORWINCH B IpefieniaX pedepeHCHBIX 3Have-
Huil. Taxxe He 6bIIO OOHAPY>KEHO pasNIN4uUil B IIOKa3a-
tenax OK npu pasnmysbix peHoTHIIAX 3a00/T€BaHNA.

Carroccio 1 COaBT. ONMUCBHIBAIOT ITOBBIIIEHVE KOHIIEH-
tpauyy OK y mannenTos c nenmaxueit (6omee 50 MKr/r)
y 5 u3 10 B3pocnbix u 6 us 13 gereir [25]. B gpyrom nc-
C/lefoBaHNM OBUIO YCTAHOBJIEHO, YTO JETU C IeMaKU-
el MMeM 3HAaYUTeNbHO Oojee BbiCOKMe 3HadeHmss DK
[0 CPAaBHEHMIO C KOHTPOJIEM, KOTOPbIe MPUOIMKATNCH

K HOpMa/lbHBIM 3HaueHUsiM 4epe3 4 Hemenu BIIl [26].
B oTnmyme oT pe3ynbTaTOB BBHIIIEYIIOMAHYTBHIX MCCTIE-
moBaHuir, Montalto u coasT. [27] He oOHapy>xmau cra-
TUCTUYECKM 3HAYMMYIO pasHUIy MeXAY B3pOCIbIMU
MAallMeHTaMy C Le/IMaKKueil M KOHTPOJBHOM T'PYIIION
U He YCTaHOBWINM KOpPeNALNY MEXIY KOHIIeHTpanuen
@K ¥ rucTonorn4eckoy TAXKECThI0 MOopakeHM:A. lorma
kak C.R. Berni u coaBT. npegnoxunu ucrnonb3oBaTb K
B KauecTBe MapKepa COOMIONEHNs JUEThl B COUYETAHUU
C [pyruMu Tectamu [26].

IanHble, mopTeepxpaatomue ponb PK B puarzo-
CTUKe U HAOIOfeHUM MALMeHTOB C Ie/Inakmelt, Obin
IIpeJCTaBIeHbl TYPELKOM MCCIENOBATENbCKOV TPYIIIION
noz pykosopicTBoM Necati Balamtekin u coasr. [20]. B ux
pabore cpennee 3HaueHre OK y manmeHToB ¢ HeaBHO
OUATHOCTUPOBAHHOI Liennakueit coctaBuio 117,2 MKr/T,
YTO 3HAUMUTENbHO IIPEBBIIIANIO IOKA3aTeNny 3[0POBBIX
merert (9,6 Mkr/r). I[Ipruem manueHTHl ¢ TUINIMYHBIMU
KETYOYHO-KMNIIEYHBIMY CUMIITOMaMM 3a00jIeBaHuUsA
uMenu 6osee Boicokuit yposeHb @K 1o cpaBHeHMIO C 1Ma-
IIMMeHTaMy C BHEKUIIIEYHBIMU CYMIITOMaMM, YTO He CO-
BIIaJIa€T C MOJYYEHHBIMY B HACTOSAIIEM MCCIEOBAaHUY
NAaHHBIMU. B muHaMuKe HaOMIOMeH N IIOC/IE Ha3HAYEH S
BI'/l wuccnmegoBaTenuM OTMETUIM CTATUCTUYECKM 3Ha-
ynuMoe cHibKeHue yposHA PK o cpemHero sHaueHUs
4,2 MKI/T, 4TO COBIAfaIo0 110 BpeMeH! C HopManu3aluei
IgA-anTuTen K sHgoMusnio. Cxoxmue pe3yabTaTsl ObIIN
nonydeHsl B uccnegosannm Ertekin u coasr. [22]: ncxon-
Hble ypoBHM OK y fieTeli ¢ BIlepBble IMaTHOCTYPOBAHHOM
LenMaKyeit coctaBnsanu 13,4 MKI/T, a 9yepe3 rofi Tepalnumu
bI'll oan cHuM3MnuCh M0 4,6 MKI/T, 4TO COIOCTaBMMO
C KOHTPOJIBHOJ TPYIIION 3[J0POBBIX fieTelt (4,3 MKI/T).

OpHako JaHHbIE TONIbCKON TPYNIIBI OKa3alalCh MPOTH-
BOIIOJIOKHBIMIL: MCCTIelOBAaTENAM He yJa7lOCh YCTAaHOBUTD
TOCTOBEPHYIO CBA3b MeXAy KoHLeHTpauueinn @K, xmm-
HIYeCcKoll popMoit Ienmmakuy (Kmaccudeckas, HeKIacCh-
Yyeckasi, 6eCCUMITOMHAsI) U BBIPA)KEHHOCTBIO TUCTOJO-
IMYeCKUX U3MEHEHNIT B TOHKOI Kuiuke [21]. BerencTeue
OTCYTCTBUA CTaTUCTUYECKM 3HAYMMON KOPpeIALNM aB-
TOPBI CAeNany BBIBOJ O HU3KOW AMArHOCTUYECKON 1LIeH-
HocTu ®K B JaHHOM KOHTEKCTE. DTOT BBIBOT, OB/ OIOJ-
HUTENTbHO MHOATBEPXK[EH pe3y/lIbTaTaMU MTATbIHCKOTO
VICCTIeOBaHMA Yy B3POC/IBIX ITAllMeHTOB [19)].

YmepenHo nosbinteHHbI K y 601bHBIX ¢ Iemaxuei
OOBSCHAIOT JIOKHBIM TIOBBIIIEHIEM M3-32 HE3SHAYMTEND-
HOTO BOCIIQJIeHUA CIM3VUCTOV OOOIOYKM NPSAMOI KUII-
KI BCTENCTBYE HapylleHNs BCaChblBaHUA MUTATETbHBIX
BeIl[eCTB WU ITPOXOXKJEHMUA OCTATOYHBIX aHTUTE€HHBIX
¢dparMeHTOB I/IMaiuHa Yepe3 000OYHYI0 KMIIKY U BOC-
naneHus npsamoit kuiku [27-28]. O. Biskou u coaBsr. [29]
Yy B3POC/IBIX MALMEHTOB C LieMaKuell He BbIABUIN HU-
KaKMX CYIIeCTBEHHBIX pa3lIMuMil B CpefHell KOHIIeH-
Tpauuy OK Mexny sedeHoi U HeledeHON LiennaKuern.
Y meteit ¢ pedpakTepHoit nienuakueit megrana OK 6pia
3HA4YUTE/IbHO BbIIIE, YeM B KOHTPOJIbHOMN TPyIIIe U Y Jie-
Teil ¢ K/IaCCUYECKUM TedeHueM Oonesun. Bmecre ¢ Tem
HU y OZHOTO U3 3TUX JeTell He ObIIO BBICOKNX ITOKa3a-



teneit K (100 MKI/T), 4TO OBIIO TIOTyYeHO U B HAIleM
MCCeNOBaHU.

Tem He MeHee, yUNTHIBAsI HEOJJHO3HAYHOCTD ITONTy4eH-
HbIX JaHHBIX OK, Henmb3sg oKOHYaTeMbHO UCKTI0UYNTh OK
KaK MOTEHIIMAIbHBII MapKep aKTMBHOCTM BOCHATIeHUS
npu uenuakuu. BeigeneHHble ypoBHU DK MOXHO MH-
TepIpeTUPOBATh KaK CYOKIMHUYECKUII MapKep HU3KO-
MHTEHCUBHOTO BOCHA/IeHUs M HapyLIeHMsA KMUIIEYHOTO
6apbepa, XapaKTepHOro i1 pedpaKTepHBIX U XPOHUYeE-
ckux opm nenmakuu. Heobxoqumel faapHeiinme mpo-
CIEKTUBHBIE VCCIENOBaHNUs, KOTOPble MO3BOMAT Oornee
TOYHO ompefenuTb ponb OK B AuarHocTuke 1 MOHUTO-
puHTe 3a00/IeBaHUS.

MHTepecHo, 4TO maXke B TeX MUCCIENOBAHUAX, ITie
OTMeYasoCh MOCTOBepHOe MoBbileHNe YpoBHA OK
y aIlMeHTOB C aKTUBHOI LieTMaKue, CpefHIe 3HaYeHN A
3a4acTyI0 He IIPeBBILIAN OOIIEIPUHATHIN AVArHOCTH-
yecKUil mopor (< 50 MKI/T), 4YTO OTpaHUYIMBAET UCIIONb-
30BaHME JAHHOTO MapKepa B PYTMHHON KIMHMYECKON
mpakTHKe. B To ke BpeMs Oojee MO3IHIE PETPOCIIEK-
TUBHBbIE HaOMIOfeHNs MoKasanyu, 4To yposeHb OK > 50
MKI/T 4yallle PerucTpUpyeTcs y NalMeHTOB C OCTIOXKHEH-
HOJ Lie/IMaKVell ¥ HeLeAVaKUHBIMY SHTEPONaTUAMU,
YeM IIpU HEOCTIOKHEHHOI dopme [19].

[ToryueHHble pe3ynbTaThl IOAYEPKUBAIOT HEO00XO-
OVMOCTb IIpOBeleHUS JajbHENMIINX ITPOCHEKTVBHBIX
UICCIIeJOBAHNUIL, B KOTOPBIX OyJeT y4MTBIBATbCS MCXOf-
Hasl BBIPa>KEHHOCTb HeMTPOGUIBHON MHPUIbTpAINN,
a Tak>Xe MHble (AKTOPbI, MOTEHILMAAbHO BIUSIIOLNE
Ha ucxonpl. Takoit mogxoy MO3BOMUT 60jee TOUHO Ompe-
HEeMUTh OUATHOCTUYECKYIO U NMPOTHOCTUYECKYIO 3Ha4M-
mocTp OK npu nenmaxkun.

OrpaHmdeHNs UCCIefOBAaHNA

BosmokHOe Hanmmume MHGOpPMaLMOHHBIX ommbok. He-
6onpiioe KommyecTBo 6onbHBIX. CylecTByeT Bepo-
ATHOCTb HEHA[I©KHOTO BOCIIPOM3BEIEHNA MaTepsAMMU
MHPOpPMANUyM O INPUBEP)KEHHOCTU AMeTe U HaIN4NA
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y geren 6-18 met mpm MYKOBUCIIMIO3€E

E.J. Konpparsea'?, A.IO. Boponkosa"?

1 OIBHY «MefuKO-reHeTUYECKMIA HayYHbIN LEHTp UMeHM akageMuka H.M. Boukosa» (yn. Mockeopeube, 4. 1, . Mocksa, 115522,

Poccun)

2 TBbY3 MO «HayyHo-uccnefoBaTeNbCKUN KIIMHUYECKWUA MHCTUTYT AeTcTBa MuHMcTepcTBa 3apaBooxpaHeHus MockoBcKoii obna-
cTu» (MockoBcKas 0611., . MbiTuwm, yn. KoMunTepHa, 4. 244, cTp. 1, 115093, Poccus)

Pesiome

Ha BocctaHoBnenne o¢yukuuu 6enka CFTR, kopumpytowero
XJIOPHbIA KaHan B KneTKax, cnocobHel Bnusate CFTR-Mopyns-
Topbl. MakcMManbHbll 3QdeKT noKasana TPEXKOMMOHEHTHas
Tepanus, cojepiallas anekcakagtop, TesakadTop (Koppek-
TOpbI) M MBaKahTop (noTeHumaTop). Ha Tepputopum Poccuitckoii
(®epepauuu 3aperncTpupoBaHo ABa npenapaTa ¢ LaHHOM KOM-
BuHaumen — opuruHanbHbIii npenapat TpukadTta® u reHepuye-
CKMI npenapart Tpunekca®.

Lenb. OueHnTb 3derTMBHOCTL U Be3onacHoCTb Tepanumn npe-
napaTtoM ueakadTop + TesakadTop + anekcakadTop v uBaKad-
TOp Y LeTel C MyKOBMCLMAO030M B ABYX BO3PACTHbIX Fpynnax
npu CMeHe npenapara B paMKax ogHoro MHH.

Matepuanel u Metoael. [lpoBegeH aHanu3s Poccuiickoro peru-
cTpa (BaHHble No TapreTHOM Tepanum) NaUMEHTOB C MYKOBUCLM-
no30M ¢ 01.01.2025 no 01.08.2025 r. KoHTponb nokasatenen ag-
tekTMBHOCTM 1 6e30MacHOCTU NPOBOAMAM HA CTapTe Tepanuu
(NocnenHWiA fieHb NpMeMa OpUrMHaNbLHOrO Npenapata) U 3aTeM
yepe3 30 n 90 gHei npueMa reHepuyeckoro npenaparta. 151 na-
LIMEHT Bbin pa3geneH Ha 2 Bo3pacTHble rpynnbl: 6—11 net —
55 yenoBek, 12-18 net — 96 noapocTKo.. [pynnbl 6biin cono-
CTaBMMbI N0 OCHOBHbIM NMOKA3aTenaM TeueHus 3aboneBaHus.
Pesynbrathl. lloka3aHo 3HauMMoe yBenuyeHue pocTta, Macchl
Tena B 0beunx rpynnax u UMT B rpynne 6-11 nert. B rpynne 12-18
BEC M pOCT yBE/IMYMAIKUCL Yepe3 3 MecsAua Tepanuu No cpae-
HeHuio co cTapToM u 1 Mecau Tepanuu (Bec — p, .= 0,0127),
p,,= 0,007, poct — p, ,= 0,001, p, ,= 0,016. B rpynne 6-11
net — sec p, ,=0,009, p, ,=0,004, p, ,=0,009, poct p, ,= 0,010,
p,_,= 0,000, p, ,= 0,002, UIMT p,_,= 0,030, p, ,= 0,036. laHHble
CMMPOMETPUM, JOCTUrHYTbIE NPU NPUMEHEHUM OPUrMHANTBHOIO

npenapara, 0CTaBaUCb BbICOKMMU U He MeHANUCh B TeueHue 90
[Hel Tepanuu reHepuyeckuM npenaparoM. [poBoguMocTb NoTa
yepe3 1 Mecsl Tepanuu yBenWuMnacb B rpynne noapoCTKOB
(p,_,= 0,048), Ho ocTaBanack B norpaHM4HbIX 3HaueHusx. Mpo-
BoAMMOCTb noTa B rpynne 6—11 net yepes 1 MecAL Tepanuu cHU-
3Knachb, Ho be3 CTaTUCTUYECKM 3HAUUMOI Pa3HULLbI (p1_2= 0,451),
0CTaBasiCb B MOrpaHU4HbIX 3HadyeHusx. B rpynne 12-18 nert
oTMeyeHo cHuxenue ACT uepes 3 MecsAua Tepanuu reHepuye-
ckum npenapatoM — ACT en/n ctapt/mocnegHuin aeHb npu-
eMa OpurMHanbHoro npenapata — 22,5 (16,8; 29,0), ACT ea/n
yepe3 3 Mecsila npuema reHepuyeckoro npenapata — 21,0
(16,0; 26,0), (p,_,= 0,005). OTMeueHo cHWxeHne obiero 6um-
pybuHa MKMonb/n yepe3s 3 Mecaua Tepanuu — 12,25 (9,4; 17,4)
Mo CpPaBHEHMIO C NOKa3aTensamu yepe3 1 MecsiL, Tepanuu reHe-
puyeckum npenapatom 11,0 (7,9; 16,7) (p, ,= 0,017). Bce nokasa-
TeSIM HaXxo4MNUCh B paMKax pedepeHCHbIX 3HaueHun. Mokasa-
Tenu ALl He MeHanuch. KonuuecTBo HexenaTeNbHbIX peakLuuii
BbIN0 HU3KUM, KYNMpOBaNUCh CAMOCTOATENBHO, He TpeboBanu
CHUWKEHMS [,03bl, BPEMEHHOW MW NOSIHOW OTMEHBI Npenapara.
3akntouenue. Uccneposanue addexTuBHoCTH 1 Be3onacHoCTH
Tepanuu npenapaToM uBakadTop + Te3aKadTop + anekcakad-
TOp M MBaKadTop Y AeTel B LBYX BO3PACTHbIX Fpynnax npu cMe-
He npenapaTa B paMKax opHoro MHH nokasano, uto addekr,
MONYYEHHBI paHee NpW NPUMEHEHUU OpPUrMHAIBHOTO Npenapa-
Ta bonee 12 MecsueB, COXpaHAETCA, YAaCcTOTa HeXenaTenbHbIX
peaKLmin Np1 Tepanuu BOCNPOMU3BELEHHBIM NPenapaToM He npe-
BbILUAET TAKOBYIO NPY NPUMEHEHWUW OpPUrMHANBHOTO Mpenapara.
WUccnenoBanus addeKTUBHOCTM M BE30MacHOCTW Tepanum reHe-
puyeckuM npenapatoM Tpunekca® 6yayT NpoaoKeHbI.

KnioueBble cnoBa: O)XEHepUK, KOppeKTop, MYKOBMUCLMA03, HEeXeNaTe/lbHble peakunu, N0TEHUMATOP, TapreTHaa Tepanuns,

3 DEKTUBHOCTb, GYHKLMSA BHELLHETO AbIXaHWA

[nsa umtuposanus: Konapatbesa E.N., Boporkosa A.10. OnbIT npuMeHeHns npenapata Tpunekca y aeteii 6—18 net npu
MyKoBucuMAao3e. Apxus neduampuu u demckoll xupypauu. 2025;3(2):43-52. doi: 10.31146/2949-4664-apps-3-2-43-52
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Application experience of the Trilexa drug in children
aged 6-18 years with cystic fibrosis

Elena I. Kondratyeva®?, Anna Yu. Voronkova'?

' Research Centre for Medical Genetics (1, Moskvorechye str., Moscow, 115522, Russia)
2 Scientific Research Clinical Institute of Childhood (Moscow region, Mytishchi, Kominterna street, 24a, building 1, 115093, Russia)

Abstract

CFTR modulators are capable of restoring the function of the CFTR
protein, which encodes the chloride channel in cells. A triple ther-
apy containing elexacaftor, tezacaftor (correctors), and ivacaftor
(potentiator) has demonstrated the greatest effect. Two drugs
containing this combination are registered in the Russian Federa-
tion: the original drug Trikafta® and the generic drug Trilexa®.
Objective. To evaluate the efficacy and safety of ivacaftor +
tezacaftor + elexacaftor and ivacaftor in children with cystic fibro-
sis in two age groups when switching drugs within the same INN.
Materials and methods. An analysis of the Russian registry
(data on targeted therapy) of patients with cystic fibrosis from
January 1, 2025, to August 1, 2025 was performed. The efficacy
and safety indicators were monitored at the start of therapy (the
last day of taking the original drug) and then after 30 and 90 days
of taking the generic drug. The study involved 151 patients, who
were divided into two age groups: 55 patients aged 6-11 years
and 96 adolescent patients aged 12-18 years. The groups were
comparable in terms of the key disease indicators.

Results. A significant increase in height and weight was demon-
strated in both groups, as well as BMI in the 6-11 year group.
In the 12-18 year group, weight and height increased after three
months of therapy compared to the start and first month of ther-
apy (weight — p, ,=0.0127), p, ,=0.007, height — p, .= 0.001,

p, ;= 0.016). In the 6-11 year old group — weight p, ,= 0.009,
p, ,=0.004,p, ,=0.009, heightp, ,=0.010,p, ,=0.000,p, ,=0.002,
BMI p, ,= 0.030 p, , = 0.036. Spirometry data achieved with
the use of the original drug were high and remained unchanged
during 90 days of therapy with the generic drug. Sweat conduc-
tivity after one month of therapy increased in the adolescent
group (p,_,= 0.048), although remaining within the borderline
values. Sweat conductivity in the 611 year group after one
month of therapy decreased, although without a statistically
significant difference (p, ,= 0.451), remaining within the bor-
derline values. In the 12-18 year group, a decrease in AST was
noted after three months of therapy with the generic drug: AST
U/l start/last day of taking the original drug — 22.5 (16.8; 29.0),
AST U/| after 3 months of taking the generic drug — 21.0 (16.0;
26.0), (p,_,=0.005). A decrease in the total bilirubin (umol/L) was
noted after three months of therapy — 12.25 (9.4; 17.4) com-
pared to the values after one month of therapy with the generic
drug — 11.0 (7.9; 16.7), (p,_,= 0.017). All parameters were within
the reference values. Blood pressure parameters remained un-
changed. The incidence of adverse reactions was low, resolved
spontaneously, and did not require a dose reduction, temporary
or complete discontinuation of the drug.



Conclusion. The conducted study of the efficacy and safe-
ty of ivacaftor + tezacaftor + elexacaftor and ivacaftor in chil-
dren across two age groups after switching medications within
the same INN showed that the effect previously obtained with
the use of the original drug for more than 12 months is main-

Keywords: generic, corrector, cystic fibrosis, adverse reactions,
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tained, and the frequency of adverse reactions during therapy
with the generic drug does not exceed that when using the orig-
inal drug. Studies of the efficacy and safety of the generic drug
Trilexa® will be continued.

potentiator, targeted therapy, efficacy, respiratory function
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BBenenne

MyxoBucunpos (MB) — Hanbornee 4acToe Hac/eACTBEH-
Hoe 3abo/ieBaHMe, NIPUBOASAIIee K IOBPEXACHNIO BCEX
OPTaHOB U CUCTEM C 9K30KPVHHBIMMY Kejle3aMy (TUII Ha-
C/IelOBaHNA — ayTOCOMHO-PelLleCCUBHBIN), TATOTeHHbIE
BapMaHTBl BO3HUKAIOT B IeHe TPaHCMEMOpPaHHOTO pe-
TyATOpa MPOBOAUMOCTY MykKoBucumposa (MBTP) [1].
C 2012 ropa B apceHase Bpauell ¥ MallMeHTOB IOSBUINCH
CFTR-MopynsTOppl — IpenapaThl, SIBIAIIINECA KOop-
peKTOpaMu U HOTeHIMaTOpaMy (PyHKI[UM XTIOPHOTO Ka-
Hana [2, 3, 4].

MaxkcuManbHO 9(QeKTUBeH B HacToslee BpeMs
TPEeXKOMIIOHEHTHBIJI IIperapar, IpefCTaBIeHHbI code-
TaHMeM JIBYX KOPPeKTOpoB (3mekcakapTop u Tesakag-
Top) U moreHnuaropoM (mBakadrop). IIpemapar omo-
OpeH as gereli OT ABYX /1eT. P PeKTUBEeH B OTHOIICHNN
romosuroT F508del, kommayHnz-rereposuror o F508del,
KOMIIayH/I-TeT€PO3UTOT C OFHUM M3 271 IaTOreHHOro
BapuaHnTa B rene CFTR [5]. B Poccuiickoit ®emepanyu
nanyeHTsl ¢ 2 1o 19 et ¢ MB obecnedynBaTCs Tpex-
KOMIIOHEHTHOII Tepanueil «DOHAOM MOAAEPXKKM JeTel
C TSDKEJIBIMU JKU3HEYTPOXKAIOUIVIMY ¥ XPOHMYECKUMU
3a00/1eBaHNAMY, B TOM 4ucIe pegkumu (opdaHHBIMII)
3aboneBanmsmu «Kpyr gobpar.

B mupe u B Poccumiickoit @emepauuy B pasIM4HbIX
BO3PACTHBIX IOMY/IALUAX MALMEHTOB IIPOBEIeHbl MHO-
TOYKCIIeHHble McCefoBaHus dddekTuBHOCTM U 6e30-
MACHOCTU Tepamuu uBakadtop + TesakadTop + anekca-
ka¢rop n nBakagprop [6-13].

[lepexon Ha HOBBINI IIperapaT B paMKax OJHOTO
MEXIYHAapOJHOTO HENaTeHTOBAaHHOTO HaMMEHOBAHUSA
(MHH) BBI3Ban MHOTO BO3Pa>X€HUIl ¥ SMOIIMOHATIb-
HBIX peaKIMil CO CTOPOHBI MAIVIEHTCKOTO COO0IIecTBa
U TIpefiCTaB/IsAeT HeCOMHEHHBINl MHTepec /IS IOHMMa-
HUA COIIOCTaBUMOCTY IIPEIapaToB B peasbHO KINHU-
YeCcKOoil INpakTuke. PaHee cOITacHO CylecTBYIOIEMY
TIOJIOXKEHMIO O PETUCTPALIM TeHepUUYeCKIX IIpeIapaToB
ObUIM TpOBefieHbl KIMHMYECKNe WCCIefoBaHnus Ouo-
9KBMBAJIECHTHOCTY C y4YacTUeM 3[O0POBBIX JOOPOBOJb-
IleB IOC/e IpueMa B IOCTIPAHAMAIBHBIX YCIOBMAX
OIHOKPATHOI [103bl (PUKCHPOBAHHOI KOMOMHALINK
75/50/100 mr uBakadTop + TezakabTop + anekcakadTop
u 150 Mr nBakadTOp MCcCIenyeMoro npenapata Tpuiek-
ca® ot Tuteur S.A.C.LF.I.A. mo cpaBHeHMo ¢ 1 TabneTKOIA,
MOKPBITOI TIIEHOYHOI 0007I04KOI1, pedepeHTHOro mpe-
napara Kagrpno®/Kanupeko® ot Vertex Pharmaceuticals

(Ireland) Limited, comeprkaliero Takoe ke KOMMYECTBO
AKTUBHBIX BelllecTs [14].

B HacTosiiee BpeMsi HEOCTATOYHO HAHHBIX 00 3¢-
dbeKTUBHOCTU U 6€30IaCHOCTU TeHepUYecKoil (OopMBbI
MHH uBaxkadrop + Tesakadrop + snekcakapTop 1 uBa-
Kadrop (exapcTBeHHBIN npenapar Tpunekca®, Tuteur
S.A.C.LEIA., bysnoc-Aiipec, ApreHTuHa).

B Poccuy mpoBefieHO IIOTYTOf0BOE MCCIEIOBAaHIE
y B3pocnbix nmanyeHToB (n = 11). IToka3aHbI MONTOXU-
TelbHble 9P QEKTh B OTHOIEHMM (PYHKI[MM BHEIIHETO
AbIXaHNA, PeCIMPATOPHOIO CUHApPOMa (Kallelb, KOMMU-
4eCTBO MOKPOTBI), YIYYIIEHNS TONEPAHTHOCTY K (pu3m-
YeCK)M Harpyskam, QyHKI[MU XJIOPHOTO KaHasIa 1o JAaH-
HBIM ITOTOBOII Tpo6bL, frHaMuky VIMT, Beca. [Tokasana
Xopolras IepeHOCMMOCTb npemnapata [15]. Hacrosmee
VICCTIelOBaHNe SB/ISAETCS MePBBIM II0 OIleHKe 3P eKTUB-
HOCTY 1 6e30IIaCHOCTM IEepPBOTO IeHepUYecKOro Iperna-
para uBakadTop + TesakadTop + anekcakapTop U uBa-
KaTOp B IETCKOI IIPAKTUKE.

Lenp uccnemoBanus: onleHUTh 3P PeKTUBHOCTD 1 Oe3-
ONIACHOCTb Tepaluy IIperapatoM uBakadrop + Tesa-
Karop + anekcakapTop u UBaKaTOp y fleTei ¢ MyKo-
BUCLMJ030M B [IBYX BO3PAacTHBIX TPYIIaxX IPU CMeHe
npenapara B paMKax ogHoro MHH.

Marepuainbl 1 METO/bI
Vsy4eHa nexapcTBeHHast ¢opma B Buae Habopa Tabie-
TOK, TMOKPBITHIX IIEHOYHOI 000/104KOI, nBakadTop +
tezakadTop + anmekcakadrop u makadrop (37,5 mr +
25 mr + 50 mr u 75 mr; 75 mr + 50 mr + 100 mr 1 150 mr
no toprosomy HanMeHoBaHuio (TH) Tpunekca® (Tuteur
S.A.C.LEIA., bysnoc-Aiipec, ApreHTnHa)).
IIpoBenen aHanu3 JAaHHBIX IO TapreTHON Tepamuu
Poccuiickoro peructpa nalijeHToOB C MyKOBUCIIUTO30M.
Iu3aitH uccnemoBaHus — HabMOAATENbHOE HEPAHTIO-
MM3VMPOBaHHOE HEKOHTPOIMPYeMOe IPOMOIbHOE MCCIIe-
TOBaHMeE C KOHTPO/IBHBIMY BpeMEHHBIMU TOYKAMMU.
O6cnemoBan 151 manument. [lTanueHTs ObITM pasfe-
JIEHbl Ha 2 BO3pacTHBbIE€ IPYIIIbI COITITACHO KaTeropmaM
B MHCTPYKLIUY K IIPENapary: oT = 6 fo < 12 ner — 55 ye-
JIOBEK, 96 IOpOCTKOB OT = 12 10 < 18 jter.
WccnenoBaHue NpoBOAUN B NIEPBHIil IeHD IIpyeMa Tre-
HepUYEeCKOro Ipenapara, Touka CTapT COOTBETCTBOBajIa
MOCTIeHEMY [HIO IIpMeMa OpPUTMHAIbHOTO IIpemapara
Tpuxadra®. CpenHee BpeMs INpuemMa OPUTMHAIBHOTO
CFTR-MogynsaTopa B o61ieit rpyIie coctaBuo 18,4 mec.

o
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Koutpomnp npoBogucs depes 30 (+ 14) u 90 (+ 14) gHeix
npremMa reHepuIecKoro mpermnapara.

[TanueHTsl mpoxomunn (GpU3MKATbHBI OCMOTp, WU3-
MepsUIUCh TapaMeTpbl HYTPUTUBHOTO cTaTyca (Mac-
ca, poct, mHAekc Macchl Tema — VIMT mo Quetelet
(macca (kr)/poct (cm) u mkane WHO AnthroPlus (gns
merett crapue 5 net) (BO3)), mokasarenu pecnumparop-
Holt pyHKIMM — opcupoBaHHAs XXUSHEHHASI €MKOCTD
nerkux (PXKEJI), obbeM QopcupoBaHHOTO BBIOXA
3a nepByio cekyHpy (O®B) [16], onpenensanach pynkums
XJIOPHOTO KaHajia — MPOBOJMMOCTb IIOTOBOI XUIAKOCTH
Ha ammapare Nanoduct (Beckop, CIIIA)), mokasarenu
6e3omacHocTu: amanmHaMuHotrpaHncdepasa (AJIT en/n),
acrmapraramuHoTpancoepasa (ACT en/m), 6unupybun
06muit (MKMOJIB/T), ypOBEHb apTePUATbHOTO JaBIeHNUs
(Al MM pT. CT.), OCMOTp O(TanbMOJIOTa — Ha/IM4Me Ka-
TapaxThl [4].

B mabnuuye 1 nokazana o6ujas xapaKTepyucTIKa IPYyII
no gmemMorpapuyuecKuM, AMATHOCTUYECKUM, TeHeTudIe-
CKVIM ITOKa3aTe/siM. [ pynIibl He MMeny OTIMYMIA IO TIOTTY,
BpeMeHM OMarHoCTuku MB, ne6oTa KIMHNYECKUX TIPO-
SIBJIEHUII, B TOM 4JC/le HATMYNI0 MEKOHMEBOTO Neyca
B aHaMHe3e, 10 TeHOTUILY («TSKEMbIi», «MATKUIT»).
Tabnuua 1.

XapaKTepucTWKa BO3PaCcTHbIX rpynn

Table 1.
Characteristics of age groups

lNokasatenb

v [ [ m
fon 1% 0,071
CpeaHuii 12,8 (11;15,2) 10,5 14,5 P,
BO3pacT, ieT (9,2; 11,4) (13,1;16,3)  <0,001
Bospact 0,2(0,1;0,5) 0,2(0,1;0,4) 0,2(0,1;0,55) 0,816
NOCTaHOBKM
[Marosa,
net
MekoHue-  21/14% 5/9% 16/17% 0,187
BbIW Uneyc,
n/%
leHoTun, n/%
HeTF508del/ 18/12 7 11/M 0,237
HeTF508del
F508del/ 92/61 37 55/57
HeTF508del
F508del/ 40/27 10 30/31
F508del
MArKUIA 35/24 13/25 22/24
TAMEbIN 109/76 39/75 70/76 0,884

Kpurepun BxmioueHus: auar€os MB, ycraHOoBIeH-
HBIIl COITTACHO KIMHMYECKUM peKoMeHAanuaAM «Ku-
cTo3HBIT Pprbpo3s (MykoBucumao3) (2021); Bospact 6-18
7eT; He MeHee 12 MecslleB IpMMeHeH s OPUTVHATbHOTO
npenapara nBakadTop + TesakadTop + dnmexcakadTop
u nBaxkadTop, a 3areM 90 gHel NMpUMEHEeHNs IeHepude-
CKOTO Ipemnapara; MOAMJMCAaHHOE 3aKOHHBIMU IIPeNCTa-

BUTEJIAMI WJIV IOAPOCTKaMM cTapire 15 jeT 7o6poBoIb-
HOe NH(OPMIUPOBAHHOE COTTIACHe.

YacroTa HexenatenbHbIx peakunit (HP) onennsanacnh
Ha NPOTSDKEHMM BCETO McclemoBaHMs. Bo Bcex cmyua-
Ax cepbesHbIX HP kpurepueM cepbesHOCTU ObIIO yKa-
3aHO «K/IMHMYECKV 3HA4MMoOe COOBITHE», IO CTelleHU
HOCTOBEPHOCTY HIPUYMHHO-C/IEICTBEHHON CBA3N «JIe-
KapcTBeHHbIN npenapar-HP» kak «BeposATHas» y Bcex
HaIVIeHTOB.

OTuyeckas sKcmeptmsa. JJOKyMeHTBI MCCIefoBa-
HUA, BKIodasg ¢GopMy MHGOPMUPOBAHHOTO COITACUA
Ha y4YacTye B UCC/IeOBaHMM U cOOp MHpoOpManuy Me-
AMUIMHCKOTO XapakTepa, ObUIM OZOOpeHBI DTUYECKUM
komuterom O®I'BHY «MI'HII um. axag. H.II. Bouko-
Ba» MuHo6pHayku Poccun 19.04.21r. (mpencegarens —
npod. J1.O. Kypuno).

MeToapl CTATUCTUYECKOTO aHATN3a JaHHbBIX

CratucTuyeckuil aHaamM3 INPOBOAWIN C VCIIOIb-
3oBaHmeM mporpamm IBM SPSS Statistics v.26 (IBM,
CIIA). Meguany (Me) n kBaptim (Q1l; Q3) oneHuBamm
IpY paclpefie/ieHNy, OTINYHOM OT HOpMaiabHoro. Hop-
MaJIbHOCTD pacIipefie/ieHNsl OIpeRensaan M0 KPUTEPUIo
Konmoroposa — CmupHoBa. CBsi3aHHbIE COBOKYITHOCTY
(aHammMs3 «go — TOCe») OLeHMBANUCh C MPUMEHEHU-
eM Kpurepus YWIKOKCOHa (pacHpefiesieHVe OTINYHOe
OT HOopManbHOro). KauecTBeHHble NpPU3HAKM yKasbIBa-
NNCh B aOCOTIOTHBIX 3HAYEHNAX C yKazaHueM poeit (%).
AHanu3 HOMMHAIBbHBIX JAHHBIX IPOBOJVIIN C UCHIOIB30-
BaHMeM Kputepus x* IInmpcoHa, cpaBHeHMe CBA3aHHBIX
COBOKYMHOCTell — TecToM MakHemapa. 3Ha4MMOCTb
onenusanu 1o p < 0,05.

Pesynbrarsl

[Tokasareny GpyHKLMM BHELUTHETO ABIXaHMUS IIpefCTaBIIe-
HBI B mabnuye 2, et B BodpacTte 6-11 et nmenu nyd-
e okasatenmn OXKEJT (p, , = 0,049), mo mokasarenio
O®B, otniumit He BoisABNEHO. [TokasaTen MUKPOOMOTDI
HIDKHMX JIbIXaTe/IbHBIX IyTell He OTIMYanach B 06enx
rpynIax.

He BbIABNIEHO OTAMYMII IO YacTOTE M XapaKTepy oc-
JIOKHeHMIt (mab. 3).

Jetn momydanu 6a3oByH Tepanmmio B OfMHAKOBOM
o6beMe. TonbKkO MHranANVY MaHHUTONA Yallle ITOTyda-
U OO POCTKY (mabn. 4).

OTMeueHO JOCTOBEPHO 3HAUMMOE YBelIMYeHNe POCTa,
Mmacchl Tena u VIMT B rpynne noppoctkos. Ilokasarenn
(YHKIIUYM BHEIIHErO JBIXaHMSA OCTABaIUCh BBICOKMMMU
n He MeHANUCh. Ilokasarenu A]l Tak>ke He MEHANCD.
ITpoBoguMoOCTh TOTA 4epe3 1 Mecsl Tepanuy yBeIu-
unnack (p, , = 0,048), HO ocTaBanmach B MOTPaHUYIHBIX
3HaveHuAx. Otmeueno cHmkenne AJIT, HekoTopoe yBe-
nnyeHye obIero 6mMMpy6mHa yepes 1 MecsAll ¢ TOCIeRy-
IOIMM CHIDKeHMeM. Bce ImokasaTenyu HaXOAWINCh B paM-
Kax pedepeHCHBIX 3HaYeHUII (mabs. 5).

AHaIOTMYHO TPyTIIe HOAPOCTKOB B TPYIIIeE fleTeit 6-11
JIeT YCTAaHOBJIEHO 3HAYNMMOE YBeIMYeHNe pOCTa, MacChl



Tabnuua 2.
XapaKkTepucTuKa yHKLIMM BHELLHEro fibIxaHns U MUKpobuonoruye-
CKOr0 CTaTyca pecrnupaTopHoro TpakTa B BO3pacTHbIX rpynnax*
Table 2.

Characteristics of the external respiratory function and
microbiological status of the respiratory tract in age groups*

II
1 2 | 3 |
OyHKLMSA BHELLHEro AblXaHus

n 137 42 94

0®B, % nomxH 102,00 104,00 99,50 0,190
(85,5; 113,0) (89,0; 118,0) (84,8; 111,0)

OXEN % pomkn 99,00 102,00 98,00 p,,=
(91,0; 108,0) (92,0; 112,0) (89,0; 105,0) 0,049

YacTtoTa BCTpeYaeEMOCTM MUKPODIIOpbI
PeCcnMpaTopHOro TpakTa

n 137 50 87

MSSA 108/79 41/82 67/77 0,491

MRSA 5/4 2/4 3/3 0,868

Pseudomonas 52/38 16/32 36/41 0,276

aeruginosa

Burkholderia 171 1/2 0/0 0,188

cepacia complex

Achromobacter ~ 8/6 3/6 5/6 0,952

species

Stenotrophomon- 4/3 1/2 3/3 0,620

as maltophilia

E. coli 3/2 2/4 Al 0,272

lpuMeyaHme.

* — yKa3aHo KOJIMYeCTBO NaLMeEHTOB, KOTOPLIM NPOBEAEHBI iaHHbIe
uccnenoBaHms.

MSSA — methicillin-sensitive Staphylococcus aureus — metuuun-
JINH YyBCTBUTEIbHBINA 30/10TUCTBIN CTAUIIOKOKK.

MRSA — methicillin-resistant Staphylococcus aureus — meTuuun-
JINH PE3UCTEHTHbIN 30/10TUCTBINA CTAadUIIOKOKK.

Note.

— the number of patients who underwent these studies.

MSSA — methicillin-sensitive Staphylococcus aureus.

MRSA — methicillin-resistant Staphylococcus aureus.

*

tema u VIMT. Tlokasarenn QyHKIWM BHENIHErO JbIXa-
HUA He MeHSAINCh U Obiu BeicOKMMM. He 3aperncrpu-
poBaHO M3MeHeHmI1 mokasarteneit AJl. IIpoBogumocThb
noTa 4epe3 1 Mecsl] Tepalmy CHU3UIACh, HO Oe3 cTaTu-
CTUYECKV 3HaYMMOV pasuunpt (p, , = 0,451), ocraBasch
B IIOTPAaHNYHBIX 3HaYeHNAX. Bce OuoxmMmyeckme moka-
3aTenM HaXOUINCh B paMKaX pedepeHTHBIX 3HaUYeHMIT
U He MEHAIUCH (mab. 6).

Y 6onbmuHcTBa manmeHtoB HP orcyrcTBOBanmm
(mabn. 7). 4 nanuenta (3 — crapuie 12 y1eT) >Ka0BaaUCh
Ha 6oy B xuBoTe. Ha crapre Tepanuu xano0s! Ha fu-
apero OTMevasuch y 4 manueHtos (3 — crapire 12 jer).
OpuH M3 5TUX feTeil OTMedan Auapero U uepe3 3 Mec.
Tepanuy. JIBa manyeHTa HAOMIONANNCh C KaTapaKToli,
copMMPOBAHHON IOCIE CTapTa TE€PANNM OPUTVMHAIb-
HBIM IperapaToM. 10 manueHToB (6 MOZPOCTKOB CTap-
me 12 jieT) )a/joBaIUCh Ha TOTOBHYIO 0OTb Ha CTapTe
Tepanuy, Ha (OHe IpueMa IeHepUYecKOro Iperapara
KOMYECTBO TAIMEHTOB C TOMOBHON OONMBI0O COKPaTH-
70Ch IO 3 4JenoBeK 4epes 3 MecaAna Tepanuu. Hapyme-
HI€ CHa OTMEYasJIoCh Y [BYX MAIIMEHTOB Ha CTapTe Te-

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

Tabnuua 3.
XapaKTepuCcTUKa OCNOXHEHMIA B BO3PAcTHbIX rpynnax™, n/%
Table 3.

Characteristics of complications in age groups, n/%

12-18 et .

| fyone |1 [ 2 | 3 |

o[ 3y [ 50 | 87 |
ABJIA** 11 1/2 0/0 0,186
M3CO*** 5/4 0/0 5/6 0,225
H e 1310 36 10/12 0,282
neyeHu
CANO**** 171 1/2 0/0 0,186
Hilige g 12 0/0 0,186
noTepu conei
L 3835 11/37 27/35
C nosMnamu 0,842
CuHycuT 70/65 19/63 51/65 '
6e3 nonunos
Octeonopoz  2/2 0/0 2/2 0,268

MpuMeyaHme.

* — yKa3aHo KOSIMYeCTBO NALMEHTOB, KOTOPbIM NPOBEAEHbI aHHble
UccnefoBaHus.

**ABJIA — annepruyeckuit 6poHXoNeroyHbIiA acneprunes.

***M3C [l — MyKOBMCLMA0303aBUCUMbIN CaXapHbIi auaberT.

****C N0 — cuHAPOM AMCTaNbHOW MHTECTUHANIBHOM 0BCTPYKLMM.
Note.

* — the number of patients who underwent these studies.

**ABPA — allergic bronchopulmonary aspergillosis.

***CFDM — cystic fibrosis-related diabetes mellitus.

****D|0S — distal intestinal obstruction syndrome.

panuu, Ipofo/KaaoCh Y OHOTO U3 HUX depes 30 mHe.
Yepes 90 mHeli fBoe APYIMX MallIeHTOB Ha4yaly >Kayo-
BaThCA Ha HapyllleHUe CHA, a Te, KTO CTpafal JaHHbIM
HP na crapre m depes 30 pHeit, 4epe3 90 pgHell yxe
He MMenu Takux xano6. bompmmucrso HP kynuposa-
JICh CAMOCTOSITENTBHO U He TPeOOBaIy CHUKEHUS TO3bI,
BpEMEHHOJI OTMEHBI WY IOJTHOM OTMEHBI ITpemnapara.

O6cyxpmenne

B mccnemoBanum monmydeHbl pe3ynbTaTbl, KOTOpPbIE CO-
rIacyloTca ¢ adpdexramu TapretHoil Tepanuu. Ilomo-
KnutenbHas guHaMuka VIMT y peteit M HOZPOCTKOB
OIJICaHa BO BCeX KIMHUYECKUX UCCIEeNOBAHNAX, U IeTU
IOCTOSIHHO PAacTyT, OCOOEHHO B IIE€PUOJBI IIEPBOTO BbI-
TATUMBaHMA 6-7 €T U B IOAPOCTKOBOM Tepuoge [6, 8, 11,
17, 18].

IloxasaHO O3SUTMBHOE BIMAHME TPEXKOMIIOHEHTHOI
TEeHEpMYECKOI TApreTHOM Tepanuy Ha HYTPUTUBHDIN
CTaTyC, 4TO ObIIO OomycaHo B PD nmpy nmpuMmeHeHun opu-
TMHaJIbHOTO Ipemnapara [12, 13].

IlonoxxuTenbHasA OMHaMMKa IOTOBOTO TecTa IOKasa-
Ha y fieTeil 6-11 jietT, B rpyIIie IOAPOCTKOB — HEKOTO-
poe nosbimeHne. Ilokasareny HaXOAUINCH B IOTPaHNY-
HBIX 3HAaYEHMAX, YTO COITIACYeTCA C MEXYHapOSHBIMUI
[19, 20] u poccuiickumu [12, 13] gaHHBIMM TIO TIpUMe-
HEHMIO OPUTMHAIBHOrO Ipemapara. Heobxopmmo ort-
METUTb, YTO IIOKa3aTe/y MOTOBOTO TecTa ObIIM HUXKe,
4YeM y B3POC/IBIX B paHee IIPOBENEHHOM MCCIelOBAaHUN
B P® [15]. B maHHOM uccnemoBaHUK 4Yepe3 6 MecsleB
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Tabnuua 4.
XapaKTepucTuKa Tepanuy B BO3pacTHbIX rpynnax®, %
Table 4.

Characteristics of therapy in age groups, %

nert

12-18

Tepanus
net

| fyw [ 1 ]2 [ 3
Y N T R T

WHransaumm runepToHMYecKoro

pactaopa NaCl (> 3 mec.) 9 100 89 0,080
[nuTenbHble MHranALumu 7 0 " 0,018
MaHHuTON (> 3 Mec.) ’
(Vngruﬂcu)MOHHble aHTUOMOTUKM 38 30 43 0132
BHyTpuBEHHbIE aHTMOMOTUKM
(6onee 1 pasa) 34 26 38 0,141
TabnetupoBaHHble aHTMBMOTUKM 63 64 63 0922
(6onee 1 pasa)
Bponxoamnaratopbl
MHTaNALMOHHbIE KOPOTKOFO 32 34 31 0,710
neucteua (> 3 Mec.)
BpoHxogunstatopsl
WHransLuMoHHbIE ANIMTENBHOMO 5 9 4 0,249
Jeicteua (> 3 Mec.)
(Vngr&::?CL)I,MOHHbIe cTepouabl 18 17 19 0832
[opHasa-anbda (> 3 Mec.) 100 100 100
A3nTpOMULMH MM apyrue
MaKkpoauapl (> 3 Mec.) 12 9 14 0,390
Ypcone3oKcuxoneBas KucoTa 93 89 95 0.224
(> 3 mec.)
lMaHKpeaTnyecKue GepmeHTbI 90 85 93 0177
(>3 Mec.)
(VlH;l:f:J;)pbl MPOTOHHOM NOMIbI 13 6 17 0,080
z’f)(gpszgc;TBopuMble BUTaMUHbI 91 89 91 0,709
KuHesutepanus (> 3 Mec.) 91 93 90 0,518
HeuHBasuBHasa BeHTUNALUA 1 9 0 0188
nerxkux (> 3 Mec.) !
lpuMeyaHme.
* — yKa3aHo KOMIMYeCTBO NaLMeHTOB, KOTOPbIM NPOBEAEHbI laHHbIe
uccnefoBaHuA.
Note.

*

— the number of patients who underwent these studies is indicated.

MpOBOAVMOCTb IIOTa OCTaBanach Bbimie 80 MMOJB/T,
9TO MOXXHO OOBSICHUTh BO3PAacTOM HalNeHTOB. PaHee
ObII0O 00OCHOBAHO IIOJIOKEHUE, YTO C BO3PACTOM ITOKa-
3aTe/y IOTOBOTO TECTa BbIIIE U Y B3POC/bIX MALMIEHTOB
noToBas Mpoba CHIDKAETCS XY>Ke, YeM Yy HeTeil, 0coOeH-
HO MJTaJIIero Bo3pacrta u fo 12 et [19].

[Toxaszarenu pecnupaTOpHON (QYHKIVM IO pe3yiib-
TaTaM CIMPOMETPUY, HOCTUTHYTbIe IV IPUMEHEHNUN
OPUTMHAJIBHOTO IIpelnapara, COXpPaHANIUCh B TedeHUe
90 mHelt Tepanuy reHEpUYECKMM IIperapaToM U COIJa-
CYIOTCA C TaKOBBIMM, IIPeACTaBICHHBIMM B IyOIMKa-
nuAX ¢ pesynbratamu uccneposanuit 111 dassr y meteit
¢ MB 6-18 ner [17, 18].

Tabaumua 5.

3dbdeKTUBHOCTb 1 Be30MaCHOCTL NPUMEHEHNS FEHEPUYECKOTO
npenapata usakaTop + TesakadTop + anekcakahTop 1 uBakadTop
B rpynne nogpocTtkoB 12-18 net (@25, Q75)

Table 5.

Efficacy and safety of using the generic drug ivacaftor + tezacaftor

+ elexacaftor and ivacaftor in the group of adolescents aged 12-18

years, (25, @75)

[ Mokasarens| _Crapr | 30 aweii | 90avei | p

Macca Tena, 49 49,25 51,5 Il; 1’2:[? []217 207
KT @805 @208 @69 H oy
' (152,3;1723) (153.3:172,3) (152,5;168,0) P+~

P, <0016
T 20,05 19,55 01 P
wx23  wsae  onng PE
2-3p
OMEN 96,25 %5 008 P
Ghmom)  (890;1048) (041038) (201070 P-Tpcn
-3
008, 97 99,5 999 Pl
B%nomk) (650;1099) (@451078) (@90;110) P02
2-37 1
Cuctonm- P, ,=0.565
10 110 noo P
yeckoe All, i . X p,;=0720
YT (100,0; 120,0) (100,0; 120,0) (100,0; 114,8) ]2_2=U,496
NvacTonm- p,=0,259
70 70 70,0 =2
yeckoe All, ; . X p,;=0,344
oo OET29) @078 (00795 HTyg
MpoBoau-
MOCTb NOTa, 65,5 73 _ =0.048
mvons/n  (560;768)  (56,5:813) P
(HaHopakT)
=0,738
17 17 17,0 p”_ '
Alenn 130,300 (140,275 (140,320 Prea0984
P =0513
p_=0176
22,5 20,5 21,0 =2
ACT, en/n ¥ ¥ X P,=0,005
(68250 168253 (65260 POYE
BunupybuH, 11,85 12,25 1,0 p1_zfg,212.2
memonsin 89173 04174 (79187 PeTo
p, =0,017

WccnenoBanue, nposefeHHoe B PP cpepy manueHToB
crapiie 18 jieT, IMokasaso, 4TO Ha Tepaluy reHepude-
CKUM IperapaToM uBakadrop + TezakadTop + smekca-
KadTop M MBakadTOp MOBBICM/INCH NOKasaTenn (QyHK-
U BHELIHero [bIXaHuA. AOCONTIOTHOE YBelMdeHue
O®B, na Busure 3 (6 mecsueB) cocraBuia 12,9 + 8,1%,
Me — 11,2 (11,2)% [15]. YacToTa neroyHsix 060CTpeHmnit
B MPOBEIEHHOM UCCTIeOBaHMNK OBIIa PENKON B KaXKIOM
BO3pAacTHOJ TpylIe, TaK KaK IAIVeHTbl NPUHVMAIN
pautensHo (Me 18,4 Mec.) TapreTHyto Tepanuio. Y 60ib-
muHcTBa nanueHToB HP orcyrcrBoBanm. IIpu ncnons-
30BaHMM OPUTMHATBHOTO Ipernapara (Ha cTapTe reHepu-
yeckoro npenapara) HP Obutn ierkumu u yMepeHHbIMI



Tabnuua 6.

JIdbdeKTMBHOCTL U HE30NACHOCTL NPUMEHEHNS FEHEPUYECKOTO
npenapara uakadTop + TesakadTop + anekcakahtop 1 uBakadTop
B rpynne 6-11 net (@25, A75)

Table 6.

Efficacy and safety of the generic drug ivacaftor + tezacaftor +
elexacaftor and ivacaftor in the 6—11 year group (@25, 075

-
2 | 3

Maccatena, 355 36 T
300;423)  (0%4kD (5040 Dy
Kr ( ) ( ) ) p2-3_0'009
0,010
S 1435 143,6 1130 P o0y
' 1370, 1479) (1385; 1494 (137;1510) D=y
( ) ( ) ( ) b o002
=0,098
T 1715 17,35 85 00
157,192 (158 194) (170;218 g
(57,152 (58194 (0218 ooy
OKET, % 9,0 975 o P
. @351078) (03;1145) (@9.6;110,0) D=y
LLOMKH ( ) ( ) ( ) p, =094k
0767
008, % 93,0 97,0 70 oo
momk.  (839;1065) (78,0;1095) (89.0;1050) DTy e
Pps=Y
ctom 1000 1000 RNy
’ n 5 . 1-3
o en GB0100 GOBTIOO (601100 pHoyng
' o o o -3
e ODT0D U0TOD 608700 iy,
MpoBoau-
MOCTb NoTa 67 62
: - 0,451
wvonbln  (59,0;74,0)  (58,;75,0) P04
(HaHopaKT)
p,~0,379
20 20 230 P
AJIT, En/n 0 p, .=0,115
' 160,370 (70290 (70380 D
(LE370) (78250 (70380 =27
p, ,=0,759
28 27 270 P
ACT, ea/n 0 p=0107
' 210,330 Q10310 (1,330 P2
( ) @310 ( ) o752
Bunvpy6us, 8 10 73 5]—{3’2%’
MMoJb/N (5,9; 12,8) (A,S; 12,7) (5,0; 10,0) 1_3=0'600
P,s=Y

(nuapes, 60mu B XMBOTE, YTOM/ISIEMOCTD, HapylLIeHUe
CHa, To/IoBHasA 6071b) y 28 manyeHToB (18,5%).
Tenepuuecknit mpemapatr mBakadTop + TezakapTop
+ oanekcakapTop M MBaKabTOp XOPOLIO MEPEHOCUIICS
B3POCTBIMU TManyeHTaMu. [lanmeHToB, MpeKpaTUBIINX
nedeHne no npuunHe passutua HP, He 6p110. Y 5 manm-
€HTOB BBISIB/IEHO YMepeHHOe IIOBBIIIeHNe OMMNpyOuHa,
y oByX — B codeTaHunu ¢ nosbrmennem AJIT, ACT c no-
Clepylolleil HopManusanyen 6e3 MpyMeHeHUs Tepalui.
Y 1 maumeHTa AMarHOCTUPOBaH cuHApoM JKunbbepa.
HP pacuenens! Kak KIMHNYECKN He3HAYMMBIE, He II0-
TpebOBaIOCh OTMEHBI VM CHUDKEHUS HO3bI Iperapara
uny GapMaKoIOTMYeCcKoil MOAAEPXKKU. Y 3 MalMeHTOB
B Hayajie IPMMeHeH! s TeHepuIecKoro Impemnapara oTMme-
Yajach KO>XKHas ChIIlb, Y OJHOTO — PACCTPOIICTBO CTyIIA.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

Tabnuua 7.

XapakTepucTuka ocHoBHbix HP B Bo3pacTHbIx rpynnax 611 net (n =
55) u 12-18 net (n = 96) B TeyeHue 90 gHent

Table 7.

Characteristics of the main adverse reactions in the age groups 6-11
years (n =55) and 12-18 years (n = 96) over 90 days

Bonu B xuBoTe, n/% 6-11 1/1,81 0 1/1,81
12-18 3/313 0 2/2,08
[napes, n/% 6-11 1/1,81 0 0
12-18 3/3,13 0 1/1,04
Taxuxapaus, n/% 6-11 1/1,81 0 0
12-18 0 0 0
lonoBHas 601k, N/% 6-11 4[727 0 1/1,81
12-18 6/6,25 0 2/2,08
HapyLuenue cHa, n/% 6-11 0 0 1/1,81
12-18 2/2,08 1/1,04 1/1,04
Yctanoctb, n/% 6-11 2/3,63 0 1/1,81
12-18 3/3,13 0 1/1,04
KartapakTa, n/%* 6-11 0 NA* NA*
12-18 2/2,08 NA* NA*

lpuMeyaHme.

* — Ha 30-1 1 90-1 peHb AeTH He 0OCMaTPUBANUCL 0 TaNbMONO-
roM — o npoToKony obcneoBaHue o(TanbMOI0roM NPOBOANTCS
Kaxaple 6 MecsiLieB Tepanuu.

Note.

— on the 30th and 90th days, children were not examined by an
ophthalmologist. According to the protocol, an examination by an
ophthalmologist is carried out every six months of therapy.

*

VY 1 manueHTta otMevanach 303uHopunus o 8,4%, emie
y 1 manuenTa — CyXoCTb I71a3, KyIMPOBaHHbBIE CAMOCTO-
STENbHO U He paclieHeHHbIe KaK KIIMHIYECKY 3HaYMMbIe,
PV KOTOPBIX OTMEHBI M/IN CHIVKEHMA O3Bl IIpenapaTa
U HasHaYeHUs NOIOTHMUTEIbHONM Tepamumm Jas UX Ky-
nupoBaHuA He morpeboBanock. IlomydeHHBIE JaHHBIE
110 6€30I1aCHOCTY COOTBETCTBYIOT INTEPATyPHBIM MCTOY-
HIKaM 10 IIPVYMEHEHUI0 OPUTMHAIBHOTO IIperapara.

IIpoBemenHOE  McCeloBaHME  OTAMYAETCA  TEM,
YTO B3pOC/ble TMALMEHTbl B BBIMICNIPUBEJEHHOM NC-
CllelOBaHMM CTapTOBaJIM C TE€HEPUYIECKOro IIpemapa-
Ta, a TMAIVEHTHl HEeTCKOTO U IOAPOCTKOBOTO BO3pacTa
MAHHOTO MCCIeoBaHMs 6oree 12 MecsleB IOMydann
OpUTVHAIbHBIN Ipemapar. BeposATHO, comocTaBuMas
3¢ (eKTUBHOCTD IpemnaparoB B paMkax efguuoro MHH
U IPOJIOHIMPOBaHHAS Tepalysa OOYCIOBUIN XOPOLIYIO
MIePEeHOCUMOCTD TeHepMUYECKOTro IIpemnapara.

Ony6nukoBaHHble faHHbBle 1O OesomacHoctn CF-
TR-MORYNATOPOB HMOATBEPKAAIOT XOPOLIYIO HEepeHOCHU-
MOCTb TapreTHol Tepanun. Vccnegosanus B PO B pe-
QJIBHOJ K/IMHIYECKOI IIPaKTUKe 9TO IIOATBEPKAAIOT.

Ilo pesynbraTaM KAMHKMYeCKMX MccnemoBanmit III
¢daspl O IpUMeHeHNIO Iperapara MBakapTop + Te-
3akadrop + amekcakadrop u mBakadTop cOOOIIANTOCH
0 4acToTe NmoABIeHNs cbimn B 4-10,9% crmyyaes. Habmro-
JaJIUCh KO>KHBbIE peaKLMM B BUMIe METAaHOUVTAPHBIX He-
BYCOB, CBIIIV, SNN/IePMa/IbHOTO HEKPO/IN3a, yrpeit [21].

[ToBpexxeHne NeYeHN — MOTEeHIMATbHBIN TOOOYHBIN
apdexr mopynaropoB CFTR — ormeueH mocie Hadama
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KJIMHUYECKUIA CNTYYAN

Knuanyecknit cyyait merano0macTHOV aHEMUN

y pebeHKa

O.H. Mockanmwk, A.B. Haneros, 10.B. ITomexonosa

Orb0Y BO «[loHeLKui rocynapCTBeHHbI MeAMLMHCKUIA YHUBepcUTET UMeHU M. Topbkoro» Munsppasa Poccum (np. Unbuua, 14,

r. NoHelk, 283003, Poccus)

Pestome

K MeranobnactHbiM oTHocaT B -AeduumtHyio u donuesope-
duunTHY0 aHemmio. Pa3sutue MeranobnacTHOM aHeMuWM, Bbl-
3BaHHOW CoyeTaHeM AepuuuTOB BUTaMMHa B,  dosnesoit
KUCNOTbI, ABNSETCA [LOCTAaTOYHO pefKon natonoruen. B cra-
Tbe Mbl NPeACTaBUIM COBCTBEHHOE KNIMHUYECKOE HabnioaeHue
cnyyas MeranobnactHon aHemuu y Manbumka 11 net, obycnos-
JIEHHO COYeTaHHbIMK AeduunTaMu BUTaMUHa B, u donnesort
Kucnotbl. 0cobeHHOCTbI0 NPeACTaBNEHHOIO KIMHUYECKOrO CITy-
Yas siB/iAeTCA Hanuume y pebenka c B ,-onvesoaeduumTHOM
aHeMWeln HeCKOMbKUX KOMOpOUAHLIX 3ab0N1eBaHNit (THEBMOHMS,
cuHapomM [layHa, nHdekums InwTtenHa — bapp). Mbl cuntaem,

YTO MPUYNHOM Pa3BUTUS AepUUMTOB BUTaMUHa B, n donmesont
KWUCNOTLI B NPeACTaBMEHHOM Crlyyae ABNSETCA HEOLHOKPaTHO
nepeHeceHHbIe PeBEHKOM KuLUeYHble MHGBEKLMK, KOTOpbe Bbl-
3BajM pa3BuTUe CMHApOMa Manbabcopbuun. MeranobnactHas
aHemus bblna auarHoctupoBaHa npu obcnefoBaHuM pebeHka
no noBojy MHEBMOHWW, ANA KOTOPOW OHa ABMAacb HOHOBLIM
cocTosHueM. CBoeBpeMeHHOe BKITIOUYEHWE HaMu B Tepanuio npe-
napatoB 0IMeBOI KNCNOTHI M LiaHoKobanamMuHa obecneunsno
MONOMMTENbHYI0 KAWHWYECKYI0 AWHaMUKY MeranobnacTHoi
aHeMun M cnocobcTBOBaNO HEOCNOKHEHHOMY TEUEHMI0 MHEB-
MOHMM Yy pebeHKa.

KnioueBble cnoBa: getu, MeranobnactHasa aHemus, eduUMT BUTaMMHa B12 1 GONNEBOI KUCNOTbI, KIIMHUYECKWIA CNyYaid

[nsa umtuposanus: Mockaniok 0.H., Hanetos A.B., Mowexonosa H0.B. KnuHuueckuii cnyyaii MeranobnactHoit aHeMuu y pebeHka.
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CLINICAL CASE

Clinical case of megaloblastic anemia in a pediatric

patient
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Knmandecknit cnyygaii/ Clinical case

Abstract

Megaloblastic anemias include B, deficiency and folate deficien-
cy anemia. The development of megaloblastic anemia caused
by a combined deficiency of vitamin B,, and folic acid is a fairly
rare condition. This article presents our own clinical observation
of a case of megaloblastic anemia in an 11-year-old boy result
ing from a combined deficiency of vitamin B, and folic acid. A
special feature of this clinical case is the presence of several
comorbid conditions in a child with B ,-folate deficiency anemia
(pneumonia, Down syndrome, Epstein — Barr virus infection).

We believe that the cause for the development of vitamin B jand
folate deficiency in this patient was the recurrent intestinal in-
fections, which led to the development of a malabsorption syn-
drome. The megaloblastic anemia was diagnosed during the ex-
amination of the child for pneumonia, for which it served as an
underlying condition. Our timely initiation of folic acid and cyano-
cobalamin therapy ensured considerable clinical improvement
of the megaloblastic anemia and contributed to an uncomplicat-
ed course of pneumonia in the patient.

Keywords: children, megaloblastic anemia, vitamin B,, and folic acid deficiency, clinical case

For citation: Moskaljuk 0.N., Naletov A.V., Poshehonova Ju.V. Clinical case of megaloblastic anemia in a pediatric patient. Archives
of Pediatrics and Pediatric Surgery. 2025;3(2):53-57. doi: 10.31146/2949-4664-apps-3-2-53-57

BBenenne
Merano6nacTHble aHeMUM — TpYyIIa aHEeMU, I/IaB-
HBIM TIPU3HAKOM KOTOPBIX SIBJSETCS Hamuyme Mera-
NOOTACTHOTO TUIIA KPOBETBOPEHMUsS B KOCTHOM MO3Te
B pe3y/JbTaTe HapYIIEHNS CUHTe3a HYKJIeMHOBBIX KIIC-
not. K meramobmactHpiM oTHOcATCA B -mebunurhas
anemus (B JJA) n ponmesonepunutaas anemus (PIIA).
Blz—ne(bmuMTHaﬂ aHemus (MeramoOmacTHas aHeMMus,
NepHUIO3HAsl aHeMusi, 6omesHb Anpncona — bupme-
pa) — MaKpoIWTapHas aHeMN:d, XapaKTepU3yIoIasics
MeTanoOMacTHBIM TUIIOM 3PUTPOIN033a, MOpdomoruye-
CKUMU aHOMA/IMAMMU JAPYTUX POCTKOB KPOBETBOPEHMS
B KOCTHOM MO3T€, YaCTBIM Pa3BUTHEM IICUXOHEBPOIOTH-
JeCKMX CMMINTOMOB (QyHUKYIAPHBIN MIEN03).
KopgupoBanne no MexayHapOZHOM CTaTUCTUYECKON
Knaccudukanuy 6one3Heit M mpobneM, CBI3aHHBIX
co spopoBbeM: D 51 — ButamuH B, Z—I[e(l)]/IIU/ITHaH aHeMMU .
B JIA OTHOCUTCA K PefiKo BCTpedarmumcs 3abonesa-
HUSIM — PacIpOCTPAaHEHHOCTD B IETCKOM U I0HOIIECKOM
Bo3pacTe coctapmsieT 7-10 Ha 100 000 Hacenenus [1].
B, JIA paspienA10T Ha HACTIENCTBEHHYIO (BPOXIEHHY0)
U IproOpeTeHHYI0, KOTOpas MOXeT OBITh HEepPBUYHOIN
v BropudHoii. Hacnencrsennas B TA HabmomaeTcs
y meTeil ¢ TeHeTUYecKUMM AedeKTaMu, NPUBOAAIIMA
K HapylIeHMI0 TPaHCIoOpTa BuTammHa B, (umanoko6a-
namuna). Ilepudnas npuobperennas B JIA o6ycnos-
JleHa HaJM4yeM ayTOaHTUTeNT K BHYTPeHHeMY (QakTopy
Kactna (mepHuinmosHas anemus). Bropmunas mpuo6-
perennas B JIA accouumpoBana c dakropamm pucka
pasBuTuaA fedunura BUTaMMHA B, cpemy KOTOpbIX
IS meTelt Hambojee Ba>KHBIMU SBIAIOTCA: CHVKEHME
HOCTYIUIEHNUA €ro C Iuimell (M/IafieHIIbl, HaXOAAlecs
Ha TPYAHOM BCKapM/IMBaHUY, MaTepy KOTOPBIX MMEIOT
nebunut BuTaMmuHa B, um co6/MI0IaloT BETAHCKYIO fiye-
Ty [2, 3]); 3a60N€BaHNsI KMIIEIHMKA, COIPOBOKAAOLINE-
Cs1 CUHAPOMOM Manbabcopounm, feduint BHy TPEHHETO
¢dakropa Kactna (arpodudecknit racTput); KOHKYpeHT-
HOE IIOI/IOIeHMe B KuileuHnKe (IIMCTHAs MHBa3nus) [4].
HMebunur Butammna B, MpMBOAMT K HapyLIeHUIO
CUHTe3a TUMUAVHA, BbI3bIBas HapyleHne cuuresa [JHK,
YTO OKasblBaeT BAMSIHUE Ha MPOLECC Je/leHNs KIeTOY-

HOTO s7pa, IPOUCXOAUT HpeX/eBpeMeHHas Iubenp re-
MOIIOSTMYECKNX IIPefIIeCTBeHHUKOB B KOCTHOM MOS3Te.
Hawubornee BbipakeHHbIe MOP(}OIOTMYECKIIe M3MEHEHN I
HaOJTIOAIOTCA B KJIETKaX SpUTPOUAHOTO pocTKa. B pe-
synbrate fneduunta BUTaMMHa B, Takxke Hapylmaercs
MeTabo/Mn3M >XUPHBIX KIC/IOT, IPOMCXOAUT HAKOILIe-
Hle TOKCMYHOJI [/IS1 HEPBHBIX KJIETOK METV/IMATIOHOBOII
KJC/IOTBI, YTO BefleT K AeMUeTMHMU3anuyu nepudepude-
CKUX HEPBHBIX BOJIOKOH ) BBI3BIBAeT PAa3BUTIE HEBPOJIO-
TMYECKOI CUMIITOMATHKIL.

Knunuyeckas xaptuna pedunura Butammua B, xa-
paKTepu3yeTcs CO4eTaHMeM CHMMIITOMOB aHEMIIEeCKOTO
cMHApoOMa U (PYyHMKYIsApHOTro Muenosa. OCHOBHbIE J1a-
6oparopuble kputepun B JIA: aHeMus, peTUKYIOUTO-
HeHN I, MAKPOLUTO3, TUIIEPXPOMUS, TUIIePCeTMEeH Tl A
Afep HeMTPOoIUIOB, TeHAECHIMS K JICIKOIIEHUN U TPOM-
6ounronenny, Hannuue tenen JKomwm n xonen Ka6o-
Ta; CHIDKEHME YPOBHA BUTaMuHa B B KpoBu, a Takxke
Merano6/acTu4ecknit TUIl KPOBETBOPEHMs, Hanaudue
TUTAaHTCKVX MMENOLVTOB, METaAMIETOLUTOB 1 ITaJIOYKO-
A/lepPHBIX HEMTPO(UIOB B MyHKTaTe KOCTHOTO MO3ra [5].

@onueBonepunutHas anemus (OOA) — makporu-
TapHas aHeMM s, XapaKTepU3y0Iasics MeTraTo0/1acTHBIM
9PUTPOIIO330M B KOCTHOM Mo3re. JJaHHBIX O paclpo-
cTpaHeHun paeduunra Qonmesoit KucnoTel B Poccuii-
ckoll Penepanuu HeT.

KopupoBanne mo MexxiyHapOLHOM CTaTUCTUYECKOI
Kaaccupukanuy 6omesHell ¥ mpo6neM, CBA3aHHBIX
co 3gopoBbeM: D 52 — ¢onueBomedunmTHAsS aHEMUS.
Hedurur onmeBoit KUCTOTH B OpraHu3Me 0OBIYHO HO-
CUT BTOPUYHBIN XapakTep. Bpoxxpennas manbabcop6-
s GonmaToB — pefikoe ayTOCOMHOe 3aboreBaHue, 00y-
CTIOB/IeHHOe MyTanusaMu B reHe SLC46 Al [6].

OcHoBHbIMU Tpu4yMHaMu pasButua O A B meTckoM
BO3pacTe SB/SIETCS alMMEHTapHas HeJOCTaTOYHOCTD
(B rpyAHOM BO3pacTe — BCKapM/IMBaHNe KO3bUM MOJIO-
KOM), IIOBBIIIEHHAs ITOTPeOHOCTh B ¢omaTax (HeZOHO-
IIEHHOCTD), 3a00/IeBaHMs KMIIEYHNKA C BbIPaXKeHHBIM
CUH[POM ManbabcopOImu, TINCTHASI MHBA3UA [6].

Heduunt QonmeBoit KUCIOTH B OpraHU3Me IPUBO-
OUT K HapylleHuio HopManbHoro cuHtesa JHK B xet-



Ke U Pa3BUTHIO MeTanobIacTHOTO THUIIA KPOBETBOPEHM S
B KOCTHOM MO3Te, HAKOIUIEHVIO TOKCUYHBIX MeTabomu-
TOB, TAKMX KaK TOMOIIMCTENH [7].

Knnuuka OIA xapakTepusyeTcs CUMITOMaMM aHe-
Mudeckoro cuHppoma. IIpym stom mpossrenus ¢yHm-
KY/IAPHOTO MMeNo3a OTCYTCTBYIOT. OCHOBHBIE 1abopa-
TopHble Kputepuu O A: aHeMus, peTUKY/TOLUTONEHN,
MaKpOIUTO3, TMIIEPXPOMMsS, TUIIepCerMEHTalus sfiep
HeilTpouioB, 6a3opuibHasA IyHKTyalus, TeHACHIVA
K JIEVIKOIIEHUY ¥ TPOMOOLMTONIEHNN, HaNMU4Ne Terlell
YKonnn n xonen; Kabota, cHuKeHue ypoBHs (HOINeEBOI
KJC/IOTBI B KPOBM, METrajloONacTHBIN TUII KpPOBETBOpe-
HU 110 JAaHHBIM ITYHKIIUM KOCTHOTO MO3Ta.

Tepanusa Merano6/macTHOM aHEeMMM 3aK/TIOYAETCA
B YCTpaHeHMM) NPUYMHBI ee pa3putus. Hasnauenue ¢do-
NIMeBOIl KUCTOTBHI NMPUBOAUT K OBICTPON JTMKBUIALNN
fepunyuTa GoMaToB U BOCCTAHOBICHNIO TeMaTONIOTde-
CKMX MTOKa3areseit uepes 4-6 Hemenb [8-9].

CouertanHplit mebunnutr unmaHokobamammuHa u ¢o-
NIMeBOIl KUCTOTBI BCTPEeYaeTCs PefKo M HabIIomaeTcs
[Py HapyIIeHHOM BCachblBaHMM B KumeuHuke. Omnmuca-
HUA KIMHUYECKMX CTy4aeB Merajo0/lIacTHBIX aHeMUIl
B IETCKOM BO3pacTe OCTAIOTCS] HEMHOTOYMCIEHHbIMY [9].

Knunanvyecknii cnyyaii
[IpuBoaIM cOO6CTBEHHOE K/IMHIYECKOe HaOMofieH e,

Manpunk A., 11 setT, mocTynun B NHGEKIMOHHOE OT-
JiefieHVe TOCYAAPCTBEHHOTO OIO[XKETHOTO YUpeXXIeHN s
Honeuxoit Haponnoit Pecniy6nukn «Topoackas geTckas
KIMHn4ecKkas 6onpHuna Ne 5 1. JIoHenKa» ¢ >kanobaMu
Ha CYXOI1 Kallleb, IIOBbIIIeHNe TeMIlepaTypsl o 37,8 °C.
3abomen 3 gHA Hasaj, KOIfa IOSABMINCH BBIINICYKA3aH-
HBIe )kKa/I00bI. AMOY/IaTOpHO HO/Ty4an aMOpokcor. B cBs-
31 ¢ Hea(PPEeKTMBHOCTBIO TePANIMM YIACTKOBBIM Ieiyia-
TPOM HaIIpaBJ/IeH Ha CTal[llOHapHOE JIeYeHNe.

Manpunk ot IV GepeMeHHOCTH, HpOTeKaBILe
Ha (OHe TOKCMKO3a, Yrpo3bl IpepbiBaHusA, 1V mpex-
[leBpeMEHHBIX pOfoB (CpOK rectanuu — 34 Hepmenn).
Macca tena npu poxxaeHnn — 2500 T, oLleHKa 110 IIKaje
Anrap — 7/8 6annos. Haxoguics Ha TPyAHOM BCKapM-
nuBaHum fo 1,5 roga. IIpMBUT 1o MHAMBMAYaIbHOMY
rpaduky. PebeHok ¢ cmHmpomom JlayHa, 3afep>KKoil
HEepPBHO-TICUXIYECKOTO 1 pedyeBoro passurus. Habmio-
JaeTcA IO IOBOAY SKTOIMMYECKOV XOPABI T€BOTO KENly-
[I0YKa, XPOHNYECKOTO TedeHM I MHPeKuy DIIITeiTHa —
Bapp. Uerbipe pasa nepeHOCUT KullleyHble MHpeKIMK (B
TOM 4JCJIe CaJIbMOHeIIe3), IIOCTIeHNIT pa3 B BO3pacTe
10,5 roma. 3-4 pasa B rofi 60/1eeT OCTPbIMU PeCIUPATOP-
HeIMU 3aboneBaHussMM. CeMENHBIT U a/Ieproaornie-
CKII1 aHaMHe3 He OTSATOIIeH.

IIpn OOBEKTMBHOM OCMOTpe COCTOsHME pebeHKa
cpegHell TsKecTy. YacToTa cepHeyHbIX COKpallleHUil —
102 B MUHYTY, YaCcTOTa AbIXaHUA — 24 B MUHYTY, caTypa-
s — 98%. Temnepatypa tena — 37,6 °C. OTMedaoTcs
K/IMHNYeCKNe IPOABNIeHN A CUHpoMa [layHa: yIIoleH-
Has popMa JINIA CO CI/IaXKEHHOI IepeHOCHIIel, MOHTOJIO-
UTHBIN pa3pes I71a3, SIMKAHTYC, IONEepeYHble TaJOHHbIE

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

ckmapku. ViMeeT MecTo obmjas MblIeYHasl TUIIOTOHMS,
aHnsopedexcus. TouHble ABVDKEHUA C MENIKUMIU IIpef-
MeTaMy pebOeHOK He BBINONHsAET. Pedb OTCyTCTBYeT,
6yxB 1 nudp He 3HaeT. [IoHnMaHMe o6paleHHON pedn
coxpaHeHo. Ha ocMoTp pearmpyer HeraTuBHO. PeGeHOK
IPaBMIBHOTO HOPMOCTEHIYECKOTO Te/IOC/IOXEHNs, II0-
HIDKeHHOro nurtaHua. Ousmdeckoe pasBuTye JUCTapMO-
HUYHOE 32 CYeT AedUIMTa MacChl Tejla M HU3KOTO POCTa.
Ko>xHble IOKpOBBI pe3ko OefHble ¢ BOCKOBUHBIM OT-
TEHKOM, OTMEYaeTCsI CYXOCTb KOXKV Ha JIAJ[OHSAX U CTOMAX,
paciupeHne MOAKO>KHOM BEHO3HON CeTV Ha TY/IOBUIIE
U KOHEYHOCTAX, ITapaopOuTanbHble TeHN. Horresble ma-
CTUHBI YUCTBIE, POBHBIE, Oe3 nedekToB. Bomocs! penxue,
TOHKMe, HU3Kasl MMHUSA pocTa Bonoc. Cusnucras gyskek
3eBa YMEpeHHO I'MIIepeMMpPOBaHa, Ha IIeKax ¥ JeCHax
AB/eHNA adTO3HOrO CTOMATUTA. MMHEAIVHBI IMUIIEp-
TpodupoBaHsl, II cremenn, poixible. ['yObl po3oBble,
CyXmue C TpelMHaMM, B yI/IaX pTa — SBJIEHNUSA aHTYIAP-
HOTO CTOMAaTMTA. SI3bIK Ma/IMHOBBIN, «JIaKMPOBAHHBIII»,
BIaXHBII. HocoBoe mpIxaHue 3aTpyZHEHO, OTHAeIsAeMOe
U3 HOCOBBIX XOIOB CKYZHOe, ciusucroe. Kamens cyxoir,
penxuit. IlogdenmtocTHble MMMGOY3/IbI He YBETMYEHBI,
6e360/1e3HeHHBI K Nanbnanyy. [lepkyTopHOo Hap jer-
KMMMJ TIPUTYIUIEHVE JIeTOYHOTO 3BYKa B MEXJIOIIATOY-
HOM IIPOCTPAHCTBE, ayCKY/IbTaTVBHO B 30HE YKOPOYEHNA
BBIC/TYLIMBAETCS OCNMA0/IeHHOe MbIXaHVe, XPUIIOB HeET.
['paHMILIBI OTHOCUTETBHO CEPHEYHOI TYIOCTU He CMe-
IeHb], TOHBI CepAlla TPOMKME, PUTMUYHBIE, BBICTYIIN-
BaeTCsl KOPOTKMUI CUCTONMYECKMII LIYM Ha BepXyIIKe
6e3 uppapnanum. JKuBoT MATKMUIL, JOCTYIIEH ITyOOKOM
nasnbnanuy, 6e36onesHeHHbl. [ledens y kpas pebepHoit
IyTH, cele3eHKa He manbnupyercs. CTyn exXelHEeBHBIN,
Heo(OpPMJICHHBIIT, KOPMYHEBBII, 6e3 mpumeceit, 2-3 pasa
B CyTKI. MouencyckaHye He HapyIIeHO.

JlaHHble A0N0HUTENbHBIX METOA,0B OGCHGAOBaHMﬂ

PentrenorpaMmma opraHoB rpygHoii kmerkm. Cre-
Ba B IIPMKOPHEBOJI 30HE JIETOYHbIV PUCYHOK HEYETKUIL,
NUHETHO-TYeNCTOT0 XapakTepa Ha (oHe CHUKEHHOI
nHeBMaTusauuu. CopaBa B IepUKapAMATIbHON 30HE
OTMEYAIOTCA COCY[AUCTble TeHM, HEPAaBHOMEPHO pacIlN-
peHHbIe Ha OHe MEeTINCTOrO PUCYHKA, THEBMATH3aIVA
CHIKeHa, IIPOMEeXYTOUYHbII 6pOHX 3aByanupoBaH. Kop-
HU MaJOCTPYKTypHBI. CuHYCHI cBOO60gHBEL. CO CTOPOHBI
cepplia IMaTOOTMYECKUX M3MEHEHUII He BBISABIEHO. 3a-
K/II0YeHMe: TaHHble B MO/Ib3y NBYCTOPOHHETO BOCHA/IN-
TEJIBHOTO 3a00/IeBaHMA JIETKUX MO TUIY MHTePCTUIIN-
a7IbHOJ THEBMOHU.

Kmmanueckmii aHanus KpOBMI: SpUTpOLU-
™I — 1,87x10'%/1, remormobud — 69 1/, LIBETOBOI
nokasarenb — 1,1, peruxkynonutst — 0,5%, Tpom6o-

uuthl — 160x10°/m, neiikouurer — 3,71x10°/11, HeitTpo-
duner — 1,93x10°/n (51%), CO3 — 57 mm/4. 3aknwoye-
HUe: aHeMMsI MaKpOLMTapHas TUIIepXPOMHaAs TsDKenasd,
JIeVIKOTIeHM I, TpoMOoIMTOTIeH s, TToBbIIeHre COJ.
BbIsIB/IeHO HOBBILIEHNE CPEeSHEr0 0ObeMa SPUTPOL-
ta (MCV) — 112 ¢11, yBenudeHue CpeiHETO COfep>KaHUs
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Knmandecknit cnyygaii/ Clinical case

remornobuna B sputpounte (MCH) — 37 mr, ysennu-
YeHMe CTeleHM aHm3ouutosa spurporutos (RDW) —
19,5 CV%.

B cpIBOpOTKE KpOBM YCTaHOB/IEHO CHIDKEHME COfEep-
KaHusi GonMueBoil KUCIOTH (2,4 HI/MI) M BUTaMMHA
B12 (menee 150 mr/mm); comep>xaHue GeppUTHHA TOBBI-
mIeHO0 — 275 HI/MJL., YPOBEHb CBIBOPOTOYHOTO >Ke/le3a
B IIpefielax HopMbl — 12,97 MMOMB/M.

[l1s1 ganbHeitiero o6cneoBaHus pebeHOK IepeBeieH
B oTHeneHMe oHKoremaronorum mus merein ®I'BY «VMH-
CTUTYT HEOT/IIOKHOJ M BOCCTAaHOBUTEIbHON XMPYPTUK
um. B.K. I'ycaka» Munsgpasa Poccun.

MuenorpaMma: IpemapaThl KOCTHOIO MoO3ra Kie-
TOYHBIE, OTACTHBIX KJIETOK 1-3, SpUTPOUTHBI POCTOK
[0 HOPMaJbHOMY TMIIy, OTME€YaeTCs O4arOBOCTb KpO-
BETBOPEHN L.

MerakapuonnurorpaMma: (QyHKLIMS MeTaKapMOIV-
TapHOT'O POCTKa HE3HAYNTE/IbHO CHIDKEHA.

InarHos

OcHoBHOI1: BHeOOTbHMYHASA THEBMOHM S, UHTEPCTULIN-
ajibHasA, OBYCTOPOHHSAA, HeTsDKenadA. [IpIxaTe/lbHas He-
HBOCTaTOYHOCTS 0.

ConytcrByromuii: B -ponnesonedunnrnas anemns
TsDKenolt creneHn. VMHbekumsa Smmteitna — bapp, xpo-
Huueckoe TedeHne. CuHppoM JlayHa. 3amepKKa HepB-
HO-TICXMY€CKOTO U pe4eBOro Pa3BUTHA.

Jleuenme: nedprpuakcon 1000 Mr 1 pas B CyTKM BHY-
TPUBEHHO, a3uTpoMuiuH 300 MT B CYTKM, TpaHCPY3us
spuTponurapHoit Macce rpynmnsl Kposu A (II) Rh (+) mo-
JIOXKUTENTbHBIN, IfnaHoKobamamuH 300 MKT 1 pas B CyTKu
BHYTPUMBILIEYHO 14 [IHeI, 3aTeM depes [jeHb 2 Heflenn,
¢donmesas kucmora 1 Mr 3 pasa B CyTKM KypcoM Ha 2 Me-
cana, anykiaosup 800 Mr 4 pasa B CyTKM, UHTepdepoH
anbda 500 Mr 2 pasa B CyTKM, HpoOMOTMK 1 Kamcyna
1 pa3 B cyTKu KypcoM 1 mecs,.

Ha ¢oHe Tepanuy HOCTUTHYTa IONIOXXWUTENIbHAS AM-
HaMIKa IeMaToJOrMyecKux Iokasareneil. Yepes 3 He-
Ieny nedeHNA cOofiep>KaHMe SPUTPOLUTOB MOBBICUIOCH
mo 3,31 T/n, petukymnountoB — 1o 1,8%, neiiKOUTOB —
no 4,6 I'/n, ypoBenb remornobmuna — go 113 r/n, cHusm-
pochk CO3 go 35 mm/4.

BeIsiBIeHO CHMKeHMe cpefHero o0beMa 3pUTPOLUTA
(MCV) — ¢ 112 ¢, 5o 93,2 bin. u cpegHero comep>Kanus
remorno6uHa B spurpounre (MCH) — ¢ 37 mr, o 33,8 mir.

PeHTreHorpaMMa OpraHOB TPYHHON KIeTKM (KOH-
TPO/b) — IONIOXKUTETbHAS AMHAMMKA: CIpaBa JIeT04-
HBII1 pUCYHOK BOCCTAHOBJIEH, KOPEHDb CTPYKTYPEH; C/leBa
B IPMKOPHEBOII 30HE COXPaHAETCsS HEYETKOCTb TETOYHO-
TO PUCYHKa, KOPeHb CTPYKTYPEH.

Ha ¢one nmpumeHeHns nuaHoko6amraMuHa u ¢omnue-
BOJI KMC/IOTBI aHA/IN3 KPOBU C MOACYETOM PETUKYIOLM-
TOB IIPOBOAUTCA Ha 7-J1 JeHb OT Hadajia JIedeHN, fajee

1 pas B Hefenw, IOCNe JOCTMXKeHUs pemuccun 1 pas
B 2 MecAlla B Te4eHMe II0IyTo/Ia, fanee 1 pas B 6 MecALes.
Kontponb copepxanus Buramuna B, dbonuesoit Kuc-
N0THI, peppuTHHA Yepe3 1 Mecal, ganee — 1 pa3 B 3 Me-
csua. PebeHOK HOMKeH HaXOOUTHCSA Ha OUCIaHCEPHOM
ydeTe IefMaTpa, remarosora, Heppojora. Crennduye-
CKUX peabVMINTALMOHHBIX MEPOTIPUSIITUI B OTHOLIEHUN
MaIeHTOB C Blz—ue(bmuMTHoﬁ u bonueBogepUIUTHOI
aHeMMsIMU HeT. PeOeHKY ITOKa3aHa jueTa ¢ BK/ITIOYeHNEeM
KPacHBIX COPTOB MscCa, NTeYeHM, CBeXUX oBollel, Pppyk-
TOB, 3€JIeHY, KICTTOMOJIOYHBIX IIPOJYKTOB, COOMIOfIeHIe
HaBbIKOB JINYHOI TUTMEHBI I1s1 MPODUITAKTUKY KUIIEeY-
HBIX MHQEKI[MIT Y [TIUCTHBIX MHBA3UIL.

06cyxpeHune

OCO0OEHHOCTBIO [AHHOTO KIVMHWYECKOTO Cayd4asi sB-
NseTcs Hamnuue y peGeHKa C COYeTaHHBIM JleUIIV-
TOM BuTaMuHa B, u Qonmesost KMCIOTH HECKOMbKUX
KOMOPOUAHBIX 3a007eBaHMit (THEBMOHUY, CUHApPOMA
Hayna, nadexkunn Snmreitna — bapp). Touno ycraHo-
BUTH Hava/Io Pa3BUTHUsI aHEMUU He TPECTABIIAETCS BO3-
MO>XXHBIM, TaK KaK Hanu4ye y pebeHKa 3aiep)XKu HepB-
HO-TICXVYECKOTO 1 PeYeBOro pas3BUTUS OOYCIOBUIIO
OTCYTCTBME XapaKTEePHBIX J/Is1 Merano0IacTHbIX aHeMMIl
*asno6 (cmabocTh, TOMOBOKPYKeHNe, IyBCTBO OHEMEHNA
VI TIOKAa/IbIBaHMA B KOHEYHOCTAX, OKeHue 1 60/Ib B A3bl-
ke). IIpuunnoit coveranHoro medurmrTa BuTamMmHa B,
¥ $ONMeBOIT KNCIOTHI ABJIAIOTCS, O-BUAMMOMY, HEOITHO-
KPaTHO IepeHeCceHHble peOeHKOM KUIledHble MHPEKIINN,
KOTOpble BBI3BA/NM HapylleHNe KMUIIEYHOTO BCaChIBa-
Husl. Merano6macTHass aHeMus Oblla DMAarHOCTUPOBA-
Ha TIpy 00C/IeToBaHMY pebeHKa 10 MTOBOAY THEBMOHMI,
II/Is1 KOTOPOIt OHa siBM/Iach GoHOM. Pa3BuTie MHEBMOHNMN
Ha ¢OoHe aHeMMM MOTIJIO OOYCIIOBUTD 3aTsSXKHOE TedeHue
nHeKMOHHOTrO npouecca. CBoeBpeMeHHO€e BKITIOUeH e
B TepAINIO IpernaparoB GonneBoil KUCIOTHI U IIMaHOKO-
6aaMyHa 00ecreunnIo MONMOKUTEIbHYI0 KIMHIYECKYIO
AMHAMMKY Merajo0/1acTHOM aHeMUN ¥ COCOOCTBOBAJIO
HEOC/IO)KHEHHOMY TeYeHVI0 THEBMOHIM Y pebeHKa.

3aKkino4yeHne

B ,-bonuesonedurutHas aHemus y feTelt BCTpedaeTcs
penKo. BelsiBeHne aHeMuy oIpefensieT HeoOXOUMOCTb
YTOYHEHVS MPUYNH JAHHOTO ITAaTOIOTMIECKOTO COCTOSI-
Hus1. CBoeBpeMeHHast BepuduKanus STUONMOIUN TT03BO-
JisieT Ha4aTh a[leKBaTHYIO TEPAIINIO, YTO OIpefensier ee
3¢ (eKTUBHOCTD, yIy4llaeT KadyecTBO JXM3HU pebeHKa,
CIIoco6CTBYeT 6/1aTONPUATHOMY MICXOy KOMOPOMHBIX
cocrosiHmit. CBOeBpeMeHHOe yTOYHEHNe TUIA aHeMUM
y Hab/mogaeMOro HaMM IaljMeHTa, Ha3Ha4YeHMe LMaHo-
kobGanaMuHa U (OMMeBOil KUCTOTHI CHOCOOCTBOBAIO
paLMOHA/IBHOMY JIEYeHMI0 OCHOBHOTO 3a00/eBaHUsA —
BHeOO/IPHIYHOJ THEBMOHIM Y JAHHOTO pebeHKa.
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(9

KJIMHUYECKUIA CNTYYAN

[IpuMeHeHMe MeTOa KaIMJIIIPOCKOII Y HOTTEBOTO
JI0XKA C LIe/bI0 OLleHKY 9 PeKTUBHOCTY TPOBOLVMON
Tepanuy (Fynuaymad) y manyeHTa ¢ TAKeIon

OpOHXMATbHOM aCTMO¥

I1.B. Bepexanckuit>>*, A.9. Xypraesa’, A.b. Mamaxos"*>?, T.A. I'yreipunx?, C.J1. lllatanuua®’, H.I. Konocosa®

' TBY3 MockoBcKoii 06nactu «HayyHo-uccnenoBaTeNbCKUA KIIMHUYECKUIA MHCTUTYT feTcTBa MUHMUCTEpCTBA 34paBOOXpaHEHUS
MockoBckoi obnactu» (yn. KoMuHTepHa, 24a, cTp. 1, r. Mbituwm, 141009, Poccus)
2 TBY3 «Mopo30BcKas AeTCKasn ropoficKas KNMHMyecKas 6onbHuua 13M» (4-i [loBpbIHUHCKWIA nepeynok, A. 1/9, r. Mockea, 119049,

Poccun)

3 OrAQY B0 «Mepsbiii MocKoBCKUiA rOCYAapCTBEHHbI MeAULIMHCKMIA yHuBepeuTeT uM. U.M. CeueHoBa» Mun3sppasa Poccum (Ceve-
HoBCKWI YHuBepcuteT) (yn. bonbluas Muporosckas, A. 19, ctp. 1, . Mockaa, 119991, Poccus)
“ OrAQY BO «Poccuitckuit yHuBepcuTeT Apy6Obl HapofoB uMenm Matpuca Jlymymobi» (yn. Muknyxo-Maknas, a. 6, r. Mocksa,

117198, Paccua)

Pestome

BpoHxuanbHas acTMa ocTaeTcs 0fHOM U3 aKTyaNbHbIX NpobieM
COBPEMEHHOr0 37paBOOXPaHEHMSA BBUIY BbICOKOI pacnpocTpa-
HEHHOCTW, pocTa 3aboneBaeMOCTH, CEpbE3HOr0 3KOHOMMUYe-
cKoro bpemeHu. CBoeBpeMeHHas AMarHoCTUKa, OnpejeneHue
npesvKTOPOB pa3BUTUA 3aboNeBaHNs, a TaKKe oueHKa addek-
TMBHOCTU Tepanuu SBASIOTCA KOYeBbIMU (aKTOpaMM paHHe-
ro BbISIBIEHWS, NPeAOTBPALLEHUA NPOrpeccMpoBaHnUs acTMbl,
YMEHBLUEHWA PUCKA OCTIOMHEHMIA, pa3paboTKM nepcoHndULM-

POBAHHOr0 NIEYEHUs, YTO CMOCODCTBYET YNyULLEHUI0 KayecTBa
M3HW NauMeHToB. HaMu Ha KAMHMYeCKOM npuMepe Obina
NPOAEMOHCTPUPOBaHa NEPCMNEKTUBHOCTb U NpaKTMYecKas 3Ha-
YAMOCTb MPUMEHEHWS METOAA BU3YasM3aLMM COCY0B MUKPO-
LMPKYNALMM ANA ANArHOCTUKM 3ab0neBaHus, a TaKKe OLEHKM
3 deKTUBHOCTU MPOBOLMMOIA OMoNormMyeckoin Tepanun (oy-
nunymab) y nauueHTa, CTPaJaloLLero TXeNon bpoHxManbHoi
acTMoil.

KnioueBble cnoBa: 6p0meaanaﬂ dCTMa, KanunnapocKonuA HOrTeBoro Jioxa, reHHo-nHXeHepHble buonoruyeckme npenaparsbl,

aynunymab

[na umtuposanus: bepexanckun .B., Xypraesa A.3., Manaxos A.b., [yTeipunk T.A., WatanuHa C.1., Konocosa H.I. NpuMeHeHne
MET0/a KanunnapoCKONUM HOFTEBOFO J10XKa C LIESbIo OLeHKU 3¢ EeKTUBHOCTM NpoBOANMON Tepanum (aynunyMab) y naumeHTa
C TAXENON bpoHXManbHON acTMON. Apxus neduampuu u demckoli xupypeuu. 2025;3(2):58—-65. doi: 10.31146/2949-4664-apps-3-2-58-65
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CLINICAL CASE

Using nailfold capillaroscopy to assess
the effectiveness of ongoing therapy (dupilumab)
in a patient with severe bronchial asthma
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Abstract

Bronchial asthma remains a pressing public health issue due
to its high prevalence, increasing incidence, and serious eco-
nomic burden. Timely diagnosis, identification of predictors
of the disease development, as well as assessment of treat-

ment effectiveness are key factors for early detection, pre-
vention of asthma progression, reduction of complication risk,
and the development of personalized therapy, improving pa-
tients’ quality of life. We demonstrated the prospects and prac-
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tical significance of using a microcirculation imaging method
for disease diagnosis, as well as for assessing the effective-

ness of biological therapy (dupilumab) in a patient with severe
bronchial asthma.

Keywords: bronchial asthma, nailfold capillaroscopy, genetically engineered biological agents, dupilumab
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BBenenne

BpouxuanpHas actma (BA) mpencraBisier coboit momu-
3TUONOTMYeCKOe 3a60/IeBaHe CO CTIOKHBIM ITaTOT€HE30M,
B OCHOBE KOTOPOTO JIEXKUT XPOHIYECKOEe BOCIIa/IeH e JIbI-
XaTe/TbHBIX ITyTell, COPOBOXK/AlOIIeecsl OrpaHIYeHNeM
BO3JYLIHOTO IIOTOKA Ha BBIJJOXE ¥ XapaKTepuaylolieecs
TaKVMU PEeCIIUPATOPHBIMY CUMIITOMAaMU, KaK OJIbIIIKa,
3aTpyAHEHHOE IbIXaHIe, Kallle/Ib ¥ CBUCTSALIVIEe XPUIIHI [1].

B pyxoBopctBax [7106anbHOI MHUIMATUBEL IO OPOH-
xmanbHoM actMe (Global Initiative for Asthma — GINA),
a Takxe B QeflepaIbHbIX KIMHUYECKIX PEKOMEHALIMSIX
o BA BbifiensoT peHOTHUIIBI B 3aBUCUMOCTH OT IeMorpa-
ryeckux, KIMHUYECKUX U MaTOPUIUONOTUIECKUX Xa-
PaKTEPUCTUK: a/leprudeckas, Heajepruieckas, O6poH-
XHUabHas aCTMa C IO3THUM [Ie0I0TOM, C PUKCUPOBAHHOI
oOCTpyKLMell 1 CBsA3aHHAA ¢ oxupeHueM [1, 2]. Ograko
flaHHas KaaccuuKalus He YYUTBIBaeT OCHOBHBIE OMO-
JIOTVYeCKIie MeXaHM3MBI, Y4acTBYyoIye B (GOpMUpPOBa-
HUs 3a00/IeBaHNUsl U SIBISAIONINECS OCHOBHBIMM MIMUIIIE-
HSAMMU /I Tepaluu. B cBsA3u ¢ 9TMM OBIIO pefIoKeHO
B IONONIHeHNe K eHOTMIIAM Tpynnuposarb BA Ha oH-
[OTUIIBI B 3aBMCUMOCTM OT BeyLIVX MEXaHM3MOB BOC-
naneHus:: T2-sHHOTUM (B OCHOBE JIEKUT a/lIEPrUIecKoe
BOCITaJICH)e C Y4acTyeM KIeTOK T2-MMMYHHOTO OTBeTa
(Th2-xmeTku U BpOXKJeHHBIE TMMQOUIHbIE KJIETKN 2-TO
tumna) u narepneitkuHos (IL-4, -5, -13 u gp.)) u He T2-3H-
ROTUII (BeAYIIYIO PO/Ib UI'PAIOT HEMTPOQWIIBI M HayTpa-
HY/IOLIITapHBIe KJIETKM, a TaK)Ke BbljensieMble MMM 6110-
JIOTMYeCcKM aKTVBHBIe MoyeKybl (IL-6, -8, 17A/F)) [3].

B ocHoBe Bepumdmkanmu guarnosa BA mexur xom-
TJIEKCHBII TIOM[XO[], BK/IIOYAIOLNIT COOp >Kamob, aHaMHe-
3a, COBOKYITHOCTb JTabOpaTOpHBIX (reMorpamMma, ompe-
nenenne obmero IgE u cienndnuecknx IgE B ciBopoTke
KPOBM)) ¥ MHCTPYMEHTA/IbHBIX METONOB O0OCIeTOBaHNA
(cnimpometpus, mnuxdaoymeTpusa, OORUIIETHU3MOTpaA-
¢us, uccrenoBaHMe YpOBHA OKCHJjAa a30Ta B BBIfIbIXae-
MoM Bozayxe u fip.) [2]. K ogHOMY 13 cOBpeMeHHBIX Iep-
CIIEKTUBHBIX METOJIOB JMATHOCTUKM BA Takxe crmemyer
OTHECTH VCC/IelOBaHNe COCYAOB MUKPOLMPKYIATOPHO-
TO pycla ¢ IOMOIIBI0 KOMIIBIOTEPHON KaIVIIAPOCKO-
MUY HOTTEBOTO /I0Ka. [JaHHbII MHHOBALIVIOHHBIN METOJ
MIMeeT MHOXXeCTBO INPEeVMYIEeCTB: I03BOAET OLEHUTDH
COCTOSIHUE KaMJUISIPOB B PeXXKMMe PeaTbHOTO BpeMeHN,
SIBJISIETCS] HETHBA3MBHBIM U 6€30071€3HEHHBIM, HE MIMeeT
BO3PAaCTHBIX OTPaHMYEHNII, a TAK)Xe He TpebyeT creru-
QJIBHBIX YCTIOBUII ITpOBefieHN [4, 5].

HokaszaHo, 4yTo B pa3BuTuM BA OfHO M3 3HAUMMBIX
B/IVMSTHUI OKa3bIBaeT VI3BMEHEHMe COCYIOB MUKPOLMPKY-

NATOPHOTO pycia [6]. PasBuBarommecss o6CTPyKTUBHBIE
HApYyIIeHUs U, KaK C/IeCTBIE, TUIIOKCHS Y MAIl[MeHTOB
C aCTMOJI NPUBOJAT K HapacTaomuM MopdodyHKImo-
HAQJIbHBIM M3MEHEHVSM BCEeX KIETOYHBIX CTPYKTYp
JIETKMX, B TOM YUCJIe JIETOYHOJ ITAPEHXVIMBI M COCY/OB,
OPUBOAAIIMX K TeMOAVMHAMUYECKUM HapYIIEHNIM
CO CHIDKeHUEM S5(@eKTUBHOTO (YHKIMOHNPOBAHNUS
IbIXaTeNbHOI CcUcTeMBbl [7]. VI3MeHeHUsT MUKPOLMPKY-
JSINVYM B IbIXaTe/IbHOM CHUCTeMe SBJISIOTCS KpUTHUe-
ckuMu ¢aKTopaMy MaTOoPU3NONOrNYeCKUX HapYIIeHNI
npu BA, conmpoBoxfalomyMy ee pasBUTHe Y TedeHUe.
ITpu 5TOM CTeleHb UX BBIPAXXEHHOCTY OIpefienseT Ipo-
THO3 3a00/IeBaHMA, YTO MIMeeT IPaKTIYecKoe 3HaYeHue
IA TONMCKa PAaHHUX IPU3HAKOB aJalTHPOBAHHOCTHU
reMOAMHAMUK) K Ha4ya/JbHbBIM M3MEHEHUsM OpOHXU-
aJIbHOJI IIPOXOAVIMOCTY B Haya/IbHOI CTaiUMl Pa3BUTUSA
BA (c menpio paHHeil AMAarHOCTUKU ¥ IPOPUIAKTUKY
3aboneBaHus), BepudbuKaIuu qUArHO3a, a TaKXe JMHa-
MIUYeCKOTO HaOMIOfeHNs A OLeHKM 3P eKTUBHOCTH
MPOBOAMMOII Tepamnuu [8, 9].

CunraeTrcs, 4YTO KaIVIIAPHAS CeTh Y MALIMEHTOB C aJI-
JIeprudeckuMy 3ab0eBaHNAMY (B TOM 4NCTIe Y TTallieH-
TOB, cTpajamuIyx bA) nMeeT Mopdonorndeckne pasimm-
anst («KIy6OYKOOOPA3HYIO» U «IPEBOBULHYI0» (HOPMBI
KOHIIEBBIX KaIlM/I/IIPOB), MSMEHEHHYIO apXUTEKTOHMUKY,
yBeIMYeHMe KOTMYeCTBa KallM/UISIPOB Ha eAVHMNILY IIJIO-
IMaay, HeJOCTAaTOuHYI AupdepeHIMPOBKY KaIviia-
POB Ha ypoBHe 3-TO NOPAAKa, 3aMeJJIeHVie KPOBOTOKa
U M3MEHEeHVe KalWUIAPOCKONNYeCKMX IapaMeTpoB
COCY[IOB MUKPOLMPKYIATOPHOTO pycrma. Bce aro saB-
NSIeTCA CNIEACTBUEM HeperpysKy COCYHOB B pe3ybTaTe
KOMIIEHCATOPHBIX MeXaH3MOB, BbI3BAaHHBIX IMITOKCHE,
BIMSHVMEM MeIMaTOPOB BOCIAJIEHNs, a TaKXXe MHIUON-
pOBaHMeM aIloNTO3a SHAOTENNOUNUTOB U (aKTOPOB aH-
rroreHesa [4, 10]. IIpu sToM BbIABIAeMble HapyLIEHN A
KalMJUIApOB B OCTPyI0 a3y a/Ieprudeckoro BOCIIA-
JIeHVs1 MOXKeT HaOMIOflaTbCs Ha 9Tale JOKIMHUYECKUX
HpOsABJIEHNII 3a00/IeBaHM A, YTO MOXET MCIIOTb30BaThCs
KaK Of{VH U3 IPeANKTOPOB pucka pa3sutus BA [11].

Hanpumep, B mpoBefieHHOM Hab/IIOaTe/IbHOM JCCTIe-
MOBaHUY B YCTOBUAX MOMMKIVNHUKU OBITIO 06CmenoBa-
HO 150 feTell ¢ OTATOLIEHHBIM aJ/I/IEPrOaHAMHE30M, Ifie
Ha OCHOBaHNUM NO/NTYYeHHBIX NAHHBIX ObUI IpOBeeH
(aKTOPHBII 1 KJIACTEPHBIN aHAIN3, IIPY IOMOIIN KOTO-
POTO YIa/Ioch ONpefie/INTh Hanbojiee 3Ha4MMble IIPOTHO-
CTUYeCKMe MoKa3aTe/Iy U3MeHeHUI MUKPOUVPKYIATOP-
HOTO pYyCJIa, XapaKTepHBIe JI/IA eTell C BBICOKUM PYCKOM
pasButuA BA: yBenmnueHme nymaMeTpa BEeHY/ISAPHON dYa-



CTU KaMJIJISIPOB, CHUJKEHME CKOPOCTU KaIMJIISIPHOTO
KPOBOTOKA, YBe/lM4YeHUe KOMM4ecTBa (QPyHKLUNOHMUPYIO-
IYX KaOWLAPOB Ha eOUMHMUIY Inomaan. B karamHese
B TedeHMe 5 yeT y 30% mauyeHToB OblIa AVAarHOCTUPO-
BaHa OpoHXManbHas acTMa [12].

TakuMm o6pasoMm, AMCOYHKIVMA MUKPOLMPKYIATOP-
HOTO pyc/a SIB/I€TCA K/IIOYEBbIM 3BEHOM IIaTOTeHes3a
npu BA, a mpuMeHeHHMe MeTofa KOMIIBIOTEPHON Ka-
MUJUTSIPOCKOIINH, TTO3BOJISIOUINIT OOBEKTUBHO OLIEHUTD
COCTOSIHME KAaNWJUISIPOB, MMeeT OOJIbIlIoe 3HavYeHNe
TSI OTIpefieNieHN sl TAKTUKMU BefileHu s manuenTos [10, 12].

M3BecTHO, 4TO IMaBHBIM (PaKTOPOM B PallIOHAIBHOM
BefleHUM auyeHToB ¢ BA mocne Bepudukanum fraraosa
ABIIAeTCA Ha3HaueHMe 9¢pekTuBHOTO edeHus. bomree 30
neT B Tepanuu BA OCHOBHYI0 pojIb UTpaeT MCIONb30Ba-
Hue rmokokoptukocreponsos (I'KC), koTopsle ymeHbla-
10T 903MHO(QWIbHOE BOCIIaJIeHVIe B IbIXaTe/IbHbIX MY TAIX,
KyNMPYIOT IPUCTYIIBI U BBIPAXKEHHOCTDb CUMIITOMOB [13].
B ®epepanbHbIX KIMHUYECKUX peKoMeHpauuax Poc-
cuiickoit @epepanuu no BefeHUIo neteit ¢ bA, B Hanmo-
Ha/JbHOJ IporpaMMe «bpoHXuanbHasA acTMa y JeTell»,
a TaK>Xe B coryacuTenbHoM flokyMenTe GINA B edyenun
MalMeHTOB, cTpajaiux bA, ucrnonbsyeTca cTyneHdYa-
Tas 06a3NCHAs Tepanus M MpenapaTsl AIs KyIUPOBaHUS
cuMITOMOB 6poHx006cTpyKIuu [1, 2, 14]. OgHako OKo-
10 10% B3pocnbIx u 2,5% peTen II0X0 MepeHOCAT Tepa-
o ['KC n/unm nmerot Tsixxenyro 6pOHXMAIbHYI0 aCTMY
(TBA), koTOpast 9acTO SIB/ISIETCSA PE3UCTEHTHON K CTaH-
IapTHOI MPOTUBOBOCIAIUTENBHON Tepanuu [13].

B 2021 r. B pexomenpanusx GINA onpepeneHue
TBA 6b110 usMeHeHo. Ecnu paHee OHO COOTHOCUIIOCH
IO CTYNEHAM TepallMy, TO B HAcCTOAIee BpeMsA CYNUTa-
ercs, 4To TBA — acTMma, KOTopas OCTaeTcsi HEKOHTPO-
TUPYeMOJ, HECMOTPsA Ha ONTUMU3MPOBAHHOE JedYeHle
BBICOKMMIU J03aM¥ MHTAISALVIOHHBIX IJTIOKOKOPTUKOCTe-
poupos (MI'KC) mnm [(2-aroHMCTOB AIUTENTBHOTO [ieil-
CTBUS, VIM YXYHIIA€TCA IPY MOMBITKE CHYDKEHMA O3B
WTKC [1]. [Ipu atom TBA umeet oguH unu gBa Mpu3Ha-
Ka: HeJJOCTaTOYHBIN KOHTPO/Ib HaJ] CUMIITOMaMM; YacTble
obocTpeHus (22 B TedeHue rofa), TpeOyIollye IpuMeHe-
Hust cucteMubix TKC, mwin ogHo o6ocTpeHne, KOTopoe
MPUBEJIO K TOCIIUTAann3aluu B TeueHue roga [1]. B Poccun
cornacHo DefiepasbHbIM KIVMHUYECKUM peKOMEHAlN-
aMm TBA mo mHMumManuy 6asuCHOI Tepamuy Onpenens-
eTCsl Ha OCHOBaHUM KJIacCU(UKAIVY, Iie YIUTBIBACTCA
KOJIMYECTBO SHEBHBIX M HOUYHBIX CMMIITOMOB, BIMsHUE
ob6ocTpeHNit Ha PU3NYECKYI0 aKTMBHOCTD, a TaAKXe IO-
Kazateny (pyHKIuM BHeImHero fAbixaHus [2]. Tsoxemas
acTMa SIB/ISIeTCSl Ha CErOfHs He TOMbKO MEAULIMHCKUM,
HO U COLMaNbHBIM OpeMeHeM COBPEMEHHOTO O0IecTBa,
TaK Kak manyueHTsl ¢ TBA mpepcTaBaaioT coboit rpymnmy
BBICOKOTO PJUCKAa TSDKEJBIX >KM3HEYTpOXKAIomMX 060-
CTpeHMI (B TOM YJC/Ie aCTMAaTHYeCKOTO CTaTyca), IpUBO-
AALIVX K MHBATMAU3AL UK U cMepTu [15-17].

[TpuHuMas BO BHMMaHUe HEOOXOAUMOCTb pa3paboT-
KU HOBBIX METOJOB JIeUYeH!s NMAaIMeHTOB, CTPAJAoLINX
TBA ¥ pesucCTeHTHBIX K CTaHJAPTHOI MPOTMBOBOCIIA-

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

JIUTENIBbHON Tepanuy, OblyIa CO3[jaHa TapTeTHAs Tepamus,
OCHOBHBIMM MUIIEHSIMY KOTOPOJI SIBISAIOTCA 3BEHbs Ia-
ToreHes3a BocnaneHus npu BA. buonornyeckas repanns
Npou3Beia PeBONONNI0 B edeHn BA B Mupe. MoHo-
K/IOHa/IbHbIe AQHTUTENA, AEVICTBME KOTOPBIX OCHOBAHO
Ha 0JIOKMPOBaHNY Pa3TMYHbIX 3BeHbEB ITaTOTeHe3a BOC-
HaJIeHNs], CHOCOOCTBYIOT JOCTVKEHNIO KOHTPOJIS CUMII-
TOMOB aCTMBI, MUHVMMMI3ALNY KOMMYecTBAa 000CTpeHNI],
YIY4IIeHNI0 TIOKa3aTesiell BHEITHETO ABIXaHMS, TeM Ca-
MBIM yJTy4Ilasi Ka4eCTBO >KVM3HM MaleHToB [18].

Ha cerogus B Poccuiickoit ®enepanum 3aperucTpu-
POBAaHO IIECTb T'€HHO-MH)XXCHEPHBIX OMONTOTrMYecKux
npemnapatoB (['VIBII): omanusymab (antu-IgE anturena),
RynmnyMab (QaHTHUTesIa K pelielITOpaM K d-CyObeHUIIbI
IL-4), 6enpanuaymab (aHTaroHucT penenropa IL-5), me-
nonuaymab u pecnusymab (aHTaroHucTsl IL-5), Teseme-
nymMab (MHIMOUTOpP TUMUYECKOTO CTPOMATIBHOTO JIMM-
domnoatuna (TSLP)) [2] (puc. 1).

Iynunymab mpencraBiseT co60il MOMTHOCTBIO I'yMa-
HU3MPOBaHHOE MOHOK/IOHa/MbHOe anTutesno (IgG4) k pe-
nenropy IL-4Ra, koTopoe 67I0KMpyeT Iepefady CUrHaza
oT IL-4 u IL-13, aBnsiouuxcs Kawo4ueBbIMK GaKTOpaMu
T2-Bocmanenus [19]. B mpoBegeHHOM MHOTOHALIMOHATb-
HOM MHOTOLICHTPOBOM PaH/IOMU3MPOBAHHOM IBOVIHOM
cnenoM mnane6o-KoHTponupyeMoM uccnegosanuu (Lib-
erty Asthma QUEST) 6b11a nmokasana apdekTnBHOCTD
IpMMeHeHUs AymuIyMaba y HaIyieHTOB, CTPaialoliux
TBA: cHM>XeHIe 4acTOTBI TSKENTbIX 000CTpeHMIT B Tede-
HIle TOfla ¥ IOTPeOHOCTN B IIPUMEHEHNN IIePOPaIbHBIX
I'KC, a Tak>xe yny4ieHne rnoxkasateneit GyHKIUM BHeI-
Hero pbixaHus [20]. [Ipenapar mucronbayeTcs He TONBKO
B neueHnnu TDA, B Poccuiickort @emepanym Takxe 3a-
PErMCTPUPOBAH OIBIT MPUMEHEHNS IPY aTONNYECKOM
IepMaTHUTe, XPOHUYECKOM IIO/IMIIO3HOM PUHOCHHYCUTE,
303uHOGUIBHOM 330¢aruTe [21].

Knuuanueckoe HaOmomenme

ITanueHT 1 €T0 3aKOHHbIE IIPEACTABUTENN AN CBOE VH-
¢dbopMupoBaHHOE cormacue Ha 06pabOTKy CBOMX IIepco-
Ha/TbHBIX JAHHBIX.

Manbunk, 10 yeT, IOCTYNUI B OTHeeHNe MY/IbMOHO-
noruy Mopo30BCKOI TETCKOI KIMHUYECKO O60TBHUITBI
28.05.2024 r. ¢ xamobaMy Ha NepUOAUYECKM BO3HMKA-
I0IVe 3MM30/bl 3aTPYAHEHHOIO AbIXaHUS, CBUCTAIINX
XPpUIOB, IVIOXYIO IEePEHOCUMOCTb (PU3NYECKUX HATpy-
30K, KaIesnb Ha (poHe Ppu3MdecKux Harpy3okK.

AHaMHe3 XM3HU: peOEHOK OT IePBOIT bepeMeHHOCTH,
IpoTeKaBIeil 6e3 0COOEHHOCTEN!, OT IEePBBIX CPOYHBIX,
CaMOIIPOM3BO/IBHBIX PONOB. Macca Tenma mpu poxpe-
Huum — 3400 r, gymHa Tena — 51 cM. O1leHKa II0 IIKaie
APGAR — 9/10 6annoB. Ha nepBoM rony >kusHu y pe-
6eHKa HaOJTIOAMNCh IPOSIBIEHNA ATOMNYECKOTO JlepMa-
THUTA, C ABYX JIeT — aJUIePTUYECKUIl pUHNT.

CeMeiTHBIT aHAMHe3 10 a//IEPTOIOTMYeCKUM 3ab0ste-
BAaHMAM OTATOIIEH: Y MaTepy — a/JIepIUIeCcKMil PUHAT.

/3 anaMHe3a 3a0o0/ieBaHNs M3BECTHO, YTO peGEHOK
HaOMIofaeTcsl C MAMAarHo3oM «OpOHXMAjbHAsA acTMa»
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Knmandecknit cnyygaii/ Clinical case

¢ 2018 ropma. ITomyuarn ¢ 5 et 6as3ucHyIo Tepannio: pryTu-
Ka30H + caqMeTepon 25/125 MKT 1o 2 1036l 2 pasa B CyT-
KIf; B IIepyof, 00OCTPEHNUs: MHTAALNN C UIPATPOINA
6poMuznomoM + ¢erorepon u 6yneconngom. HecmoTps
Ha IIPVBEPXEHHOCTD T€PAIINy ¥ OTCYTCTBUE COYTCTBY-
IoLIVX 3a0071eBaHNMII, OPOHXMAIbHAS aCTMa OCTaBa/lach
HEKOHTPOJIpyeMoll: pebeHKa 6eCIIoKoMIN 9acToie 060-
CTpeHM, IJI0Xas MepeHOCUMOCTb (PM3MYecKoll Harpys-
KJ, BO3HMKa/a HEOOXOAMMOCTb B TOCHUTAIN3ALUAX.
B 2024 ropy pebeHok nomydan o6beM Tepannu, COOTBET-
CTBYIOIUII 4eTBepToil cTyneHu cormacHo GINA (byne-
coHup + popmorepon 80/4,5 MKT 110 2 03Bl 2 pa3a B CyT-
K1, THOTponus 6pomup 2,5 MKI/Ko3a mo 2 moss! 1 pas
B CyTKM) (mab6n. 1).

Tabnuua 1.

[luHamnKa nokasatesiel BEHTUAALMOHHON QYHKLIMM NIErKnx no
JaHHbIM cnupoMeTpum 3a nepuog ¢ 2018 no 2024 .

Table 1.

Longitudinal changes in spirometry-based ventilatory pulmo-
nary function: 2018-2024

lNokasatenu

BEHTUALMOHHON QYHKLMM Mpoba
NErKMX Mo [aHHbIM ¢ GpOHX0NANTUKOM
crnvpoMeTpuu (npupoct 00B))
(O®B,, YXENTn 0®B,/ EJ)
2018 r. HopMa +18%
6asuncHasn Tepanus — QyTMKa30H + casIMeTepos
2018 r. HopMa npoba
oTpULaTeNbHas
2020 . 0bCTpyKuuMA nerkoi ctenedn  + 19% (240 mn)
2022 r. Bblpa)keHHas 06CTpyKLUms +58% (750 mn)
ba3ucHas Tepanus — bygecoHup, + dopMoTepon, TMOTponus
bpomug
2023T. obcTpyKuuMs nerkoii ctenedn  + 21% (270 mn)
2024, 0bcTpyKuuA nerkoii cteneln  + 26% (300 mn)

Mpumeyanme: 0B, — obbeM dopcrposaHHoro Bo3ayxa 3a 1 ceKyH-
oy, HEJ1 - )un3HeHHas eMKOCTb Nerkux.
Note: FEV, - forced expiratory volume in 1 second, VC - vital capacity.

[To maHHBIM 71a6OPATOPHBIX MCCIEOBAHMII TaKXKe
ObITO BBIABIEHO NOBBIeHNe obmero IgE: B 2020 . —
1206 ME/mn, B 2023 1. — 851 ME/mn; ceHcnbunmsanus
K 3MU/iepMabHBIM U MBUIBLIEBBIM ajIlepreHaM (bepesa,
TUMOQeeBKa, JOMAIIHSIA MbI/Ib, KOIIKA).

C 2022 ropa Ha ¢(oHe pery/IapHOI 6a3UCHOI Tepanun
COXPaHANTCA BbIlIeyKasaHHbIe Xano6sl. [Tpu aTom 060-
CTpeHNne OPOHXMATbHOI aCTMBI — HECKO/IbKO Pa3 B Me-
CAII, 1BA 3MM30/1a HOYHBIX NPOOYKIEHNI 3a MOCTIeIHIe
4 Hemenu (KyHMpPOBaHBI JHOIOTHUTETBHON MHIAJIALNEN
6yneconup + popmorepon 80/4,5 MKr).

OO6BeKTUBHBIT OCMOTP P MOCTYIICHNUN:

Obmiee cocTosHMe — CpefHeNl TAXKeCTH, pebeHOK
B co3HaHuu. Ko)KHble HOKPOBBI OOBIYHON OKPACKIL,
Ha KOXXe€ BEPXHMX U HIDKHUX KOHEYHOCTEN — eIVHUY-
Hble 37IEMEHTHI IIallyJIe3HBIX BBICBIIAHMII C OdYaraMu
nuxeHuUUKanuy (IPOABICHNS ATONUYECKOTO JepMa-
THTa). BupMMble cn1mMs3ucTBIe PO30BBIE, YMCTHIE. [lbIXa-
Te/lbHAsl CUCTEMA: 4aCTOTa [bIXaTe/NbHBIX [BIDKEHUIT —

21 B MUHYTY, IpU ayCKY/IbTallMM — JIbIXaHNE >KeCTKOe,
BBIC/TYIIMBAIOTCA eAVIHNYHbIE CyXUe CBYUCTAIIVE XPUIIBI,
OZBIIIKY HAa MOMEHT OCMOTpa HeT, CaTypalus COCTaB-
naeT 98%. Co CTOPOHBI CepAeYHO-COCYAMCTON CHCTe-
Mbl — 6e3 maronorun. JKMBOT Ipy manpmanum MsITKWIL,
6e36onmesnenHbIn. CTYN peryasApHbIi, MOYENCITyCKaHNe
He HapyIIeHo.

ITpoBeneHHOe 06CTEOBaHE B ITY/IBMOHOIOTMYECKOM
OTJeTIeHNN:

o peHTreHOrpadusi OpPraHOB TIPYAHOM  KIETKU
0T 29.05.2024 r.: ybenMTe/TbHBIX JAHHBIX 32 Ha/IM 4V
OYaTOBBIX U MH(PUIBTPATUBHBIX U3MEHEHUIT He BbI-
SIBJIEHO;

o cnupoMerpuA ot 30.05.2024 r.: HapyLIeHUA BEHTU-
JALVIOHHOM QYHKIIUY JIETKMX 110 OOCTPYKTUBHOMY
Tuny TsKeno creneny, OPB, — 60%. Tect ¢ 6pon-
xomutukoM (dpeHorepon 300 MKr yepes cmeiicep)
pe3ko monoxutenbuslit: 1o OPB, + 58%, 760 mi;

e B K/IIMHMYECKOM aHalM3e KPOBU — 303MHODUINSA
680 KJI/MKJI, OCTaJbHBIE IIOKasaTenu Oe3 KINHU-
YeCKV BbIPa)XKEHHBIX OTK/IOHEHMIf; B OMOXMMMYe-
CKOM aHajmm3e — ypoBeHb C-peakTUBHOro Oeka
(CPB) oTpuuaTenbHbII, B MMMYHOTOTMYECKOM
UICC/IeIOBAaHNY — IIOBBILIIEHHBINI YPOBeHb OOIIe-
ro IgE — 949,00 ME/mn, sIgE x annepreHam xoui-
K1 (3-11 kmacc), cobaku (2-it Kmacc), mepeBbeB (2-it
Kacc), knemaM (1-i1 kmacc);

o ACT-tecT — 17 6asnoB;

o KaIMJAAPOCKONMA HOTTEBOTO 10Ka oT 30.05.2024 1.:
HaO/II0aeTCsl BBIPAXKEHHBINI OTEeK HepUBACKYIIAp-
HOJT 30HBI, 3MeHEHHble «[PEBOBUHbIE» (OPMBI
KaIllMJUIAPHBIX HeT/Iell, 3HauMMoe Cy>KeHIe apTepu-
aJIbHOM 9acT! Kamyiapos (puc. 1, 2).

Ha ocHoBaHuM *ano6 (3mn304bl 3aTPyJHEHHOTO [ibl-
XaHM, IVCTAaHIVOHHbBIE CBUCTALIVIE XPUIIBI, IIOXas Ie-
PEHOCUMOCTD (PU3MYECKUX HATPy30K, Kallle/lb Ha (oHe
($u3NYeCKNX HAaTPY30K), ZAHHBIX aHAMHe3a 3a007IeBaHNU A
(mabmromaeTcsa ¢ guarHosoM BA ¢ 5 yieT, HeOCTaTOYHBIN
KOHTPO/Ib CHUMIITOMOB, YacTble OOOCTpeHN:), OTATO-
IIEHHOTO a/UIEPrO/IOTMYeCcKOro aHaMHe3a (ATOMMYeCcKmit
IepMaTUT — Ha MEepBOM TOAY >KM3HM, a/JIeprudecKuit
PMHUT — C [BYX JI€T, OTATOIIECHHBIN CEMENHbIN aHaM-
He3 110 aJIePTUYeCKUM 3a00IeBaHUsAM), 0O BEKTUBHOTO
ocMoTpa (Ipy ayCKy/lIbTaluy — AbIXaHUe >KeCTKOe, Bbl-
CYIIMBAIOTCS eAVHNYHbIE CyXMe CBUCTAIINME XPUIIbI),
IPOBE/IeHHO MHCTPYMEHTAIbHOM (II0 JaHHBIM CIVIPO-
MeTpuM — MPU3HAKY BEHTUIALVOHHBIX HapYyIICHNI
10 06CTPYKTUBHOMY TUITY, JaHHBIE KalMJUISPOCKOINN
HOTTEBOTO JIOXKA: IIePUBACKY/IAPHBIN OTEK, UI3MEHEHHbIE
«TpeBOBU/IHBIE» (GOPMBI KallM/UISIPHBIX METIEN) U 1ab0-
PaTOPHO AMATHOCTUKY (303VHODW/INS B KIMHNYECKOM
aHaJIM3e KpOBY, OBbILIeHNE YPOBHA obero IgE, BbIAB-
nenne cnennpuyecknx IgE), mposenenHoi nuddepen-
I[Va/IbHOI AVIATHOCTUKY (C THEBMOHMeE — OTCYTCTBUE
MHOQUIBTPATUBHBIX M3MEHEHMUIT IO JaHHBIM PEHTIeHO-
rpaduy, OTCYTCTBME JIMXOPAJfKM VM MOBBINIEHUs Mapke-
POB BOCHa/IeHN s 110 TabOPaTOPHBIM TaHHBIM) Y pebeHKa



PucyHok 1.

MepuBacKyNspHbIN 0TEK, U3MEHEHHBIE «APEBOBUAHbBIE» HOPMbI
KanunnspHoIx netenb (yBenudenue x 400)

Figure 1.

Perivascular edema, altered «tree-like» shapes of capillary
loops (magpnification x 400)

PucyHok 2.

lepuBacKynspHbI 0TEK, U3MEHEHHbIE «APEBOBULHbIE» (OPMBI
KanunnapHbIx netenb (ysenuyerue x 500)

Figure 2.

Perivascular edema, altered “tree-like” shapes of capillary
loops (magpnification x 500)

YCTaHOBJIEH AMAarHO3: OpOHXMajIbHAas acTMa, aToINYe-
cKkas GpopMa, TsKeIoe TedeHne, HeKOHTPOopyeMasi, BHe
oboctpenust, IH 0 cremneHu, ¢ ceHCUOMMM3AIUEN K SN~
HepMaJIbHBIM U TbUIbLIEBBIM ajiepreHaM. CONyTCTBY-
IOIIMMH 3a00/IeBaHNUAMY SABJAIOTCS aTOMMYECKUIT Hep-
MATUT, 7IeTKOe TedeHle, OTpaHNYeHHO-/I0Ka/IN30BaHHa A
¢dopMa, CTagusa HEIONHON PEeMUCCUM; aJIIePIUYeCcKU
PVHUT B CTaiJUIM PEMUCCUIL.

IlpyHuMas BO BHMMaHMe HEKOHTPOIMpPYyeMoe Tede-
Hie OpPOHXMA/NbHOI aCTMbl, HEZOCTATOYHBbIN 3ddexT
OT IIPOBOAVIMOI 6a3ycHOI Tepanuu 4-i CTYIIeHU, sAB-
JIeHMsI aTOIMYeCKOro AepMatuTa, pebeHKy Oblma Io-
KazaHa VHMLIMALNSA VMMYHOOMOTIOTMYECKO Tepamm
MBIl — pynunymab B cTapToBOil HO3UpoBKe 400 ML,
nanee o 200 Mr Kakable 14 mHelt.

07.06.2024 1. Kypc CTaIlMOHApHOTO OOC/IeOBaHM
¥ JledeH1s1 Obl 3aBeplieH. PeOeHOK BBINNCAH U3 CTAllV-
OHapa C peKOMeHJALMAMM IOf, HabIoleHne Hefuarpa,
Iy/IbMOHOJIOTA, aJIJIEpPro/IoTa-uMMYHOJIOTa IO MeCTY
KUTE/IbCTBA.

PesynbraThl Tepamyu mymmaymaboM: peOeHOK Kadk-
nble 14 pueit momyyan I'VIBIT (mynmmnnyma6), Ha ¢poHe Ko-

ApxuB nmeguatpuu u feTckoi xupypruu Ne2 [3] 2025 ropa @

TOPOJ ObIIM OTMeYeHbI YAYYIIeHNUs: HPUCTYIbBI OPOH-
XOOOCTPYKIMM CTaly pexke, HOYHBbIE NPOOY>KIAEHN
He 6eCIIOKONIH, TIEPEHOCUMOCTD PU3NIECKOIT HaTrPy3KN
CTaja jaydure.

03.11.2024 r. mpu 1IaHOBOM aMOY/IaTOPHOM OCMOTpe

MaJIb4yKy OBIIO IIPOBEeHO 06CIeJoBaHIE:

o ACT-tecT — 23 6aa (YJaCTUYHO KOHTPOIMPYEMOe
TeYeHme);

o cnmpoMeTpus: nokasarenu OBl — B mpefenax Bos-
PacTHBIX HOPM, Ipoba ¢ OPOHXOMUTUKOM — OTPU-
IaTebHAas;

e KaIVJUISIPOCKONMSL: KalW/IIsIPHbIE IET/IN CTa/IU Me-
Hee M3BUTBIMM, IMe/I! IPaBUIbHYI0 GOPMY LIMNU/Ib-

PucyHok 3.

KanunnsapHble neTnu B BUAE WINUIbKYU, CHUKEHUE OTEKA NEpU-
BACKYNApHOro npocTpaHcTea (ysennyenue x 400)

Figure 3.

Capillary loops shaped as a “hairpin”, reduction of edema of the
perivascular space (magnification x 400)

KI1, 3HAUMMO€e CHIDKEHMe OTeKa IIepUBACKYISIPHOTO
IpoCTpaHCTBa (puc. 3).
BBI0 peKOMeHIOBaHO AMHaMMYecKoe HaOofieHue,
BeJleHMe THeBHVKA CAaMOKOHTPOJIA HaJl aCTMOIA, IPOROII-
JKeHe 610TIOTYecKoil 11 6asyCHOI Tepannu.

O6cyxpmenne

Takum 06pasom, B IpeACTaBIeHHOM KIMHIYECKOM Ha-
OMofleHNy  IPOJIEMOHCTPUPOBAHA IEPCIEKTUBHOCTD
IIPaKTUYECKOTO IPUMEHEHUA METONA KOMIIBIOTEPHOI
KallWJIAPOCKOIIMYM HOI'TEBOTO JI0)Ka B CTALIMOHAPHBIX
U aMOY/IaTOPHBIX YC/IOBUAX B KayeCTBE METOJA OLEHKU
reMOAMHAMMYECKMX HapyLIeHUl Ipu OpOHXMAIbHOI
acTMe C Le/bl0 Bepu@MKAIuy AUarHO3a, IPOBEEeHNUs
AVMHAMIYeCKOTO HAOJIIOfIeHN 3a COCylaMM Ha (oHe Jie-
yeHusA. Taxxe noka3aHa sQPeKTUBHOCTb IIPOBOAVIMOIL
TeHHO-MH)XEHEPHOII OVO/IOTNYeCcKOll Tepanuy KyIUIy-
MaboOM B T€YeHMM TSDKEION aCTMBI B BUZE YTY4LIEHNS
KOHTPOJIS1 Hafi CUMIITOMaMy 3a00/IeBaHMsl, YTy dIleH s
nokasaresieil (pyHKLMM BHEIIHEIO ABIXAaHMUA, a TaKxkKe
IIOJIOKUTENBHOTO BIMAHMA Ha ApXUTEKTOHUKY COCY/IOB
MUKPOLIMPKYIATOPHOTO PyCIIa.

3aknodeHne

1. TereporeHHocTh 3aboneBanuss BA Tpebyer pmuddde-
PEeHIIMPOBAHHOTO MEePCOHUPUIMPOBAHHOTO MMOAXOA
K Tepanuy B 3aBUCUMOCTH OT 9HJOTHUIIA 3a00/IeBaHMSI.
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2. MoHok10HanbHbIe aHTUTeNa 6onee 10 yeT ABIAIOTCA
cambpiMi 3(pbeKTUBHBIMU TIpenapaTaMy il NedeHU s
TSKETI0N HeKOHTPOIMPyeMOoll OpOHXMaTIbHON aCTMBI.
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KJIMHUYECKUIA CNTYYAN

Kiman4yecknm ciy4dai no3gHen JMarHoCTUKI
MYKOBMCII/I03a Y IIOAPOCTKA C Ha3a/IbHbIM

ITIOJINIIO3OM

H.M. I'anonosa', [I.A. Anumypsaesa', M.B. 3arpsagckux’

' TY3 «Tynbckas aeTckas 06nacTHas KmHUYecKas bonbHuua» (yn. bonaapeHko, 4. 39, . Tyna, 300010, Poccus)
2 OrbOY «TynbCKuiA rocyAapCTBeHHbI yHUBEpCUTET» (Mp. JleHunHa, A. 92, . Tyna, 300012, Poccus)

Pesiome

MyKoBMCUMA03 — HacNeACTBEHHOe 3aboneBaHue, MpU KOTo-
poM u3MeHeHue reHa CFTR NpMBOAMT K CUCTEMHOMY Mopae-
HMI0 3K30KPUHHBIX XKeJe3 U XPOHUYECKOMY NPOrpeccupoBaHmio
neroyHon natonorun. OTMeyaeTcs nepexof MyKOBMCLMAO03a
B KaTeropuio KOHTPOJIMPYeMbIX XpOHUYECKUX 3abonieBaHuit: co-
BEPLLEHCTBYIOTCA MeToAbl paHHel! AMarHoCTUKM, pa3paboTaHbl

3¢ deKTUBHbIE TapreTHble MeTOAbI JieyeHus U bonblue BHUMa-
HUS YAENAETCA KaYeCTBY MMU3HU NaLMEHTOB.

B cTaTbe npefcTaBneH KIMHWMYECKMIA Cyyail MyKOBUCLMA03a
y pebeHKa 14 neT, AMarHOCTUKa KOTOPOro Hayanachk C KOMMbHo-
TepHOW ToMorpaduu NpUAATOYHBIX Na3yx Hoca, rae bbina obHa-
PpYJKeHa KapTuHa NOSMMNO3HOT0 PUHOCUHYCHTA.

KntoueBble cioBa: MyKoBUCLMA03, reH CFTR, KNIMHUYECKWI CiTyyal, HacNeACTBEHHOE 3ab0oNeBaHme, NOWMbI HOCA, «MAMKWUA» FeHOTUN
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CLINICAL CASE

Clinical case of late diagnosis of cystic fibrosis in an
adolescent with nasal polyposis

Natalia M. Gaponova', Djamila A. Alimurzaeva', Maria V. Zagryadskikh?

' Tula Children’s Regional Clinical Hospital (39, Bondarenko str., Tula, 300010, Russia)

2 Tula State University (92, Lenin ave., Tula, 300012, Russia)

Abstract
Cystic fibrosis is a hereditary disease caused by mutations
in the CFTR gene. This leads to systemic involvement of the exo-

crine glands and chronic progression of pulmonary pathology.
Cystic fibrosis is currently being transferred into the category



of controllable chronic diseases owing to new effective targeted
therapies, improved methods of early diagnostics, and greater
attention to the patient's quality of life. In this article, we pres-

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

ent a clinical case of cystic fibrosis in a 14-year-old child, where
the diagnostic process began with a CT scan of the paranasal
sinuses that revealed features of polypous polysinusitis.

Keywords: cystic fibrosis, CFTR gene, hereditary disease, nasal polyps, mild genotype
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AKTyanbHOCTD

MyxoBucunao3 (knctopubpos MOmKeTyTOUHOI Kese-
3bI) — ayTOCOMHO-PeLIeCCUBHOEe MOHOTE€HHOe Hac/eNl-
CTBEHHOe 3a0ojIeBaHNe, XapaKTepusywolleecs IOpake-
HMEM BCeX 3K30KPUMHHBIX JKefle3, a TaK)Ke >XM3HEHHO
Ba>KHBIX OPTaHOB U CUCTEM, OT/INYIAETCS TSKETIbIM Teue-
HUEeM U poTHO30M [1].

YacToTa MYKOBMCIV/I03a BapbupyeT Yy HaceleHNs
C PasHOIl STHMYECKON MPUHAIEKHOCTBIO, MPOXUBA-
IOI[ET0 B pa3HbIX reorpaduvecKux pernoHax, M Koie-
6nmercsa or 1:600 mo 1:400 000 (M.E. Hodson, D. Geddes,
A. Bush, 2007). CornacHo mpegBapUTeTbHBIM TaHHBIM,
yacToTa 3aboneBannsa B Poccunm cocrapnser 1:6684 Ho-
BOPOXXJIEHHBIX [2].

PaHHASA AMarHOCTMKA MYKOBMCIIIO3a CTA/Ia CTAH/ap-
TOM BO MHOIMX CTpaHaX 67arogapsi MacCOBOMY HeOHa-
TaJIbHOMY CKPMHMHTIY, a HVIOTHBIN IPOEeKT B MOCKOB-
CKOJl 007acTM MPOAEMOHCTPUpPOBan 3G eKTUBHOCTD
[IBYX3TAITHON CXeMBbI (OIpefie/ieHie MMMYHOPeaKTUBHO-
ro TpuncusoreHa (VIPT) ¢ mocnegyromum JHK-tectn-
poBaHMeM), KOTOPBIIl MO3BOMU/ TOATBEPAUTD TUATHO3
y>Ke Ha 2-il Hefje/ie >KM3HM ¥ CHU3UTb KOMMYECTBO JIOXK-
HOIIOJIOKMTE/IbHBIX Pe3y/IbTaToB [3, 4].

ITo mMepe yny4uIeHNs BBDKMBAEMOCTY SIUAEMIONIOT Y-
JyecKas KapTUHa MyKOBUcCHMAo03a MeHsercs. [Tocnenune
[laHHbIE PETUCTPOB JEMOHCTPUPYIOT: paCCYNTAHHAS Me-
AVaHa OXXUIAeMOll MPOJOIKUTENbHOCTY XU3HU JJIS [ie-
TeN, POSMBIIMXCA C MYKOoBucuuposom B 2019-2023 rr.,
cocTaBiseT mpubnusuTenbHo 61 rog [6].

[a>ke mpu HaMM4YNMM HEOHATAIBHOTO CKPUHMHTA TTO3I-
HSAS JUATHOCTUKA MYKOBMCIMIO3a MOXKET COXPaHATbCS
BC/IE[ICTBYE JIOXKHOOTPUIIATE/IbHBIX pe3ynbratos VIPT
IpM HapyIIeHUM CPOKOB 3abopa KpOBM, OTpaHNYEH-
HOTO IIPUMMEHEHMSI MOJIEKY/ISPHO-TeHeTUYEeCKOrO IJTa-
ma ¥ HEeJOCTATOYHON KIMHUYECKOV HAaCTOPOXKEHHOCTU
IPY ATUIUIHOM TedeHun 3aboneBanus [7].

Llenp wmccmenoBaHUsA: IPeACTaBUTb CIydYail IIO37-
Hell MaTHOCTMKM MYKOBUCI[MO3a y pebeHKa 14 jer
mnss  bopMUpoBaHMS BpadeOHON HACTOPOXKEHHOCTU
P HETUMIUYHBIX MPOSIBJIEHUSIX 3a00/TeBaHMU .

Marepuanbl 1 MeTOABL: PETPOCHEKTUBHBIN aHamn3
ucropuy 601e3HM NalueHTa.

Pe3ynbrarsl 1 00CyXAeHEe KTMHNYECKOTO
HaOMIOgeHN s

Bonbhas [I., 14 net, 2010 roga poxxnenusi. Pe6eHok oT 2-11
6epemeHHOCTM Ha GOHe rpuIIa Ha 6-7-11 Hefemne recra-
LMY, OTCNIOVKM I/IalleHThI, BTOPbIX POMOB IIyTeM Keca-

peBa cedeHu s, Macca Tela npu poxgennu 3560 1, ginHa
Tesna 50 cM. belna npuno)xeHa K IpyAu B pOAUIbHOM 3ajie
Ha l-e cyTku. Cpok mpeObIBaHUs B PORUIBHOM HOME
coctaBun 7 pHeit. OnpepeneHne MMMYHOPeaKTUBHOTO
tpuncuHorena (VPT) mpoBoaunu B popuMabHOM JJOMe.
BckapmnuBaHMe — MCKycCTBeHHOe. B mepmon HoBOpoO-
KIEHHOCTM OTMedanach (PU3NMOIOrnYecKast >KeNTyXa.
Paseutme coorBeTcTBOBaNO BO3pacty. Hacnemcrsen-
HOCTb He OTATOIIeHa. AJIIepruYecKIil aHaMHe3: 110 JaH-
HBIM IIPOBOJVIMOTO PaHHee a/lIeprojIoru4ecKoro obcre-
IOBaHNA CEHCUOMIN3AINY He BBISB/ICHO.

JKamo6s! mpyu mocTyIieHnn B OTAeeHNEe ITY/IbMOHO-
nmorun I'V3 «Tynbckas perckas ob6macTHas KIMHUYe-
ckast 607pHMIIA» (Ha MOMEHT TOCIMUTANN3ALNNA BO3PACT
pebeHka 14 yieT): Kalllenb B TeYeHMe J/INTE/ILHOTO Bpe-
MeHN (7-8 71eT), HeT CBA3M ¢ paKTOpaMy OKpy>Kalolern
Cpenbl, BpeMeHeM ITH:A U CE30HHOCTH, 3aTPY[HEHHOE bl
XaHne Ha (poHe PU3NIEeCKOIT HaTrPy3KIL.

AHaMHe3 3a60/IeBaHMA: CO CIOB 3aKOHHOTO IIpell-
CTaBUTeNA, B BO3pacTe JABYX JIeT II0 MeCTY >KUTENbCTBA
ObI/I yCTAaHOB/IEH AMAarHo3 «OpOHXMalbHAs acTMa», Oa-
3MCHas Tepanusi He MpoBomunacb. B mekabpe 2020
rofjia KOHCY/IbTMPOBAaHA aJIIEPrONIOrOM, IpegBapUTeNb-
HBI/l JIMATHO3: «CUHAPOM TUIIEPPEaKTUBHOCTY OpOH-
XOB, aJUIePTUYeCKUil pUHUT?» TakKe manmeHTKa Oblna
OCMOTpEHa OTOPMHONIAPMHIO/IOTOM, IIPOBefieHa KOM-
IbIOTepHasg TOMOTpadus IPUJATOYHBIX Ia3yX HOCa
ot 29.09.2020 1. ¢ mocnenymoMUM 3aK/II0YEHNEM: KapTH-
Ha IOJMIIO3HOTO puHOCMHYycuta. Ilpm mccnegoBanum:
o6muit IgE ot 10.10.2020 1. 149 ME/Mn (Hopma — 0-87),
crienuduyaeckue IgE x ammrenuio Komky, cobaky, Kie-
IIaM IOMAIlHel IbIIN — OTPULIATE/IbHO.

B 2020 r. 1OBTOPHO KOHCY/IBTMPOBaHA aJI/IEpPrOI0roM
¢ >)karobaMy Ha MPUCTYIIBI KALJIs, YMXAHNs, 3aTPY/[HEH-
HOTO HOCOBOTO AbIXaHMA. VICII0/1b30BasIa JO3MPOBAHHBIN
aspo30/bHbIN MHTanATop (JJAU) c mpenaparoM cepeTus
(campMeTepon + ¢yrmkason) — 25/50 Mxr mo 1 pose
2 pasa B [ieHb B Te€4eHUe MecAllda — C HONMOKUTETbHBIM
addexrom Ha pone Tepanuu. [Tpu 06cmemoBaHMM: OKCHT,
a30Ta B BBIABIXaeMOM Bo3fyxe — 32-29-30 ppb (mop-
Ma — 0 20 ppb). Cnenudnyecknue IgE k xorke 1 nombl-
HI — pe3y/bTaT OTpuLaTenbHbI MeTogoM ImmunoCap.
ITo maHHBIM MarHUTHO-PE30HAHCHON TOMOTrpaduy OKO-
JIOHOCOBBIX Ma3yx orT 15.01.2023 r. KapTuHAa MHOTOYMNC-
JIEHHBIX IIOJIMIIOB BePXHEUYETIOCTHDIX M1Aa3yX M sAYeeK pe-
eTYaToro mabupuHTa. ViIMMyHorpamma ot 15.01.2023 r.:
obuuit IgE 246 ME/mn (Hopma — 0-200), IgA 1,19 /n
(HOpM™ma 0,5-2,5), IgM 1,47 1/n (0,2-1,9), IgG — 12,95 1/n
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(7,2-17,1). B 2024 r. HEOZTHOKPATHO OCMOTpPEHA IIyIbMO-
HOJIOTOM C JjMarfosom: «bpoHXmanpHas acTMa, Jerkoe
TedeHUe BHe 000CTpeHuA. [HOMHBIN pUHUT, PUHOCUHY-
cut? CUHAPOM ITOCTHA3a/IBHOTO 3aTeKa». PebeHOK momy-
Yajl CYUMITOMATHYECKYI0 Tepalyio, BKIIOYABIIYIO IpPO-
MBIBaHJe IOIOCTY HOCa (PU3NOIOTMYECKIIM PacTBOPOM,
Ha3a/IbHBIN EeKOHTeCTAHT (KCMJIOMETa30/MH), MyKO/IN-
TUK (aLeTMINVCTeNH) U aHTUTMCTAMVHHBIN IIperapar
(metmpusuHn). IIpoBoguMOe TedeHNe 3HaYMMOTO K/INHU-
4YEeCKOro ynydiueHus He mpuHecno. 04.06.2024 r. — oc-
MOTP OTOPMHOJIAPMHIO/IOrOM Poccmiickoro HalMoHaIb-
HOTO JICCIIefJ0BATe/IbCKOTO MEAVIIMHCKOTO YHUBEPCUTETA
um. H.J. IInporosa (Poccuiickas feTckas KIMHNYecKas
6ompHMIIA) ¢ AuarHo3oM: «OCTphIfi BepXHEUeMTIOCTHOM
CUHYCUT, HONNIIBI HOCA?»

B TedeHme >KM3HU 3apeTUCTPUPOBAHBI 4 sSmK304a
PEHTTeHOIOTMYeCKM IO/ TBEP>K/IeHHON THEBMOHUMN pa3-
AuaHONM mokanusanum (2011, 2012, 2013, 2016 rr.).

®Dusnyeckyro Harpysky IepeHOCUT IIIOXO, II€pUO-
OMYeCKM JICIONb3yeT [O3VMPOBAHHBIN a3pO30/IbHBIIN
UHTAJIATOP — [JINTENbHO MeVICTBYIOIMII [32-arOHMCT
(DA OOBA) wunpartoponms Opomup + QeHOTEPONT
mo 3-4 pa3 B Mecall. 29.11.2024. OcMoTpeHa NeANaTpoOM,
IyIbMOHOJIOTOM, OTOPMHOJIAPMHTONIOIOM K/IMHMKO-JU-
arHOCTMYECKOTO IleHTpa Ty/IbCKOM HeTCKOi 06/1acTHOM
KIVTHMYECKON OO/IbHMIIBI — PEeKOMEH/IOBAaHA IUIAaHOBas
TOCIIMTANM3ALNA C LEe/IbI0 VICK/TIOUeH)sI MyKOBUCIIN 032
y pebeHKa ¢ XpOHMYECKVM IIO/INIIO3HBIM PTHOCUHYCUTOM.

OObexTuBHbBIE laHHBIE IPU MOCTYIUICHUM B CTaIlu-
OHap: COCTOsIHME pebeHKa OLeHMBANIOCh KaK CpefHeit
CTEIEeHNU TSKECTY, YTO OOYC/IOB/IEHO JITUTENTBHO COXpa-
HSIOUVMCSL TPOAYKTMBHBIM KallJleM C OT/eleHNeM
THOJHOJ MOKPOTBI, HajM4leM PeCIVpaTOpHbIX Hapy-
IIEeHNIT B BUJIe OBIIIKY IIpu (PU3NIECKOl HarpysKe, da-
CTBIMU 3MM30fiaMU OPOHXOOOCTPYKTMBHOTO CUHAPOMA
U PeUVIUBUPYIOIUMY OpPOHXMATBHBIMU OOCTPYKIU-
AMMY, @ TaK>Ke CHVDKEHHOJ TONEPAaHTHOCTBIO K (pusmye-
CKUM HarpyskaM (6er, xogbp0a, IOfbeM O JIECTHUIIE).

[Ipn xnMMHMYECKOM OCMOTpe: BeC — 55 Kr (mepleH-
b 75-90%), UMT — 21,09, poct — 161,5 cm (mep-
neHTUnb 25-50%), Temmeparypa tenma — 36,6 °C. Tun
TeJIOC/IOKEHUA: HOpMOcTeHM4Yeckoe. Co3HaHME SCHOE.
Ko>xHble TOKPOBBI 4MCTHIE, O1eHO-pO30BbIe. Bupnmble
C/IM3UCTDbIe BIa)XKHbIE, po30oBble. CKIepbl He M3MEHEHBI.
[TopkoxHO-KMpOBasA KeTYaTKa pas3BUTA Y/OBIETBO-
putenbHO. ToHYC MBI HOpManbHBIL. PopMma rpyHON
KJIeTKV TIpaBWIbHAasA. YTONIIEHNA HOTTEBBIX (ajaHr
nanbles HeT. YacTtora gpixanua — 20 B MuHyTY. OfbIm-
K1 HeT. KaTapanpHBIX sIBIeHUII HeT. 3eB He I'MIepeMu-
poOBaH, MUHAAINHDI He yBenudeHbl. HocoBoe fibIxaHMe
3aTPy[HEHO, OTHeNsAeMOe OTCYTCTBYeT. lonoc He M3Me-
HeH. AyCKyJIbTaTMBHO B JIETKMX ABIXaHUE IPOBOJVTCS
paBHOMEPHO BO Bce oTHenbl. Xpunos Het. SpO, — 99%.
AyckynpTanysa cepplia: pUTM IpaBUIbHBIN, TOHBI Ceph-
ua purMnyHsle, AcHbie. YCC — 78 yn/mun. JKubot mAr-
K1it, 6e30071e3HEeHHBII, JOCTYIIeH ITy0OKOII MaIblal .
IleyeHnp u ceneseHka He ManbNUpyTCsa. CTyN perynsp-

HBII, 0(1)OpM}IeHHbII7[, 6€e3 MaTOMIOrMYeCcKUX IIpUMeceit,
3MM30[J0B CTeaTOpey He OTMedeHO. MouencryckaHue
6e3601e3HeHHOE, CBOOOTHOE.

[Ipn mocTyIIeHNn OCHOBHOI AMarHos: «bpoHxmanb-
Has acTMa, anjeprudeckas Gopma, 1erkoe KOHTPOIUPY-
eMoe TedeHue». PeKOMeH/[0BaHO VICK/TIOYNTD IEPBUIHYIO
LVINAPHYIO JUCKMHE3NI0, MyKOBUCIN03. COMyTCTBY-
IOV AMarHO3: «XPOHMYECKUIT NBYCTOPOHHMII PUHO-
CUHYCUT (LIO/IMIIO3HO-KUCTO3HBINA?), peliMAnBUpYIOiiee
TedeHue».

JTabopaTopHble MCCIETOBAHMSA: PUHOIUTOrPaMMa
(06.12.2024): neitrpobunsr — 100%. O6muit aHanus
KpoBu (06.12.2024): ob11jee UMCIO MEMKOLUTOB — 6,55 X
10°/n (4,00-10,00), abconTHOE YUCTO HENTPODUTOB —
2,99 x 10°/n (2,00-7,00), abcomoTHOE uncno numoru-
ToB — 3,01 X 10°/1 (0,80-4,00), ab6COMIOTHOE YMCIO MO-
Houuros — 0,38 x 10°/1 (0,12-1,20), abCoMOTHOE YICIIO
sosunodbumnoB — 0,15 x 10°/n (0,02-0,50), abcomoTHOE
yucno 6azodmnos — 0,02 x 10°/m (0-0,10), neittpo-
¢uno — 45,6% (50,0-70,0), numbouutoB — 45,9%
(20,0-40,0), monHomuroB — 5,8% (3,0-12,0), s03mHO-
¢dunos — 2,3% (0,5-5,0), 6asobunos — 0,4% (0,0-1,0),
sputporutsl —4,46 x 10'/1 (3,50-5,50), remornobun —
92 r/n (110-160), rematokput — 28,0% (37,0-54,0), cpen-
Huit 06beM sputporuta — 62,9 b (80,0-100,0), cpen-
Hee cofiep)KaHye reMornobuHa B spurpounte —20,7 mr
(27,0-34, 0), Tpom6oUTEL — 391 X 10°/1 (100-300), cpen-
Huil o6veM Tpombonura — 8,9 ¢ (7,0-11,0), Tpomb0-
kput — 0,349% (0,108-0,282), COD — 10 Mmm/4.

Buoxumuyeckuit anamus kxposu (06.12.2024 r.):
ACT — 19,1 Ell/n (14-34), AJIT — 9,8 Ell/n (7-35), rmio-
K032 (CBIBOPOTOYHOI KpoBU) — 5,2 MMOnb/1 (3,06-6,38).
O6mmit IgE (11.12.2024 r.): 107 ME/Mmn (Hopma < 87). VM-
MyHorpamma (16.12.2024 r.): IgA — 1,5 r/n (Hopma 0,5-
2,5), IgM — 1,6 t/n (0,2-1,9), IgG — 12,4 1/n (7,2-17,1).

Muxpo6monornyeckoe MCCIEOBAHNE OTHENSIEMO-
ro us Hocosoit momoctu (10.12.2024 r.): S. aureus —
102 KOE/mn; moHokynbrypa. Autnrena x Chlamydoph-
ila pneumoniae, Mycoplasma pneumoniae (11.12.2024 r.):
OTPUIIATENBHO.

Komporpamma (13.12.2024 r.): MbI/Ia «+», MbIIIEYHbIE
BOJIOKHA 6e3 MCYEPYEHHOCTU «+», PACTUTEIbHAS KIIET-
YaTKa HellepeBapeHHas «+», PaCTUTENbHAs KIeT4aTKa
TMEepeBapEeHHAA «+».

HNccnenoBanne mpoBOAMMOCTM IOTAa HA amImapare
Hanopaxkr (13.12.2024r.): 74 mmonb/i1 (50-80 MMonb/m —
[OTPaHUYHbIE 3HAYEHIS).

IMukdmoymeTpus: mnKoBas CKOPOCTDb BBIJOXA B XKeJI-
Toit 30He (310 71/MMH), CpefiHECYTOUHbIe KO/eOaHNA TI-
KOBOJI CKOPOCTH BbIfjoxa — 6oree 13%.

KomnboTepHas tomorpadus OpraHoB TI'pPyZHOI
kneTku (06.12.2024 r.): neroyHele MOAA CUMMETpPUY-
HBI, C IBYX CTOPOH CYOIIIEBPa/IbHO ONPEeReNSI0TCS T1-
HeJlHble YYacCTKM YIJIOTHEHUs J€TOYHOI TKaHM (mpe-
UMYIIECTBEHHO IO 3aJjHell MOBEPXHOCTM, CIIEpenu
MeHee BbIPa)keHO), IieBpopmnadparManbHble CIAKN
(6onpire crpaBa), 6pPOHXM OOBIYHOI apXUTEKTOHUKI,



IPOXOAVMBI, CTEHKY YIIJIOTHEHBI, CPeJOCTeHNME PACIIO-
JIO)KEHO IO CPEeJVHHON JMHUM, He PacHIMpPeHO, TNM-
(daTuyeckue y3abl He YBEIMYEHBI, IETOYHbIE apTepUN
HOPMa/JIbHOTO AMaMeTpa, B IIEBPAJbHBIX ITONOCTAX
Coflep>)XKMMOe He OIpefenseTcs, U3MepeHne CTPYKTY-
pol Tenra Th4 — ouaroBoe u3MeHeHMe pazMepamn 13 X
12 x 10 MM nnoTHOCTBIO 35 efH ¢ nuHelHbIMY TUTIEP-
NEHCHBIMM y49acTKaMM IJIOTHOCTBIO 427 enH. 3akio-
yenue: npu npoBefieHuu KT BbIssBIeHB NpU3HAKU
¢nO6pPO3HBIX M3MEHEHMII C ABYX CTOPOH, M3MEHEHUsd
cTpyKTypsl Th4.

9x0KT (06.12.2024 r.): BapriaHT BO3pacTHOI HOPMBI.

9KT (06.12.2024 r.): HeoHas 6/10Kafia MPaBOl HOX-
Ky mydka ['mca.

Cnupomerpus (12.12.2024 r.): popcrpoBaHHAS KN3-
HeHHas eMKocTb nerkux (OXKXEJI) — 1,92 1 (125,4 %),
o6beM GopcupoBaHHOTrO BbIfjoXa 3a 1 cekyHAy/dopcu-
poBaHHasi )XM3HeHHa A eMKOCTb ierkux (O®B /OKEJT) —
1,86 11 (97,1%), ODB, /JKEJT — 1,86 11 (48,53%). [Tocre 6pon-
XOiM/IATalMOHHOrO Tecta: npupoct ODB, cocrasun
+0,15 1 (+8,1%). 3aknoueHMe: cCnupoMeTpusi 6e3 3HAYU-
MOt 00paTuMOIt 0OCTPYKLINN.

Ocmotpena renerukom (13.12.2024 r.), peKOMeHO-
BaHa JIHK-gmarHocTrka maTOreHHBbIX BapMaHTOB reHa
CFTR B cBs3U C MOBBILIEHHON MOTOBOIT mpoboii. IIpo-
BefleHa  MOJIEKY/ISIPHO-TEHeTHYeckass  [AMarHOCTMKA
(16.01.2025 r.): oOHapy>KeHBI CIeAYIOLIe IaTOreHHbIe
BapuaHThl B reHe CFTR 3849+10kbC>T/2143 delT.

3a BpeMs HaOIIOfeHNUA B IYJIbMOHO/IOTMYECKOM OT-
meneduyt B 2024 T. 6bI/I0 HECKOIBKO SIIM30M0B 3aTpyna-
HEHHOTO [IbIXaHUsA B HOYHBIE Yachl, IPUCTYIOOOpas-
HOTO HEIpOAYKTMBHOTO Kauuls, Ha ¢oHe nmpuema AN
JIDBA c nonoxxnrenbHbeM 3¢ dpextoM. Takke oT™Medancs
3MM30J MPUCTYNOOOPA3HOTO KAIIA B YTPEHHUE Yachl
(B 5-6 4acos).

Hamnpasnena B ®I'AOY BO «Poccuiicknit HarjoHanb-
HBIIl MICCTIeIOBATeIbCKUII MEVIIIIHCKUI YHUBEPCUTET
umenu H.J. Iluporosa» MuHuctepcTBa 3paBooxpaHe-
Hus Poccuiickoit @egepannu (PIKDB) nns gononuutens-
HOro 00c/efoBaHuA U Koppeknuy tepanun. [Ipu gomnosn-
HUTENTbBHOM O0OC/TefOBaHMU OB BBISIBIEH MEPBUYHBILIA
BbIceB P. aeruginosa 10° KOE/m.

Ha ocHoBanum xano6, anamHesa 3aboneBaHus, 06b-
eKTVBHBIX JIaHHBIX, TA0OPAaTOPHBIX U MHCTPYMEHTa/lb-
HBIX JCC/IEJOBAHMII BBICTaB/IeH OCHOBHOJ [MarHos:
«Kncrosubiit ¢pnbpos (Mykosucnupos) — E84.8. Teno-
tui: 3849+10kbC>T/2143 delT. Jlerounas dopma 3a-
OoneBaHMs, CpefHETsDKeNoe TedeHue. XPOHUYeCKMiT
O6ponxut. O60cTpeHNe OPOHXOJIETOYHOIO Ipolecca
no 6ponxutndeckomy tuny. [IH 0-1-i crenenn. XpoHu-
yeckas nHpexuns S. aureus (MSSA), P. aeruginosa (nep-
BUYHBIN BBICEB). XPOHMYECKUI ITOIMIIO3HO-THOHBIN
PUHOCHMHYCUT».

ConyrcrByromee 3a6oneBaHue: OpOHXMANbHAS acT-
Ma, aJJleprudecKas, CpeffHell CTeIIeHN TXKeCTH, YacTud-
HO KOHTpO/MMpyeMas, BHe obocTpeHns. AHemnus I creme-
HU, MUKPOILIUTAPHA s, TUIIOXPOMHAS.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

Hasnauena 6asmcHas Tepamus, spafguKaljMOHHOE
JledeHNe CUHETHONHOV MH(EeKIuM 1 TapreTHas Tepa-
mus (10.03.2025 r.) npemapaToMm anekcakabTop + Te3a-
kadTop + uBakadrop u nBakadrop 100 mMr + 50 mMr +
75 mr u 150 M. PekoMeHIOBaHO HavyaTh IIpUeM COTIac-
HO VIHCTPYKIIUN 110 2 Tab/MeTKN 3/eKcakaTop + Tesa-
kadTop + uBakadrop 100/50/75 yrpom + mBakadTop
150 mr mo 1 Tabnerke BedepoM. Ha maHHBII MOMEHT
HalMeHTKa IPOAOJ/KaeT HaOIofeHNe Yy IYIbMOHO-
nora B Tynbckoll JAeTCKOil 06IacTHONM KIMHMYECKON
60/bHUIILE.

O6cyxpmenne

Eme HecKonbKO AecATMIETUI Hasal OONBIIMHCTBO Ma-
IIUEHTOB C MYKOBUCLIMJ030M He JJOXXVBA/IM 10 3PEJIOTO
BOo3pacTa. B Hacrosmee BpeMs TreHeTM4YecKass OCHO-
Ba JJAHHOTO 3a00jIeBaHMs CTajza Ype3BbIUANHO Pa3HO-
o6pasHoii: onucaHo 6omee 2000 pa3INIHBIX TATOTEHHBIX
BapuaHToB reHa CFTR, o6ycmoBIMBalOmMX IIMPOKWIA
CIIeKTpP (PEeHOTUINYECKUX IIPOSBICHUIL.

Y DanueHTKM BBIABJICHBI KOMIIAYHJ-TeTEePO3UTOT-
Hble TaToreHHble BapuaHThl reHa CFTR 3849+10kbC>T
u 2143delT, ogun u3 koropbix (3849+10kbC>T) oTHO-
CUTCA K «MATKMM» U XapaKTepu3yeTcs OCTaTOYHON
¢yuxnumert CFTR-6enka. Takye reHOTUIIBI aCCOLUMPY-
I0TCS CO «CTEPTHIM» TedeHVeM 3a00/IeBaHN s, OTCPOYEH-
HOJI MATHOCTYIKOM ¥ HeCBOEBPEMEHHBIM Ha3HauyeHeM
Tepanuu. B IpefcTaBlIeHHOM ciaydyae KIMHUYECKNE
HposB/IeHNsA ObIIM B BUJie HEOMHOKPATHBIX ITHEBMO-
HUIl, OpOHXMATBHBIX OOCTPYKLMIA, IIOMUIIO3HOTO PU-
HOCUHYCUTA.

PasBuTue NOMUIIO3HOTO PUHOCUHYCUTA IIPU MYKO-
BUCHM03e OOYC/IOBNIEHO CTYILIEHMEM CeKpeTa >Xeje3
CIIMBUCTOM OOOJIOYKYM OKOJIOHOCOBBIX I1a3yX, Hapylle-
HYeM MYKOIIV/IMAPHOTO K/IMpPeHCa ¥ XPOHNYEeCKUM baK-
TepMajabHBIM BoCHaneHueM. ITu (GaKTOPbl CIOCOO-
CTBYIOT OTEKYy C/IM3MUCTON, TUIEPIUIa3UM OIINUTEeNUs
u GOpMUPOBAaHMIO MONNUIIO3HBIX 0bpas3oBaHuil. Kpome
TOTO, OKOJIOHOCOBBIE IIA3yXM MOTYT CIY>KUTb Pe3epBYy-
apoM IIaTOTeHHO (IOPBI, CIOCOOCTBYA HMUCXOASAIIEMY
MHOUIVPOBAHUIO HIDKHMX [bIXaTe/IbHBIX IyTell [8, 9].
[TopakeHMe /TOp-OpPTaHOB IIPU MYKOBUCLMJO3€ BKIIIO-
YaeT XpPOHMYECKUI PUHOCUHYCUT (THOMHBIN VIV TOMN-
MIO3HO-THOJHBI), PacCIIPOCTPaHEHHOCTb KOTOPOTO yBe-
AUYMUBAETCA C BO3pacToM 1o 90% K IOJpPOCTKOBOMY
Bo3pacTy [10] 1 MoXxeT OBITh IePBBLIM HpPOsABICHUEM
3a007IeBaHMs Y MALMEHTOB C «MSITKMMMU» TeHOTUIIAMIA,
KaK B JAaHHOM KJIMHUYEeCKOM CTydae.

HecmoTps Ha mpoBefieHNe HEOHATaJTbHOTO CKPUHMH-
ra (IPT B HOopMe), inarHo3 He ObUT 3aMOTO3peH U3-3a
NTO>XXHOOTpuIarenbHoro pesynbrara VIPT, koTopsiit B PO
Habmomaercst B 7% [11]. 9To mogyepkuBaeT HeOOXOmU-
MOCTb IIOBTOPHOTO OOCTefOBaHMSA NPV KIMHUYECKUX
IpM3HaKax 3abo/neBaHMs, Jake IpY OTPULIATETBHOM
cKpyHMHTe. HefocTaTKOM CyIecTBYIOIero aaropurma
HEOHATa/IbHOTO CKPVHVHTA ABJIAETCA BBICOKAs YacTOTa
JIO)KHOOTPUIIATETbHBIX Pe3y/IbTaTOB.
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BoiBomabl

I[aHHbII?J[ cnyqaﬁ HpeI[CTaBTIHeT K}II/IHI/I‘ICCKYIO Ccu-
TyallMl0, B KOTOPOM MYKOBUCLMO3 [ONT0€ BpeM:
HE paCHO?:HaBaHCH ns3-3a OTCYTCTBI/I}'—[ TUIINYHBIX Ta-
CTpO3HT€pOHOI‘I/I‘{eCKI/IX HpOHBHeHI/IVI n CTPYKTYPHI)IX
M3MeHEeHU! B JIETKUX, TAKNX KaK 6pOHXO3KTaSI)I. Muo-
JKECTBEHHDbIEC pechpaToprIe MHq)eKLU/II/I, BKJIIO4YaAd 4e-
Tblpe 3IIM304a IITIHEBMOHNN, XpOHI/[‘IeCKI/I]?I pI/IHOCI/IHYCI/IT
C TIOJIUIIO30M U OTCYTCTBHUE CTOMKOro ad¢eKTa oT Impo-
TUBOACTMAaTIYECKOM Teparn/m, HE 6I)I}'II/I CBoeBpeMeHHO
OII€HEHDbI C TOYKIN SPCHI/IH BO3MO>KHOM HaC]IeJICTBeHHO]Z
MATOJIOTUIA.
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WHOEKLMOHHBIE BOJIE3HU

[epriecBupycHas nH@ek1nsa Kak GakTop MOBBIIICHNS
PUCKA YaCTBIX OCTPBIX PECHUPATOPHBIX BUPYCHBIX
MHQPEKINI U COMaTUYeCKOIi TaTO/IOTUY Y [ieTel

Ha KJIMHUYECKOM IIpuMepe

A.A.Tap6ysos"?, T.A. Pyxennosa’, A.JI. baitpakosa”*, C.C. Caupos’®, JI.IlI. Mauapanse'
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Pestome

lpeAcTaBfeH KAMHWYECKUI NpUMEp, LEMOHCTPUPYHOLLWIA 0CO-
DEHHOCTU TeYeHMs OCTPbIX PecnUpaTopHbIX MHDEKLMA C 3a-
TSXHBIM U OCNOXHEHHBIM TEYEHUEM Ha (OHE COYETaHHOM rep-
necsupycHoi uHdexkuuu. Liutomeranosupyc u Bupyc repneca
yenoseKa 6-ro Tuna (BM'Y-6) amMarHocTMpoBaHbI Ha OCHOBaHUM
0bHapyeHMsa BbicOKoro TUTpa aHTuten IgG, a Takxe [HK Bu-
pycoB B Ma3kax u3 HocornoTku u [JHK BIY-6 B kposu. Cpenu
0Cc0BeHHOCTEN NPOSABNIEHNA 0TMEUEHbI YTOMAAEMOCTb U Keny-
J0YHO-KMLLEYHbIE PACCTPOIUCTBA C CYLLECTBEHHBIM CHUMEHUEM
annetuta, 6onsAMK B XMBOTE, aHeMUel. B cooTBETCTBUM C UH-
CTPyKUMe# K npenapaTy Ha ¢oHe cumntoMatuknm OPBU bbina
npoBeJeHa Tepanusi MHO3MHOM MpaHobeKcoM, ABNAKLLMUMCA

NPOTUBOBUPYCHLIM JIEKAPCTBEHHLIM CPEACTBOM C LUMPOKUM
cnektpoM gencteus npotus PHK- n [IHK-copepxawmx Bupy-
COB, KOTOpas NM03BOAWMIA AOCTUYb 3HAUMUTENIBHOTO YAYYLLEHUs
COCTOAHUA pebeHKa C COKpaLLeHWeM YacToTbl OCTPbIX pecrnu-
PaToOPHbIX MHAEKLMIA M UX OCNIOXKHEHWHA, NO-BULMMOMY, 33 CHET
JeNCTBUS NPOTUB BUPYCOB rPYNMbl repreca.

lpencTaBneHHbI  KNMHUYECKWA  NpUMep  MOATBEPIKAAET,
YTO CErofHA NpU SIeYEHUN JeTeN C HaCTbIMU U OCNIOXHEHHBIMM
OCTPbIMU PECNMpaTOPHLIMU BUPYCHBIMU WHQEKUMAMM Heobxo-
JMMO NOMHUTB O BIUSHAM BUPYCOB rPynnbl repreca. YTouHeHue
JMarHo3a no3ponseT BblbpaTh Haubonee NpaBMbHY Tepanuio,
YNYYLIMTL COCTOSIHWE 30P0BbSA pebeHKa.

Kniouessbie cnoa: BM'Y4-6, BI'4-6A, BI'4-6B, repnecsupycHble uHdpeKummn, Ho3nH npaHobekc, OPBU, ocTpas pecnupatopHas
UHbEKLMA, LMTOMEranoBmpyc, uuToMeranosupycHas uHdexuums, LIMB

[nsa umtuposanus: apbysos A.A., PyxeHuosa T.A., bainpakosa A.J1., Caupos C.C., Mauapapa3e [1.LLl. lepnecsupycHas nhdexums
KaK (aKTop NOBbILIEHUS PUCKA YACTbIX OCTPbIX PECMIMPATOPHbIX BUPYCHBIX MHBEKLMIA U COMAaTMUECKOW NATONOMMKM Y AeTel Ha
KJIMHUYeCcKoM npuMepe. Apxus neduampuu u demckoli xupypeuu. 2025;3(2):72-78. doi: 10.31146/2949-4664-apps-3-2-72-78
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Herpesvirus as a risk factor for recurrent upper
respiratory tract infections and other pathological
states in children: A clinical case
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Abstract

The article presents a clinical case of recurrent upper respira-
tory tract infections (URTI) with a prolonged and complicated
course combined with multiple herpesviruses. Cytomegalovirus
and human herpes virus type 6 (HHV-6) were diagnosed based
on high IgG antibody titers, detection of viral DNA in nasopha-
ryngeal swabs, and HHV-6 DNA in blood. Clinical manifestations
included fatigue and gastrointestinal disorders with notably de-
creased appetite, abdominal pain, and anemia. In accordance
with the prescribing information, URTI symptoms were managed
with inosine pranobex — a broad-spectrum antiviral drug active

against RNA and DNA viruses. The administered therapy signifi-
cantly improved the patient’s outcome, reducing the frequency
of respiratory infections and their complications, likely due to its
targeted action against herpes viruses.

Conclusion. The presented clinical case supports the view
that when treating children with frequent and complicated up-
per respiratory tract infections, the potential effect of herpes
viruses must be considered. Clarifying the diagnosis enables
more appropriate therapeutic decisions and helps improve
the child's health.

Keywords: URTI, CMV, cytomegalovirus, cytomegalovirus infection, HHV-6, HHV-6A, HHV-6B, human herpesvirus 6, herpesvirus

infections, inosine pranobex
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BBenenne

Bupycsl rpynmel repreca 4pe3BbIYaliHO IIMPOKO pac-
IPOCTPaHEeHbI BO BCEX CTPAHAX MUPA CPeAy pa3INyHbIX
rpynn HaceneHus. [To ganusiM BO3, nmu nupuiuposa-
HO 6oree 90% mrofeit. Hepenko BBIABIAIOTCS MPUHAKA
HePCUCTEHIIMU OJHOBPEMEHHO [IBYX M 60Jee BUPYCOB
U3 3TOH I'pynIbl. BO3MOXXHOCTD AINTENIBHOTO UX CYIIje-
CTBOBaHNs B OpraHM3Me 4Ye/IOBEeKa B JIATEHTHOI dopMe,
BEPOATHOCTb aKTVMBU3ALNM NPU AEVICTBUM Pa3IMIHBIX
(aKTOpOB € pa3sBUTHMEM Pa3HOOOPAa3HBIX KIMHUYECKNX
IpOSIB/IEHUII CYIECTBEHHO 3aTPYAHAET AMATHOCTUKY
B IIOBCEJHEBHOI NpakTuke. Bo MHOIUX clydasix Haju-
4ye ¥ aKTUBHOCTDb BO30OY/UTeNIell He OIpefienaeTcs, Le-
JIeHATIPaB/IEHHOTO JIeYeH! 1 He IPOBOAUTCA [1].

Cpenu Bcex BUPYCOB TPYIIIBI Teprieca IIsl 4eloBeKa
[IATOT€HHBI 8 TUIIOB, Pa3fie/IeHHBIX 110 TPOITHOCTY K TKa-
HAM Ha TPU MOCEMeIICTBA: a-, - U Y-TepIIeCBUPYCHI.

Anbda-repriecBupycsl (BUPYCHI HIPOCTOrO repreca 1-ro
U 2-TO TUIIOB, BUPYC BETPSAHON OCIIBI MM OIOACBIBAIO-
I[ero reprieca, a Taxxe Bupyc repueca B (Cercopithecine
herpesvirus 1) OTIMYAIOTCA TPOITHOCTBIO K HEPBHON CU-
creme [1, 2, 3]. ITogcemeiicTBO B-reprecBUPYCOB Xapak-
TepuU3yeTcs CIOCOOHOCTBIO IOpakaThb KIETKU SIUTe-
MU Y SHAOTENNsI, TMMQOUTHON U XKeNe3UCTON TKaHeil.
B aro mopcemeiicTBO BXopAT nuToMeranosupyc (IIMB),
a TaK>ke BUPYCHI replieca 4enoBeKka 6A, 6B u 7-ro Tumos
(BI'Y-6, BI'Y-6A, BI'U-6B, BI'Y-7) [1, 4]. [TlogcemericTBO
y-TepriecBupycos (Bupyc OmnmreitHa — bapp u Bupyc
repreca 4enoBeKa §-TO TMUIIA OTAMYAETCS TPOIHOCTHIO
K mumornntam [1, 4].

Ilo mmeromyMcs Ha CerofgHsA MAAHHBIM, KJIMHUYE-
CKasg KapTMHA NpYU MHOUIMPOBAHUM TepHecBUpYycaMu
y HeTell HepefIKo CXOfHA C CMMIITOMATUKON Ce30HHBIX
OPBJ. AKTMBHOCTDb TepIeCBUPYCOB CHOCOOCTBYeT 60-
nee JINTEIbHOMY TEUEHMIO KaTapajJbHBIX CHMIITOMOB
U PasBUTHUIO OCNIOXHeHNI. OfHAKO 3a4acTyi0 CIOXHO
WIM HEBO3MOXXHO OIpeNe/NTNTb, KaKoil MMEHHO BO30y-
ANUTEeNb CTajl IPUYMHON OCTOKHEHHOTO TedeHMs [5].
Bo MHOIUX c/1y4asx TOIbKO IOCMePTHOe MOpgoiornyde-
CKOe JCCTIeIoBaHMe aeT OTBeT Ha 3ToT Bompoc [1]. Han-
6osee IPOCTBIMU JJIS1 AUATHOCTUKY OCTAIOTCSA BUPYCHI
IIPOCTOrO reprieca 1-ro u 2-To TUIIOB, a TaKXe BUPYC
OIIOSICBIBAIOIIETO repIieca, Tak Kak Hanbosiee M3BeCTHBIM
UX IpOAB/ICHNEM OCTAIOTCA XapaKTepHble BBICHIIIAHUS
B BIJe ITy3bIPbKOB Ha KOXe ¥ C/IM3UCTBIX 00O0JI0YKaX.
OpHaKo TUNIMYHAS CBINTb OOHAPY>KMBACTCS MU MMEeTCs
B aHaMHe3e He Y BCeX IAIVIeHTOB, a OC/IeCTBU NHDU-
IVPOBAaHUs MOTYT IIPOSIBIATHCA B BUJe 9HIe(anuToB,
HEeBPUTOB, HelpomaTuil u Apyrux zaboneBaHuit [4, 6].
B xope mccnenoBanmit 6bI710 06HAPY>KEHO, YTO NPY MH-
¢unupoBaHNM KaeTok HepBHOI cuctembl BIIT-1 B ro-
JIOBHOM MO3Te (POPMUPYIOTCSA HAKOIUIEHVUA aMUIONJA,
4TO TaK>)Ke HabmoaaeTcs npu 6omesuu Anpireiimepa [7].

Ocob6eHHOCTI TpomM3Ma IMOACEMENCTBa P-repIecBu-
pPycoB 00ycnoBIMBaOT Hanbonee pasHOOOPasHYIO CHM-
IOTOMATUKY IpM VHQUIVPOBAHUYU WIM aKTUBU3ALNIL
Cpeny nposiB/IeHMIT BO3MOXXHBI NIOPakeHM A Pa3TNMIHbIX
OpTaHOB: ITHEBMOHUY, BaCKY/IUTBI, 9HIIe(ATUTDI, KapAy-
TBI, IJIOMEePY/TIOHe(PPUTBI, TeIIATUTHI, SHTEPUTHI, KOTIUTHI,
CHajoafleHUThl M Apyras MaTO/NOTHsA, KOTOpass MOXET
OBbITH CBSI3aHA I C [PYTUMI STUOTOTNYeCKUMHU paKTOpa-
mu [8-10]. C/TO>KHOCTD OLIEHKM KAMHMYECKON 3HAYMMO-
CTU TeX U APYIuUX (PaKTOpoB, UX BKIaJa B GOpMUPOBaA-
HI€e CMIITOMAaTUKI HEPeJKO CYLeCTBEHHO 3aTPyAHAET
BBIOOD IIPaBUIBHOI TepaNN.

Tponnocts k B-mumdonuram Bupycos BOb n BI'U-8
00yC/IOBNIMBaeT MX 3HaYeHUe B PasBUTUM ayTOMMMYH-
HOW MM OHKOJOTUYeckoi martomoruu. [lokasaHo, 4TO
BOb uame, uem [IMB n BI'Y-6, craHOBUTCA 3TONMOTMYe-
CKUM (paKTOpPOM NPy PasBUTUN MOHOHYKJIE03d, MOXKET
matb cumnromMatuky OPBV, sadacTyio ¢ 0CTOXKHEHUAMI,
CTaHOBUTCSA IPUYMHOIN CUHpOMa XPOHUYECKOI YCTaIO-
cru [1, 4]. BI'Y-8 yame Bcero nposBAeTCA IpY UMMYHO-
DepUIUTHBIX COCTOSTHUSX, KOTZIa MOXKET CTaTh OCHOBOI
ms pasButus capkombl Kamomiy, 6onesuu Kactiemana
¥ IepBUYHON MMMQOMBI CepO3HBIX HomocTeit [12].

[IposiBeHMs TreplecBUPYCHBIX MHQEKLMII pasHO-
00pasHBbl, OTHAKO B MefUAaTPUYECKOIl MPaKTHKe Hanbo-
7lee 4acTO MPOSABIEHM S OIPaHUYEHbI II0[BEP>KEHHOCTDIO
OCTPBIM PeCIMPATOPHBIM MHGBEKINAM C Pa3BUTHEM OC-
JIO)KHeHUII Ha (pOHe CHYDKEeHNA aKTVBHOCTY MMMYHHOTO
OTBeTa, YTO XapaKTepPHOTO MJIs 9TOV IPYIIIBI 3ab0seBa-
Huil. OTCyTCTBUE KaK B aMOY/IaTOPHOIL, TaK U B TOCIIN-
TQJIPHOM TIOBCEJHEBHON IEAMATPUYECKON IPaKTUKe
aJIeKBaTHBIX OOLIENPUHSITBIX KpUTEpUEB TabOpPaTOPHO-
TO BBIABIEHMA BUPYCOB I'PYIBI repleca, OTCYTCTBME
HACTOPOXXEHHOCTY Bpadell B OTHOIIEHNN 3TUX BO30OYyAM-
Telell BMeCTe ¢ HeOOXOMMMOCTBIO JUATHOCTUKM U Liefie-
HaIlpaB/IEHHON Tepaluy [eMOHCTPUPYET IpefcTaB/IeH-
HBIJ KJIMHUYECKUI IIPUMeED.

Knuanyecknii npumep
Poputenu nanuenta b., 5 net, 06paTuince ¢ xanobamu
Ha vacTbele OPBI y pebeHka: exeMecAYHO IIPOJOIIKMI-
TEIbHOCTHIO 10 10 MHeNT B TedeHye roma. JMU30abl 3a00-
JIeBaHUII MPOTEKAIOT C Pa3BUTHEM TOH3WIINTA, CUHYCHU-
T, TAPUHTUTA, OPOHXNUTA, B TOM 4ICIIe OOCTPYKTUBHOTO,
nuMageHonaTyel, Yero paHee pofUTeIN He OTMeYaln.
AnamHe3 Xu3HN. OTK/IOHeHU B PU3NYIECKOM U HEePB-
HO-TICUXVYeCKOM pasBUTUM He HaOmofanock. VI3 mepe-
HeCeHHBIX 3a00/IeBaHMIL: B 3 TOfla — POTaBUPYCHAS U KO-
poHaBUpycHas MHQEKINY, BeTpsAHAA ocna (IpoTeKann
6e3 ocnoxxHeHu), fo 4 et — penkue snusonsl OPBIL.
Ilo pmaHHBIM TpeACTaBIEHHON MESULIVMHCKON [o-
KyYMEeHTalluy, B TeYeHNe 5-TO roja >KU3HM IOYTU BCe
snnsonbl OPBV compoBoXxpanuch HasHauY€HUEM IIepo-



PabHOI WK TTapeHTepaIbHOI aHTHOAKTepHUaaIbHOI Te-
panuy 1 MHTaIATOPHBIX ITTIOKOKOPTUKOCTEPONIOB.

YBennueHne INOBEPXHOCTHBIX (ApeMHBIX) IepefHe-
IIeTHBIX /MM(OY3/IOB BIlepBble OOHApy>keHO B OKTH-
6pe 2023 ropa, Korga mocjie CUIbHOTO MEPeOXTaskKjeHI S
Mmanpunk 3abonmen OPBV. Otmeuann >xamo6bpl Ha cia-
60cTb, 60/Ib B TrOpie, 3aJ0>KEHHOCTb HOCA, CYXOil Ka-
IIe/Ib, MOBbIIIeHMe TeMIeparypsl fo 38,0 °C. Ha ¢one
CUMIITOMaTUYeCKOJ Tepaluy AMXOpajKa M KaTapajb-
Hble SIBJIEHNS Ha IIATHIA IeHb OT Havajaa 3abo/eBaHMA
OBbUIV KYIIVPOBaHBI, OJHAKO, COTJIACHO 3aIUCH ITeiNaTpa,
COXPaHAMNCH NMANBNMPYIOIINeCS YBeTNYeHHbIe MTOBEPX-
HOCTHBIE (ApeMHble) IIepegHeIIelTHbIe TMM(OYS3IIbL.

Ilo pesynpTaTaM KIMHMYECKOTO aHaINM3a KPOBM, BbI-
TIO/IHEHHOTO B CBA3Y C COXpaHAIOLIecsa MuMdajeHoIa-
THeil, B Hog6pe 2023 rofa BIEpBbIe B XXU3HU OTMEYEHO
CHIDKEHJE TeMOITIOOMHA, Jpyrue IIoKasaTenu OblIn
B IIpefieax pedpepeHCHBIX 3HAYEHNIL.

Haubonee paurensupiM 6bin1 3nmson OPBU, xorto-
poiit Havanca 11.05.2024 r. ¢ MOBbIIEHNA TeMIIEPaTypPbl
Te/la, HACMOPKa, IeplleHus B ropne. JledeHne IpoBOAK-
Noch BHavaje cuMmmnTomarndeckoe. K 16.05.2024 r. ad-
dbekra OT Tepanuu He ObLIO, B CBSI3U C YeM pPeOEeHOK ObIT
rocnutamusupoBal B ['BY3 KO «Jlerckasa ropopckas
6onpauLa». Ilocrasnen guarnos: «OPBU, 1mieiuplit mum-
¢damernt». IIpy NOCTym/IeHNN B CTAlVIOHAP COCTOSHVIE
cpenHeil TsKecTy; TeMIieparypa Tena — 37,5 °C. KoxxHble
MIOKPOBBI TE/IEeCHOTO IIBeTa, HOPMAalbHOM BIa>KHOCTH,
6e3 BBICHIIAHMIL. 3€B M MUHMQIVHBI HEMHOTO THUIepe-
MMPOBaHbl, HalleTOB HeT. J[IpIXaHNe Yepe3 HOC YMEepEeHHO
sarpygHeHo. IIpy mampmanum oTMedaeTcsA yBelTU4YeHMe
u 60/Ie3HEHHOCTb IIOBEPXHOCTHBIX (SIPeMHBIX) IIepefi-
HeIIeHbIX MMMpATNYeCKUX y3/10B. B ymerkux mpixaHue
Be3VKY/IApHOe, XpUIoB HeT. CO CTOPOHBI CEpAEYHO-CO-
CYOVCTOMN, NUILEBapUTENIbHON, MOYENONIOBO M OIOp-
HO-IABUTATE/IbBHOM CJCTEM, COIVIACHO JaHHBIM KJIWHU-
4eCKOTo O00CTIeflOBaHNs, IATONOTNYeCKUX OTKIOHEHUI
He BBIAB/ICHO. YPOBEHb CO3HAHMA 110 MIKase [71asro (mns
meTeit ctapiue 4 met) — 15.

IIpn mocTrynneHnuym B KIMHMYECKOM aHalNn3e Kpo-
BI: reMorno6ud — 105 1/, sputpouutsl — 4,11 x 10*/1,
IIBeTOBOI NoKa3zarenb — 0,78, TpomMbonuTel — 348 X
10°/n, neiixouutel — 14,98 x 10°/1, s03unoduner — 5%,
HaI0YKosAfepHble HelTpoduasl — 15%, cermeHTOAAEP-
Hble HeTpopuabl — 53%, mumdonnutel — 19%, MOHO-
ouThl — 7%, CO9 — 37 mm/u.

B OmoxmmmyeckoM aHamm3e KpoBM: oOmuii Oe-
TOK — 74,5 1/1, MoueBMHa — 3,70 MMO/B/N, KpeaTUHNH —
48,4 MMoTIb/1, GUnMpyOuH 061muit — 6,0 MKMOB/I, 61-
MMPYOMH HpAMON 1,0 MkMmomb/m, OuMMpyomH
Henpamont — 5,0 mxmons/n, ACT — 31,4 En/n, AJIT —
10,4 Ex/n, rmoko3a — 5,1 mmonb/n, KOK — 409,7 Ex/n,
JIOAT — 246,6 En/n, ACJIO — 140, CPb — 44,0 mr/m.

OO6muit ananus moum: pH — Kucnas, WIOTHOCTh —
1015, 6eOK— HeT, ITIIOKO3a — HeT, KeTOHOBBIE Tella —
HET, IEIKOUUTbl — 2-1-2 B 11071€ 3peHN A, SpUTPOLUTHI —
HET, CONM — ypaTbl+.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

Takum 06pasom, IO JaHHBIM 71abOPAaTOPHOrO OOCTIe-
TOBAaHNUsA BBIAB/IECHO IOBBIIIEHNE JIEVIKOLUTOB, MaJI0YKO-
AJePHBIX Y CETMEHTOSIEPHBIX HEITPO(UIIOB, yBeTn4eH e
CO9, nosbpienne CPB, cHmKkeHne reMoriobnHa 1 1Be-
TOBOTO ITOKa3aTeIsl, Ha/I4/ie ypaToB B MOYe, OCTAIbHbIE
MIOKa3aTe/y — B IIpefieNiax pedepeHCHBIX 3HAYeHNIL.

VIHCTpyMeHTanbHble  MCCIEfOBAHMSA  IIPOBEIEHBI
/11 YTOYHEHW A COCTOAHMSA MMM(OY3/IOB U UCKTIOYEHN A
BO3MOYXHBIX OC/IOXHEHMIL.

ITo mannbIM Y3U: 06Hapy>keHO yBelM4eHne IOBepX-
HOCTHBIX (ApeMHBIX) IepefHeNIeiHbIX MUM(OY3/IOB
¢ pasmepamu o 40 x 19 MM cnpaBa u o 25 x 12 Mm
C7IeBa C HeM3MEHHO 9XOCTPYKTYPOIL.

ITo gannbiM IKI: cunycosas aputmusa, YCC — 61-95
yAapoB B MUH., BepTukanbHoe DOC, HemonmHasA 61okaza
IIpaBOil HOXKKM ITyuka ['mca.

JMar€o3 ¢ y4eToM [OMOTHUTEIBHOTO 00OCIemoBa-
Hus: «OP3, mieitHblil nuMbageHnT».

Jledenme: 11epTpMUAKCOH 1O 1 I' B CYTKM BHYTPUMBI-
IIeYHO 7 JHeVl, MeCTHORENCTBYIOIINE aHTUCETITUKN.

IIpm BbIINCKE COCTOAHME YHOBIETBOPUTE/NIBHOE.
B mepepHemieiiHOl Tpynme HaJabIUPyeTCsA ClIeBa IIO-
BEPXHOCTHBIN (speMHBIT) muMdoysen okomo 0,5 cm
B AuaMeTpe, 6e300/1e3HEHHBII, MATKOIMACTUYHON KOH-
cucTeHIUN. [IpIXaHMe Be3UKYIAPHOEe, XPUIIBI He BBICITY-
muBaTcs. [To ;pyruM opranaM — B Ipefieslax HOPMBIL.

B xnmHMYecKoM aHamu3e KpoBu: reMornoous — 110 1/,
sputpountsl — 4,31 x 10'*/1, 11BeTOBON IOKa3aTelb —
0,77, TpoM60IIUTBI — 565 X 10°/71, meitkonuTel — 6,27 X
10°/n1, s03uHOGUIBI — 8%, Ma/NOYKOs/IepHble HENTPOPU-
bl — 2%, cerMeHTosiepHble HeilTpodyiel — 41%, mum-
dbouutsr — 39%, MmoHOLUTEL — 10%, CO3 — 26 MM/4.

OpHako HOCIIe JIeYeHNs B CTallioHape y pebeHKa co-
XpaHA/Iach CUIbHAS YTOM/ISIEMOCTD IIPY TIOBCETHEBHBIX
¢usnyecknx Harpyskax (aKTMBHBIX UTpaX, Xo#bOe), ya-
CTbIe 3IM30/bI 6071l B TOpIIe, IJIOXOT AIIIIETUT, KaI0ObI
Ha 3MM307bI 607Iell B )XMBOTE, YBeMYEHNE TOBEPXHOCT-
HBIX (ApeMHBIX) IepeHeIeTHbIX TMM(OY3/IOB.

B okts6pe 2024 roma B CBA3KM C OITUMM >Kanoba-
MU pebEHOK HampaB/leH IeguaTpoM Ha aboparop-
Hoe oOcnemoBaHMe. B KIMHMYecKOM aHammse Kpo-
Bu 22.10.2024 r.: remornmobuH — 117 T/7, SpUTPOLIUTHL
U VX XapaKTepUCTUKM — TaKXe B Ipefenax pedepeHc-
HBIX 3Ha4YeHUI, I[BeTOBON IoKa3aTenb — 0,81, meiiko-
uutel — 7,5 X 10°/n, numbounter — 30% (pedepeHcHble
3HaYeHMsT — 33-61%), TpomboruTer — 413 x 10°/1 (pede-
peHcHble 3HaueHrss — (200-400) x 10°/m). B 6uoxumuye-
CKOM aHanmu3se KpoBu: ¢pepputnH — 18 Hr/mi (pedepenc-
Hble 3HaueHnsa — 20-300 Hr/MiI), 5Kene30 — 6,6 MKMOJIb/JT
(pedepencHbIe 3HAUEHNA — 9,5-30 MKMOJIB/TT), OV pPYOUH
obumit — 8,9 MmkMonb/n (pedepencHble 3HaueHUA — 0,9-
6,8 MKMOJIB/T); 0611111 O€TIOK, aTaHnIaMuHOTpaHcdepasa,
acrapraTaMyHOTpaHcdepasa, y-IIyTaMuaTpaHcgepasa,
menoyHas QocdaTasa, TAKTATAEIMAPOreHasa, a-aMuIa-
3a, OOLIMIT XO/IeCTepUH, TPUITINLIEPU/IbI, KPEaTUHUH, MO-
4yeBMHA, C-peakTUBHBI 00K, aHTU-cTpenTonusuH-O,
MHO, ¢ubpuHOreH, NpOTPOMONHOBBIN MH/EKC, OOLIVIT
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IgE — B mpenmenax pedepeHcHBIX 3HadeHMit. [Io pesyib-
tataM VIOA B CBIBOpPOTKe KpOBY OOHAPY KEHO ITOBBILICHIE
TUTpa BbICOKOABUAHBIX aHTNTeN IgG K BIII-1, -2 (k03 pu-
LIMEHT MO3UTUBHOCTU — 19,7; aBUAHOCTD — 89%); aHTHU-
tent IgG x BI'Y-6 (xagectBeHHO) 1 K IIMB (koadduuyent
MO3UTUBHOCTH — 14; aBugHOCTD — 49% — morpaHn4yHoe
3HaueHye). AHTHUTena IgM He BbrABIeHbL. [1o aHHBIM 06-
CTIefOBaHMI peKOMEH/IOBAaHO 00C/IeIoBaHIE B CTAI[IOHAPE.

07.11.2024 . pe6eHOK ObIJI TOCIINTAIN3VPOBAH B CTALIN-
oHap I'BY3 «[IT'Kb nm. 3.A. bamnsesoit [I3M» s yrny6-
JICHHOTO O00C/IeOBaHMSA C LIe/IbI0 YTOYHEHMs AMArHO3a
U OTIpefie/ieHN 1 JaIbHeIIell TAKTYKI JIeYeHU .

ITpu ocMOTpe B MOMEHT HMOCTYIIEHNUA B CTAI[MIOHAP: CO-
CTOsAHME CpeflHel TSHKeCTH; TeMIepaTypa Tena — 36,5 °C;
KOXXHBIE TIOKPOBBI OOBIYHOTO IIBETA, HOPMA/IbHOM BJIaXK-
HOCTM, 0e3 BBICBINIAHUIL; BUVIMBIE CIMU3UCTBIE 000I0Y-
Ku — 6e3 ocobennocreii. [Ipu mampmanyuy moBepxXHOCT-
Hble (ApeMHble) TepegHeleiiHble MMMOoY3Ibl — 10 1,5 cM
B inaMeTpe, 6e300/1e3HeHHbIE, ITIOTHO/TACTUYECKOI KOH-
CUCTeHIMM. B JIerkux ApIXxaHMe Be3UKYIAPHOE, XPUIIOB
Het. Ilo ceppeuHO-COCYAMCTON, NUIIEBAPUTENbHON, MO-
YeIo/IOoBOI ¥ OIOPHO-ABUTATE/ILHON CHCTEMaM I1aTOJIO-
TMYeCKMX OTK/IOHEHNII He BBISIB/ICHO.

ITpu MHCTpYMeHTa/IbHOM O0C/IeJOBAaHUN TI0 JAaHHBIM
Y3 opraHoB OpIOIIHOV HOMOCTY BBISBIEHBI 3XOIMPU-
3HakKM ANQPY3HBIX U3MEHEHWI IOIKeNTyJOYHON XKe-
ne3pl (Mo Tumy ¢ubposa), SXONPU3HAKY YTONIIEHUS
C/IM3UCTOTO CJI0S1 BBIXOJHOTO OT/eNIa JKemyaKa (peaKTIB-
Horo xapakTepa). ITo nanupiM OKI: cuHycoBast aputmMus
¢ MHUTpalyell BOOUTeNA pUTMa B IIpefieNiax Ipefcepauii,
YCC 65-103 ypapa B MuHyTy (pn HopMme 74-115), Bep-
THUKanbHoe monoxeHne JOC, HemonHas 670Kajga mpa-
BOJI HOXKM Iyuka I'mca. Ilo maHHBIM 330daroractpo-
IAYOREHOCKOINY — TeTePOTONMA CAM3UCTON XKemyhKa
B BEPXHIOIO TPeTb ININEBOAA, SHZOCKONMYECKas KapTu-
Ha 6y/1bOUTa, IYOHEeHNTA.

Ilo maHHBIM aHanM3a KPOBM BBISABIECHO CHIDKEHNE
remoriobuHa go 108 r/n. OcranbHble MOKa3aTenu KiN-
HIYeCKOTO aHa/lM3a KpOBU U OOILIEero aHanamsa MOYM —
B IIpefieax pedpepeHCHBIX 3HAYEHNIA.

Juarnos: «['MmoxpoMHas HOpMOLMTApHas Xee3ofe-
¢unuTHAA aHEeMM JIETKOM CTelleH), XPOHUYEeCKUIT Tyo-
IleHUT, Oy1bOUT (060CTpeHNe)».

Jledyenne: azoMenpaszon 10 MT B CyTKM 2 He[le/IN, JKejle-
3a III rugpoxcup nonmumanbrosar 100 MT B CyTKM € IIpo-
[O/DKeHMeM aMOy/IaTOPHO [0 2 MecsIieB.

ITocme BBIMUCKM U3 CTallMOHAapa >Xao00bl Ha yTOMIIAe-
MOCTb IIPU ITIOBCETHEBHBIX (PM3NYECKUX HArpysKax (ak-
TUBHBIX UTPaX, X0Ab0e), YacTble SMM30/bI O0NIell B Toprie,
TIIOXOJI aIIIeTIT, SNIM30/AbI 60Iell B )KMBOTE COXPAHSIIUC.

17.12.2025 1. KOHCYIbTMPOBAH MHQEKIVIOHVCTOM.
IIpn ocMmoTpe ApIXaHUe Yepe3 HOC 3aTPY[HEHO, TeMIle-
parypa tena — 37,2 °C. Koxxa 4mcTas, 0ObIYHOI OKPACKN.
[Ipy manpmanyy OTMeEYaeTCsl YBeNMYeHNe IMOBEPXHOCT-
HBIX (ApeMHBIX) MTMM}ATIYeCKUX y3/I0B B IIepeIHelIel-
HOII Tpymnie o 2 cM. 3eB yMEpeHHO TUIIepeMUpPOBaH,
MUHJIQJIMHBI TUIEePTPOGUPOBAHbI 0 2-1I CTENeHN, He-

MHOTO THUIIEPEeMUPOBAHBL. B JIerKMx [bIXaHME Be3MKY-
JApHOE, XpUIIOB HeT. JacToTa [AbIXaTelnbHBIX IBUKe-
Huit — 20 B MuHyTy. TOHBI cepplla 3BYYHbI, HECKOIBKO
apUTMUYHBL, ~ 68 B MUHYTY. JKMBOT MATKMIL, 6€3607e3-
HEeHHDIII, IIeYeHb He yBe/IMYeHa, Cele3eHKa He IajbIIu-
pyercs. CTyn 1 MOYeUCITyCKaHue B HOpMe. MeHNHIeanb-
HBIX 3HaKOB HeT.

Ouarnos: «OPBV, nerkas ¢opma, reprecBupycHas
UHDEKIVSI».

Ina yTouHeHMA aKTMBHOCTM BBISBICHHBIX paHee
IO pe3ynbTaTaM aHaaM3a KpoBM Ha aHTUTena IgG, BIII,
IIMB u BI'Y-6 mpoBeneHa mabopaTopHas JUarHOCTUKA
metopoM IIITP na Hanuune JHK sTuX BUpycoB B KpoBK
U B Ma3Kax (B SIIMTeINAIbHOM CJI0€) 113 3eBa I HOCa.

ITo pesynbraTaM IpOBeIEHHOTO NOIOMTHUTETBHOTO 00-
ClIefloBaHM OOHApPYXKeHO: B Ma3Kax u3 3eBa 11 Hoca JJTHK
IOMB — 1,5 x 10° kommit/mn, JHK BI'Y-6 — 1,4 x 10° xo-
mumit/mi; B Kposu JHK BI'Y-6 — 10 xommit / 10° kieTok
KPOBH.

Ilo pesynbratam mccnegosaHus metopoM IIIP mas-
Ka M3 HOCOITMIOTKM Ha Hammume BupycoB SARS-CoV-2,
IpUIINa, Iaparpuima, pecHUpaTOPHO-CUHIUTUATBHO-
TO BUpPYCa, PUHOBMPYCOB, METaITHEBMOBUPYCOB, OOKa-
BJPYCOB aJileHOBMPYCOB, BUpyca JmnmreiiHa — bapp,
BIIT-1, -2 He o6Hapy>KeHO.

C yd4eTOM HAaHHBIX O BO3MOXXHOCTU BBIPa>kK€HHOTO
BIMAHNA Ha MMMYHHYIO cucTeMy BblabaeHHBbIX JTHK
TepIIeCBYPYCHBIX MHQEKINI IPOBENEHO MCCIeJlOBaHNe
KJIETOYHOTO MMMYHMTETA.

Ilo pesynpraraM aHanm3a KpPOBM METOAOM JABYX-
LIBETHOM IHIPOTOYHOM LUTOMETPUM: JIEMKOLUTHI
4800/1 mM* (pedepencusiesHaueHns (7200-11500)/1 mm?),
muMonutel — 1776/1 MM® (pedepeHCHBIE 3HaYEHUS
(3000-6400)/1 mm?), T-kmetku (CD3*) — 1048/1 mm? (pe-
depencHbie 3Hauenus (2000-4400)/1 mm®), T — xenme-
pet (CD3*CD4*) — 586/1 MM’ (pedepeHcHble 3Haue-
ua (1500-3200)/1 mm®), mmronutmdeckme T-KaeTKu
(CD3*CD8*) — 337/1 mm® (pedepeHcHble 3HaUeHUs
(750-1500)/1 mm?), CD4*CD8* — 1,74/1 mm* (pedepeHc-
uble 3HaveHus (1,80-3,00)/1 mm®), B-knetku (CD19%) —
462/1 mm* (pedepencubie 3naueHus (800-1400)/1 mm?),
NK-knetkn (CD3°CD16'56%) — 178/1 mm’ (pedepenc-
Hble 3HaYeHu A 300-700).

Taxkum o6pasom, y pebenka ¢ OPBV, nudunuposa-
HueM BI'Y-6 u IMB BbIABNEHB IpU3HAKM MMMYHOZE-
¢unnra.

I nedennss OPBU B cooTBeTCTBUM C MHCTPYKIMeEN
K npemnapary [13] HasHaYeHO NPOTMBOBUPYCHOE JIeKap-
CTBEHHOE CPefICTBO IIMPOKOIO CHEeKTpa HeiCTBUS MHO-
3uH mpaHobekc 1o 1/2 Tabnetku (250 Mr) 4 pasa B IeHb.
B xauecTBe MeCTHOEJICTBYIOLIErO IpenapaTa Al Ky-
HNUPOBaHUs 0OJIEBOTO M BOCIAIUTETBHOTO CUHIPOMOB
PEKOMEH/IOBAaHO OpOILeHMe Topjia CIpeeM OeH3UmaMu-
HOM ruppoxaopuaoM (Opascent cormacHo MHCTPYKLINN
K IIpenapaTy MO>KeT Ha3HadaTbcA ¢ 3 et [14]) 5-6 pas
B JIeHb, 2 TAK)Ke OpOIlIeHNe HOCa MIPaMICTUHOM 3 pasa
B fleHb. Kypc nedenns cocrasun 10 gHe.



Ha ¢one Tepanum ynyduieHue caMOYyBCTBUSA OTMe-
YeHO Ha 3-U CYTKU IpUMEHeHNA NpenapaToB, KyNupo-
BaHMe KIMHNYECKON CUMIITOMAaTMKM — Ha 6-€ CYTKIU.
C penp0 TpOPUIAKTUKM IOBTOPHBIX SMU30[0B pe-
CIMPATOPHBIX MPOSIBJIEHNIT C YI€TOM YacThIX SIM300B
OCTPBIX pecHMpaTOPHBIX MH(peKUNiT Ha (oHe reprecBu-
PYCHOI MHpEKIMNU COITACHO MHCTPYKLIMM K IIperapary
[13] 6B1/10 peKOMEH/IOBAHO ellje 2 Kypca MHO3MHA IIPaHO-
6ekca muTenpHOCTBIO 10 mHelt o 250 Mr 4 pasa B JIeHb.
VInTepBambl MEX/y KypCaMM COCTaBUIN 8 THENL.

ITocne mpoBefeHHBIX KyPCOB JIedeHNA COCTOsIHME pe-
OeHKa 3HAYMTETBHO YMYYIINIOCH, Kamob Ha yToMIse-
MOCTb He ObI10, 6011 B roprie 1 60N B )KMBOTE He OTMe-
YaJIiCh B TeUeHMe 3 MecsleB HaOMIoieH N, TUMQOY3/Ibl
YMeHBUIM/INCh ¥ CTamu Ge3bomesHeHHbIMM. YacToTa
snusonos OPBV npu cpaBHeHNM € IPEABIAYIIUM FOLOM
YMEHDIIN/IACh.

O6cyxnenne

ITpencraBneHHblli KIMHWYECKMIT MPUMEP IHOKAa3bIBAeT
aKTYa/JIbHOCTh CBOEBPEMEHHOM [MAarHOCTUKM U Iie/IeHa-
npaBjieHHOTO BbIOOpa mpenaparos npu OPBY nHa ¢one
reprecBMpyCHbIX MHPeK1nit. VI3 pe3y1bTaToB MMMYHHO-
O CTaTyca Mbl MOXKeM NIPEATIONOXUTD, 4To BI'Y-6 1 ITMB
ObUIM TPUYMHON CHIDKEHUA MMMYHUTETAa U YacThIX
snusonos OPBM. Knnuukxa OPBU n OP3 y peteit mo-
KeT OBITh KYNMpPOBaHAa C IIOMOIIbIO IIPENapaToB YHU-
BEPCANIbHOTO MENCTBUA, K KOTOPBIM OTHOCATCA >Kapo-

YyacTme aBTopoB / Author contribution

A.A. TapBy30B — OLIeHKa MaTepuanos MeAMLMHCKOM OKYMEHTALMM W ONUCaHIe Kin-
HWYECKOr0 NpUMepa.

T.A. PyxeHLi0Ba — NoCTaHOBKa 3aAayy, aHann3 1 peakT1poBaHue TeKcTa.
A.J1. BalipakoBa — NoAroTOBKa UTEPATYPHbIX AaHHbIX.
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JETCKAA XUPYPIUA

HeoueBugHBIN AMATrHO3: PeKVE€ BapMaHThI YIBOEHU A

ypeTphbl Y Ma/IbUMKOB

11.C. Tapacosa*?, [I.A. Moposos', O.JI. Mopososa®, A.C. Uybeikuna®, 9.K. Asipau® >3, M.J. Atipanersan>*,
O.B. Cyxopmonbckasa®*, K.JI. Moposos?, M.B. Ilonosa’, A.A. 3arpsiHnHa®

! HayyHo-uccnenoBaTeNbCKU KITMHUYECKUIA MHCTUTYT neauaTpum U AETCKOM XMpYprum uMenu akapemuka H0.E. BenbTuiiesa
OrAQY BO «Poccuiickuit HauMoHanbHbIA UCCNeA0BaTENbCKUIA MeAULMHCKMIA yHuBepeuTeT uM. H.W. Muporosa» Munaapasa Poc-

cum (yn. TangoMckas, 4. 2, . Mocksa, 125412, Poccus)

2 OrAQY BO «[lepBblit MocKOBCKWI rOCYAapCTBEHHbIA MeAWULMHCKUIA yHuBepcuTeT uM. .M. CeueHoBa» Mun3ppasa Poccum
(CeueHoBckuit YHusepcuteT) (yn. bonblas Muporosckas, 4. 2, cTp. 4, . Mocksa, 119991, Poccus)
3 TBY3 [13M «[leTcKas ropoAckas KnuHnyeckas 6onbHuua N2 9 um. L. CnepaHckoro» (LLIMuToBckuit npoe3g, 29, r. Mockea, 123317,

Poccua)

“ TBY3 «MocKoBCKui1 MHOronpodMbHBIA KNMHUYecKUI LeHTp “KoMMyHapka” [lenapTaMeHTa 34paBooxpaHeHus roposa MockBebl»

(yn. CoceHckum CramH, A. 8, cTp. 4, . MockBa, 108814, Poccus)

Pestome

YnBoeHne ypeTpbl — peAKWUA BPOXAEHHLIN MOPOK pa3Bu-
TUS HUXKHWUX MOYEBBIX NyTeid, B NMOAABAAIOLLEM DONbLUNHCTBE
CNy4yaeB XapaKTepeH ANA ManbyukoB. WcTWHHas uvacTtoTa
BCTPEYAEMOCTU HEM3BECTHa, NyOMMKAUMM B MeAULMHCKUX
coobLiecTBax MasouMUCEeHHbl, KaK NpaBuiio, NpeacTaBlieHbl
OTAENbHBIMUA KIIMHUYECKUMK HabNtoaeHnaMu. YaBoeHus ype-
Tpbl N0APA3LEeNsIoT Ha NoJHoe (06e ypeTpbl BLIXOAAT OTAENBHO
3 MOYEBOr0 Ny3bIPSA ¥ OTKPLIBAOTCA KaX ,as CBOMM MeaTycoMm)
U HenosiHoe (f,00aBOYHbIA KaHan UMeeT TOMbKO OAHO OTBep-
CTWe: B AUCTaNbHOM OTAefie Ha NOBEPXHOCTM NOJIOBOO YSieHa
WM B NPOKCMMANbLHOM 0TAene, coobLyasnch C OCHOBHOI ype-
Tpoii). HenonHoe ynBoeHMe ypeTpbl BCTpeyaeTcs Yalle. Bapua-
BenbHOCTb M YaCcToTa KIIMHUYECKUX NPOSIBIIEHWN ONpeenseTca
TMIMOM aHOMaJsIMM W HaIMYUEM OCNOXHEHUI. Bepudukaums a-
PWaHTa YABOEHUS NMPK HaNM4YMK YLBOEHHOIO MeaTyca, Aedop-
MaLyy NOSIOBOrO YMIEHA M JBOMHOM CTPYM MOYM HE BbI3bIBAET
3aTpyAHeHUA. KnnMHuyecKne BapuaHTbl, CONPOBOXatoLLMecs
ON3YPUYECKUMU ABJIEHMAMM, peLUMBUPYIOLLEH UHGEKLME
MOYEBLIBOASALLMX NYTEN, HELEPHKAHUEM MOYM MU KITMHUKOM
napanpoKTWTa, BCTPEYAKOTCA 3HAYUTENBHO PEIKE U MOTYT Bbl-
3blBaTb TPYAHOCTW B CBOEBPEMEHHOI AMArHOCTUKE. YaBOEHUS
ypeTpbl, MpeAcTaBfieHHble HaNM4YMeM MapaypeTepanbHoOro

X0[a, MOTYT COMPOBOXAATbCA OTCYTCTBUEM CUMMTOMATUKM
B TEYEHWEe [ONUTENbHOro BpeMeHW. [lononHUTENbHbIE CHOX-
HOCTM CBA3aHbI C 0TCYTCTBMEM 0OLLENPUHATON YTBEPXK AEHHOI
KnaccuduKaunm, anroputMoB AUarHOCTUKM U TaKTUKW XMpYp-
FMYECKOro JIEYeHMS, YTO CTABUT nepef, LEeTCKUMU XUpypramu
U yponoramMu cepbesHble 3a4ayv Npu fe4eHUU LaHHON naTo-
noruu. bonblUMHCTBO cneuuanncToB oNMpaeTcs, Kak npaeuo,
Ha Knaccudukaumto yasoenus ypetpbl E.L. Effman (1976) u/unn
Williams — Kenawi and Mollard (1984). Mbl ucnonb3oBanu
knaccudukaumio E.L. Effman (1976), koTopas cuutaetcs Hau-
bonee NoSHOM M AETaNM3MPOBaHHOW, UMEHHO €e Mbl UCMOJIb-
30Ba/iu NPU ONMCAHMU KJIMHUYECKMX HabnloLeHn B AaHHOM
cTaTbe.

Xupypruyeckoe neyeHue 3aBUCUT OT KNacCMUKALMOHHOIO
TMNA U BKJIIOYAET, KaK NpaBuno, ucceyeHme 106aBoYHON ype-
TPbl M NAIACTUKY OCHOBHOI YpeTpbl Npu HeobxoaumocTu. Jleve-
Hue noaTtuna lIA2-Y npepcTaBnseT HanbonbluMe TEXHUYECKUE
CJIOKHOCTM, MOCKONbKY TpebyeT mnacTUKWM NPOMEXHOCTH, WUC-
CeYeHUs BTOPO YPeTpbl U BOCCTAHOBJIEHNA aHAaTOMMU MOYeunc-
MycKaTeNbHOr0 KaHana.

B naHHoii cTatbe npeacTasneHsbl IA2-Y Tunel yoBoeHWS ypeTpbl
Y MaJIbuMKOB.
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Abstract

Urethral duplication is a rare congenital malformation
of the lower urinary tract, predominantly observed in male pa-
tients. The true level of incidence is unknown, with the respec-
tive publications remaining scarce and typically reporting iso-
lated clinical observations. The variants of urethral duplication
can be broadly classified into complete and incomplete forms.
In complete duplication, both urethras exit separately from
the bladder and open via their respective meatuses. Conversely,
incomplete duplication features an accessory channel with only
one opening, either at the distal end on the surface of the penis
or in the proximal section, communicating with the main urethra.
Incomplete urethral duplication is more common. The variabili-
ty and frequency of clinical manifestations depend on the type
of anomaly and the presence of complications. Verification
of the duplication variant, particularly in the presence of a du-
plicated meatus, penile deformity, and a double stream of urine,
is, as a rule, straightforward. Clinical variants associated with
dysuric symptoms, recurrent urinary tract infections, urinary in-
continence, or paraproctitis signs are significantly rarer and may

pose challenges for timely diagnosis. Urethral duplications
presenting with a paraurethral tract may remain asymptomatic
for extended periods of time. Additional complexities arise from
the lack of a versatile classification system, diagnostic algo-
rithms, and surgical treatment strategies, which present serious
challenges for pediatric surgeons and urologists dealing with
this pathology. Most specialists typically rely on the classifica-
tion of urethral duplication proposed by Effman (1976) and/or Wil-
liams — Kenawi and Mollard (1984). The Effman classification is
considered to be the most comprehensive and detailed. Therefore,
in this article, we relied on this classification to describe clinical
observations. Surgical treatment depends on the classification
type and generally involves excision of the accessory urethra
and reconstruction of the main urethra when needed. The treat-
ment of IIA2-Y subtype presents the greatest challenges in terms
of requiring perineal reconstruction, excision of the second ure-
thra, and restoration of the main urethra anatomy. In this article,
we present cases of lIA2-Y urethral duplication in boys.

Keywords: urethra, urethral duplication, vesicoperineal fistula, paraproctitis, urinary tract infection
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BBenenne

YaBOeHMe ypeTpbl — 4Ype3BBIYAHO pefKasi aHOMAs
PasBUTHUA HVDKHMX MOYEBBIX IyTeil (HA CETOAHS B MU-
pOBOII NMTepaType ONMyONMMKOBaHO mopsifka 500 Kim-
HUYeCKNX Habmopenmit) [1, 2], BcTpedaercs Ipeumy-
I[eCTBEHHO Yy Ma/IbYMKOB 1 XapaKTepU3yeTcs: Hamu4IneM
[106aBOYHOTO MOYENCITYCKAaTeNbHOTO KaHaja, KOTOPbII
OTKpBIBA€TCA B OOAaCTV IOJIOBOTO WiIEHA, MOIIOHKW,
IPOMEXHOCTY WM aHyca (3, 4]. YaBoeHMe ypeTpsl Xa-
paKTepusyeTcsi MHOroOOpasueM U HeClenudpuIHOCTbI0
K/IMHUYECKVX MTPOSIBIEHNIA, YTO OIpefieNsieT TPYAHOCTH
B CBOEBPEMEHHOIl M TMPABWIbHON BepuUpUKALUU Iua-
rHo3a [5, 6]. Ha ceropns npepokeHO HECKOTBKO KIacCu-

dbukaiumit, H1 OffHA 13 HUX He SBJIAETCS OOIIETPUHATON
M YTBEPXKAEHHOI i/Isl TIOCTAHOBKY [AMarHo3a M BBIOO-
pa TaKTUKM XUPYPIUYECKOro jedeHVs. BOompIIMHCTBO
CIIELMAINCTOB OMMUPAIOTCS, KaK IPaBMUIO, HA K/IACCHU-
¢ukanuio yasoenus yperpsl E.L. Effman (1976) (puc. 1)
u/mmu Williams — Kenawi and Mollard (1984) (puc. 2).
Msr  ucmonb3oBaimu  knaccubukanuio E.L.  Effman
(1976) [7] kak HamboOIee IOAXOASAIIYIO IIPOAEMOHCTPUPO-
BaHHBIM B IAHHOJ CTaThe KIMHMYECKUM HAOTIONEHAM.

Ilenp maHHOI MyOMMKALUM — TPEACTaBUTb pefKie
K/IVHWYEeCK)e BAPMAHTHI YABOEHMs YPETPbl Y Maabuu-
KOB, a TaK)Xe aJrOPUTM O0OC/IeOBaHMUS U XMPYprude-
CKOJ1 KOPPEeKIIUN.
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Type 1 Type 2-A1
Type 2-A2 Type 2-A2, Y-duplication

Knaccuoukaumsa Effmann E.L. (1976)

PucyHok 1.

Knaccudukaums E.L. Effman, pucyHok A.A. 3arpsiHuHoi
Figure 1.

Classification by E.L. Effman, drawing by A.A. Zagryanina

Knuuangeckoe Haomromenne Ne 1
Manpumk 10 €T HOCTYNNII B OTAiE/IEHME TeTCKOI XUPYP-
ruu [JTKDB Ne 9 umenu I'H. Crepanckoro ¢ >xamobamu
Ha IepUOAMYecKoe BblfieieHre Mo4y 13 aHyca. Corac-
HO MaHHBIM aHaMHe3a, yKasaHHbIe >Xa/loObl BIIEpBbIe
OTMeYeHBbl B Bo3pacTe 2 neT 10 MecsiieB, 00cCmeoBaH
B JIETCKOM XMPYPIMYeCKOM CTalMOHape I. MOCKBbI, A1-
ArHOCTUPOBAaH TPaHCCHUHKTEPHBIN TMapapeKTaabHBbIil
cBUL (AMAarHO3 YCTaHOB/ICH Ha OCHOBAaHUM pe3y/bTa-
TOB MUKIVOHHON nucroyperporpadpum (MLYT)). Bor-
IIOJIHEHa IIONMBbITKA MCCEeYeHUs CBUIIA: B XOfie olepa-
IV YCTQHOBJIEHO, YTO CBUII He MMeeT 0(pOpMIeHHOI
CTEHKM, TO/IbKO CIM3UCTYI0 BBICTMIKY. Ero BhIfjeneHue
U JICCeYeHMe MHTPAONEpPALVIOHHO COYTEHO TeXHUYe-
CKJ HEBO3MOXXHBIM. IIpUHATO pelieHue 0 BBIIIOTHEHUY
€IMHCTBEHHOI BO3MOXHOJ MaHUIYIALUN — CKIepO3U-
pOBaHUM CBUIEBOTO Xofa 96% CHUPTOBBIM PacTBOPOM.
ITocne BBIMMCKM CIYCTA HECKOIBKO HEZEb BbIieNeHMe
MOYM 13 aHyca BO30OHOBU/IOCH, B T€YEHE [/INTE/IBHOTO
BpeMeHM pOfUTeNN He 0Opallamnuch K CelMaancTaM.
OO BbeKTUBHBII CTATYC IIPY MOCTYIICHUN: Hapy>KHbIe
TI0/IOBBIe OPTaHbl CPOPMMPOBAHBI IPABIBHO, IO MYX-
ckoMy Tuny. JAudkyu B MouoHKe. KpaliHAsa nnoTh ypa-

epispadias duplication: a)complete bjuncomplete cJone-eyed

hypospadias duplication: a) complete bluncomplete clone-eyed

spindle-like duplication Y-duplication

Knaccudukauma Williams-Kenawi
and Mollard (1984)

PucyHok 2.

Knaccudukauus Williams — Kenawi and Mollard (1984), pucy-
HoK A.A. 3arpsHuHoi

Figure 2.

Classification by Williams — Kenawi modified by Mollard (1984),
drawing by A.A. Zagryanina

neHa (paHee BBINIOTHEHO CIircUMmcisio prepuce), Mearyc
PacIonoXXeH MPaBUIBHO B IIEHTPe TOMOBKU IOIOBOTO
YjIeHa, JUaMeTp MeaTyca COOTBETCTBYET BO3pacTy. AHYC
cpopMMpOBaH NpPaBUIbHO, PACIONOXKEH B JOMKEHCTBY-
IoIlleM MecTe, COMKHYT. [Ipu manblieBoM pasgparkeHUn
ONpefeNATCA KOHLEHTPUYECKNE COKpalleHUA BOJO-
KOH Hapy>XHOTO aHa/lbHOTO cpuHKTepa. AHYC CBOOOJHO
MpOXOAVM MJIS yKas3aTe/lbHOro manbla. CeuiieBoe OT-
BepCTHe NPV OCMOTpe IepraHaabHOl 00/1aCTy He oIpe-
memnAeTcs.

[l1s1 BU3yanusanuu CBUILEBOTO X0fia ObIJIO TPOBeIeHO
KOMIIZIEKCHOe oOcrenoBaHme. IlepBocTeneHHO BBINOI-
HEHbl PEHTIeHOIIOTMYECKME MUCCNIelOBAaHMUA: LUCTOype-
Tporpadus, IO AAaHHBIM KOTOPOJ 3aTeKOB KOHTpacTa
U KOHTpPacTMpOBaHMA CBUILEBOTO XOAa He OTMEYeHO
(puc. 3). Janee — skckpeTopHas yporpadus, ucciegoBa-
HIe BBIABWIO HOPMAajbHOE CTPOEHME MOUYEBBIBOASAIINX
IyTell, 3a UCK/IIOYeHNEM HEe3HAYMTETbHOTO CKOIIEHMUS
KOJIMYeCTBa KOHTPACTHOTO BeIeCTBA B BUMIE «IJ/IBIO-
KI» B IPOEKINM TpebHs TOOKOBOI KOCTU CieBa, KOTO-



PucyHok 3.

MWKLMOHHas uncTypeTporpadus: AaHHbIX 33 NATONOMMI0 HUX-
HWMX MOYEBLIX MyTelt He 0TMeyaeTcs (PoTo U3 apxuBa Kadenpbl
JETCKON XMPYPrum 1 yponorum — angponoruv um. J1.IN. Anek-
CaHApoBa)

Figure 3.

Voiding cystourethrography: no evidence of lower urinary tract
pathology (photo from the archive of the L.P. Alexandrov De-
partment of Pediatric Surgery and Urology—Andrology)

poe TMepBOHAYANBHO OBIIO paclieHeHO KakK apTedaxT,
HO Hp]/[ OEeTAaIbHOM OCMBICIICHUN peSY}IbTaTOB HATOJIK-
HYTIO Ha MBIC/Ib O CBA3M C MOYEBBIM HY3I)IP€M n npe;[—
OIlpefieNnIO CrIefyIolee VccaegoBanue (puc. 4).

PucyHok 4.

3KcKpeTopHas yporpadus. OTMeyaeTcs CKoMeHMe KOHTpacTa
B MPOEKLMM rpebHs JI0OKOBOM KOCTM C/1eBa B BUAE «ITIbIOKW»
(dboTo 13 apxmBa Kadeapbl AETCKON XUPYPru1 M ypoaorum —
aHaponoruu um. J1.I. AnekcaHapoBa)

Figure 4.

Excretory urography. A contrast accumulation in the projection
of the pubic crest on the left noted in the form of a «lump»
(photo from the archive of the L.P. Alexandrov Department of
Pediatric Surgery and Urology-Andrology)

[IpuHATO pelieHMe O MPOBENEHUN TPOObI C MeTHIe-
HOBBIM CUHUM: B MOYEBOIl Ny3bIPb BBeJleH KOHTPACT,
CITYCTs 9ac MOC/Ie BBEJIeHNsI OTMeYeHO Kalle/lIbHOe Bblfe-
JIeHVe KOHTpPAacTa Yepe3 TOYeyHOe OTBEPCTIHE, PACIONo-
JKEHHOE TTapapeKTa/JbHO B IIPOEKIMY 3 YaCOB YCIOBHOTO
nudepb6bnara (puc. 5). Ilocne moaTBep>KIeHN S COOOIIEHNA
MOYEBOTO ITY3BIPsI C TapapeKTanbHOI 06/1aCThIO OBITT BBI-
IIOJIHEH Psifi MICCIeOBaHIIT, HATIPaB/IEHHBIX Ha BU3YasIN-
3aI[MI0 BBIABIIEHHOTO CBMIIEBOTO Xofa — (ucTynorpa-
¢us (puc. 6) u KT-3D-mopenuposanne. Puctynorpadpus
C BBefleH/eM BOJOPAacTBOPMMOTO KOHTpPACTa MO3BOJIN/IA

ApxuB negmaTpun u feTckoi xupyprum Ne2 [3] 2025 roga

PucyHok 5.

ToyeyHoe BbiAeNeHWe KOHTPacTa (METUNEHOBLIN CUHUIA) B Na-
papeKTanbHoi obnacTu (GoTo U3 apxmBa Kadenpbl AETCKOV
XWpYpruu n yponorum — anaponorum uM. J1.I. Anekcanaposa)
Figure 5.

Spot-like contrast medium (methylene blue) discharge in the
pararectal area (photo from the archive of the L.P. Alexandrov
Department of Pediatric Surgery and Urology-Andrology).

PucyHok 6.

OucTynorpadms ¢ KOHTpacTMpoBaHUeM (poTo U3 apxuBa
Kadenpbl AETCKOW XMPYPrUW U YpONOruM — aHLPONOrUU

uMm. J1.IN. AnekcanapoBa)

Figure 6.

Fistulography with contrast (photo from the archive of the

L.P. Alexandrov Department of Pediatric Surgery and Urology—
Andrology)

BepUGUIMPOBATh PACIONOXKEHNE U MPOTIKEHHOCTb
CBUIIEBOTO XOfia (MMPOTSKEHHOCTh [0 6,0 ¢M, HAauOOMb-
LIVM IMaMeTPOM B IUCTaAbHBIX 0TAenax — g0 0,5 cm).
Tak>ke TOATBEPXKAEHO COOOIIIEHNIE C MOYEBBIM ITy3bIpeM
B 00/1aCTY LIEVIKM, KOHTPACT JOCTOBEPHO OIPeMesiIcs
B mornoctu Modesoro myswipsa. KT-3D-mopenmposanue
IeTajbHO OMpeenIo TONMOrpaduo U CUHTOIUIO CBU-
ma (puc. 7).

3aBeplIALMM 3TallOM B AMArHOCTUYECKOM a/JITOPUT-
Me CTajia ypeTpOLCTOCKONNA C IpefABapUTEeIbHBIM BBe-
IEeHMeM B Hapy>KHOe OTBEPCTMe CBUINA ITafKOTO IIpo-
BOJHMKA, NPY IPOBENEHUM KOTOPOrO Ha PaCCTOSHUM
6 cM B LIeJiKe MOYEBOIO Iy3blpsA IPUMEPHO Ha 3 4yacax
BM3ya/NM3MPOBaH IPOKCYMA/bHBIN KOHel IPOBOJHMKA,
BBIXOJ[SII[MIT U3 TIATOTOTMYECKOT0 Xofa. Takum o6paszom,
KOHCTaTMPOBAaHO Haju4lMe IY3bIpHO-IIPOMEXHOCTHOTO
csua (puc. 8).

Xupyprudyeckoe Je4eHMe 3aK/IK4YaJOoCh B ION-
HOM MCCEYEeHUM CBUINA IO LIEKM MOYEBOTO Iy3bIps
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PucyHok 7.

KT-MogenupoBaHue cBuLLEBOrO xoaa (hoTo M3 apxuBa
Kadeapbl AETCKOI XMPYPrvmM 1 yposioruu — aHaposiorum

um. J1.MN. AnekcaHaposa)

Figure 7.

CT modeling of the fistula tract (photo from the archive of the
L.P. Alexandrov Department of Pediatric Surgery and Urology—
Andrology)

PucyHok 8.

Linctockonmsa ¢ 3aBeieHNEM [NALLKOr0 NPOBOAHMKA B CBULLE-
Boe oTBepcTHe (hoTo M3 apxmBa Kadeapbl LETCKON XUPYPrm

v yponorun — aHaponoruu uM. J1.I. AnekcaHaposa)

Figure 8.

Cystoscopy with insertion of a smooth guidewire into the fistula
opening (photo from the archive of the L.P. Alexandrov Depart-
ment of Pediatric Surgery and Urology — Andrology)

6e3 TpaBMaTM3aIMM IOCTefHel. B Hapy>XHOe cBUIIIEBOE
OTBEpPCTHUE YCTaHOB/IEH KareTep Henmarona Ne 6, BOKpyr
CBUILIEBOTO OTBEPCTUA BBINONIHEH OKaMMJIAIOLNUI Pas-
pes, CBUIL B3AT Ha Iep>KaJIKM, BbIZIE/IEH OT OKPY KaIOLINX
TKaHel, y eMKM MOYEBOTO ITY3bIPA ABaXK/bI IUTVPOBaH
u orcedeH. IIpy MoOMMIM3aMM OTMEYEHO, YTO CTEHKA
CBUIIIA TIPEJCTaB/IeHA TONBKO SINUTENINATIbHON BBICTUII-
Koit (puc. 9 a, 6).

[Tocne omepanyy pe6eHOK HaXOAMJICSA Ha ypeTpalb-
HOM KaTeTepe 7 CYTOK, IPOBEleH KYpC CTaHZApTHOM
aHTHOMOTHKOTepanuu. Beimucan Ha 10-e cyTKM mocre
CHATHA IIBOB, OTMEYEHO 3a)KMBJIEHME NEPBUYHBIM Ha-
TAXKEHUEM.

IIpy MUKPOCKONMYECKOM MCCIEeNOBAaHUM OIlepa-
IIIOHHOTO MaTepuana B CTeHKe CBUINA OOHapy>KeHbI
(parMeHTHl ypOTeNnNsA ¥ MBILIEYHBIX BOTOKOH. AHa/IN3
JUTEPATyPbl B COBOKYIIHOCTYU C pe3y/bTaTaMU TMICTOJO-
TMYeCKOTO MO3BOMNUII CHENaTh IPEIIONOKEHNE O HaIN-
MM y TTAI[MEeHTa Y{BOEHNA ypeTpsl (puc. 10).

PucyHok 9a.

Wcceyenue ynBoeHHow ypeTpbl (oTo U3 apxuBa Kadeapbl
LEeTCKOW XMpYPrumn u yponorum — augponoruu um. J1.IN. Anek-
caHapoBa)

Figure 9a.

Excision of a double urethra (photo from the archive of the

L.P. Alexandrov Department of Pediatric Surgery and Urology—
Andrology)

Al
PucyHok 96.
Wcceuenme ynBoeHHoi ypeTpsl (GoTo 13 apxuBa Kadeapb!
DETCKON XMpYprum 1 yponoruv — anaponorum um. J1.I. Anek-
caHapoBa)
Figure 9b.
Excision of a double urethra (photo from the archive of the
L.P. Alexandrov Department of Pediatric Surgery and Urology—
Andrology)

KouTponbHoe obcenoBanme mpoBefeHo depes 1, 12
u 24 MecsIa, JaHHBIX O penuause HeT (puc. 11). Ha xoH-
TPOJIbHOM LIMCTOCKONIMM CIYCTA 24 MecsAla OTMEYaeTCs
BBIOyXaHMe CIM3KUCTO B OOIACTM LIEVIKM MOYEBOTO IIy-
3bIpA (B IpeXXHEM MeCTe PacIONOXKeHMS BHYTPEHHETO
OTBepCcTMs JO0OABOYHOTO MOYEVICITYCKATe/TbHOIO KaHa-
J7a), TIOUCK CBUIEBOTO XOfia C MOMOIIBI0 MPOBOTHUKA
pe3yabTaTOB HE Jajl.

Knunnueckoe Habmromenme Ne 2

Manpuuk, 1 rog 2 Mecsna, ¢ pOXAeHUs HabMOgancs
Cc 00beMHBIM 00pa3oBaHMEM B MepUaHaIbHON 06a-
ctu. B Bospacte 10 MecsALeB TOCIUTAIN3NPOBAH C KIN-
HMKOJMl OCTPOro HapampoOKTUTA, MPOBEEHO BCKPbITHE
U JpeHMpoBaHMe abcliecca, CTAaHAAPTHBIN KypC aHTU-
6axTepmanbHOil Tepamuu. llocme CTUXaHUS OCTPBIX
CUMIITOMOB BOCHAJIeHUSI IIOCeJOBAaTe/IbHO BBINIO/IHE-
Hbl Y3U u ¢ucrynorpadus. Pesynbrarsl nccniesoBaHmit
BBISIBIJIN, YTO IIOJIOCTDb abcliecca MMeeT 3HAUUTEIbHYIO



PucyHok 10.

lMcTonornyeckoe uccnefoBaH1e onepauyuoHHOro MaTepuana.
OKpacKa reMaTOKCU/IMH-303MHOM 1o BaH [30oHy (doTo 13 ap-
xvBa Kadenpbl AETCKOW XMPYPTriK U YPONIOrMM — aHApPOJIOrum
uM. J1.MN. AnekcanapoBa)

Figure 10.

Histological examination of surgical material. Van Gieson
hematoxylin and eosin staining (photo from the archive of the
L.P. Alexandrov Department of Pediatric Surgery and Urolo-
gy-Andrology)

PucyHok 11.

KoHTponbHas MUKUMOHHas uuctoypetporpadus yepes 12 me-
caueB (poTo 13 apxmBa Kadeapbl AETCKON XMPYPr1 1 yposo-
ruv — aHaponorumn uM. J1.M. AnekcaHapoBa)

Figure 11.

Control micturition cystourethrography after 12 months (photo
from the archive of the L.P. Alexandrov Department of Pediatric
Surgery and Urology—Andrology)

IPOTSKEHHOCTh B MATKUX TKaHAX M COOOIIAETCS C MO-
4eBBIM ITY3bIpeM, CAENTAHO IIPeAIIONIoKeHNe O HATNINI
BPOXXJEHHOTO Iy3bIPHO-NIPOMEXHOCTHOTO cBuiia. Pe-
0€HOK BBINMMCAH C PEKOMEHMAALMAMY IIOBTOPHOTO 00-
C/IeflOBaHMA Yepe3 MeCsl], HO CIIYCTS HEeCKO/IbKO JHel
TOCHNUTAIM3NPOBAH IOBTOPHO C Jkajobamu Ha Oec-
MOKOJICTBO IpY MUKIVM ¥ HENPUATHBINA 3alax MOYI;
IpOfIO/DKEHa aHTMOAKTepIaIbHAS TePANN IO IIOJTHOTO
KYIMpPOBaHUS BOCIAJINTEIbHBIX SIBJIEHNI M HOPMAJN-
3a1uy 1abopaTOPHbIX OKa3aTerelt.

Croyctsi fBa Mecslla IOSBUJICS OTeK, IOKpacHeHUe
¥ 607Ie3HEHHOCTD B 06/1aCTV MOIIOHKM cIipaBa. [ocnura-

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

nu3anusA B oTaenenne gerckon xupyprun MMKL «Kowm-
MyHapKa». [Ipy ocMOTpe B niepuaHaIbHOI 06/1aCTH Ha fie-
BATHU 4Yacax yCIOBHOTO IjudepOraTa BU3yanu3upoOBaHO
cBuleBoe oTBepcTue framerpom 0,1-0,2 cm 6e3 oTaens-
emoro (puc. 12). C yuyeToM IpembIfyIIero aHaMHe3a IIpy-
HATO pellleHue O MpOBefleHNN LucTorpaduu, B pes3yib-
TaTe KOTOPOII IIpU MUKIMM OOHApy>kKeH 3aTeK KOHTpacTa
BHe MOYEBOTO NY3BIps B CBUILEBON XOf. BblmonHeHa
LMCTOCKONNMsA — CBHUILEBOE OTBEPCTHME HE BU3yanU3U-
posaHo. Ha cepuu cammkxos MPT manoro Tasa B mpo-
ME>XHOCTHOJI K/IeT4aTKe CIIpaBa OOHapy>KeH CBUIIEBO
XOfl IPOTsXXeHHOCThI0 35 MM, mupuHoi 13 Mm. Hako-
IIJICHHBIJI HAaMI paHee ONBIT MO3BOMNII MPEANON0KUTD
Ha/m4ye yABOeHM A ypeTpsl. [IpuHsaTO pemienne 06 ome-
pPaTMBHOM JIe4eHUM: B IepMaHANIbHOI OOaCTM BBIIOJ-
HeH paspes, TYIBIM i OCTPBIM ITyTeM BBIIIOTTHEHA MOOY-
nu3anyA cBua (puc. 13), KOTOPBIT MHTYMHO IIPUJIeTaT
K m. levator ani ¥ cTeHKe NPSAMOI KUIIKU JIO YCTIOBHO-
TO BXOXX/IEH! S MOC/IEHErO B LIEIKY MOYEBOTO IIy3bIps,
nurupoBaH, nepecedeH. CooOIIeHNsI CBUIEBOTO XOfia
C IpAMOII KMILKOI He BbIABIEHO. IIpy rucronornyeckom
UCCNIeIOBAHUY YCTAHOBJIEHO, 4TO CT€HKa CBUIIEBOTO
XOfla IpefcTaBlIeHa (pUOPO3HO-MBIIIETHON ¥ 3Pesoi
JKMPOBOJ TKaHbIO C BBICTUJIKON Y3 MHOTOCJIOIHOTO IIJIO-
CKOTO HEOPOTOBEBAIOIETO U IIEPEXOIHOTO SN TENU .

" 3

B

PucyHok 12.

JlokanbHbIN cTaTyc. CBuLLEBOe 0TBEPCTME Ha 9 Yacax YCI0BHO-
ro undepbnara (poto u3 apxmea Kadeapbl AETCKON XUPYPruv
u yponoruv — aHaponorum uM. J1.I. AnekcaHaposa)

Figure 12.

Local status. Fistula opening at 9 o’clock on a conventional
clock face (photo from the archive of the L.P. Alexandrov De-
partment of Pediatric Surgery and Urology-Andrology)

PanHmMiT nocneonepallyIOHHBIN TEPUOJ, OCIOKHUIICA
HECOCTOATEIbHOCTBIO OJHOTO KOXXHOTO IIBa M HarHoe-
HJeM B 00/IacTy Ollepaliuy, CUTYaLUIO0 YaIoCh CTabu-
NMM3MPOBATb MECTHOV KOHCEpPBATMBHOI Tepamueil (BaH-
HOYKM C PacTBOPOM IepMaHraHara Kajus). PeGeHok
HaXogMJICA B CTaljMOHape [0 IIOJIHOTO KYyNMPOBAaHUA
BOCIIA/IMTEIBHOTO IIpOLiecca, BBINMCAH JIOMOM B YIOB-
JIETBOPUTENBHOM COCTOSHUM.
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PucyHok 13.

CreHKa CBULLEBOr0 X0/a BbleIeHa U3 OKPYIKAIOLLMX TKaHE
(doTo 13 apxmBa Kadenpbl LETCKOW XMPYPruM 1 yponorum —
aHaponoruu um. J1.IN. AnekcaHaposa)

Figure 13.

The wall of the fistula tract isolated from the surrounding tis-
sues (photo from the archive of the L.P. Alexandrov Department
of Pediatric Surgery and Urology—Andrology)

O6cyxnenne

[IpencraBieHHble KIMHUYECKMe HAOMIOfeHNS, Ha Hall
B3IJISIL, Hambomee cooTBeTCTBYWT IIA2-Y-Tmmy ypmso-
eHns yperpnl cormacHo kimaccudmkanum E.L. Effman,
IIpY KOTOPOM 106aBOYHAs ypeTpa OepeT HayasIo B IIeliKe
MOYEBOTO Iy3bIPs M OTKPBIBAETCSA COOCTBEHHBIM MeaTy-
COM B 00/1aCTH aHyca VI IIepyaHaaIbHOI 06/1acTy (puc.
14). Xupyprudeckoe uccedeHye py TaKOM THUIIE YABOe-
HUA CONPSDKEHO CO 3HAYUTENIbHBIM PUCKOM TpaBMaTU-
3alMM Ba)KHBIX aHATOMMYECKMX CTPYKTYp B IOTOCTHU
Masoro Tasa. Msyums ombIT Kojter B Poccuiickoit Pe-

PucyHok 14.

feparyy 1 3a py6exxoM, Mbl CAe/Iaiy BBIBOJ, YTO MHbIE
METOABl OIEPATVBHOTO JIeYeHUs (97IeKTPOKOATY/IALNUA,
CKJIEpO3MpOBaHNUe) TPU HATUYUU SMUTETUATBHON BbI-
CTUIKM B CTEHKe CBUILEBOrO Xofa ManodddeKTUBHBI,
TaK KaK He MCK/IIOYAI0T pa3BuTuA penuausa. [lonHoe nc-
cedeHMe OOABOYHOI ypeTpsl AB/IsIeTCs Hanboee mpef-
MOYTUTENIbHBIM. B 060MX KIMHUYECKUX HAOMIOIEeHUAX
HaM YJa/0Ch JOCTUTHYTb CTOMKOI PEMUCCUN: IIPU KOH-
TPOJIBHOM o6cIenoBaHNN uepes 1, 12 u 24 mecana nog-
TeKaHMA MOYY, MH(EKLNN MOYEBBIBOAAIINX ITyTell HeT.

3akaoueHne

YoBoeHMe ypeTpbl BCTpedaeTcs KpaliHe PefKo, KJINHU-
YyecKas KapTMHa BapbUpyeT B 3aBUCHMOCTM OT KiIac-
cubUKAIIMOHHOTO THUIIA TOPOKa, Bepudukaumsa Bapu-
aHTa YOBOEHNUsA IIpPM HAIMYMM YBOEHHOTO Mearyca,
medopManyy MOTOBOTO YIeHA U ABOVHON CTPYM MOYM
He BbI3bIBaeT 3aTpyfHeHuil. KiuHudeckme BapMaHTBHI,
CONPOBOXKTAMIMECA OU3YPUIECKUMM ABIECHUAMH, pe-
UAVBUPYIOIIell MHQeKIell MOYeBBIBOAAMINX IyTel,
Heflep)KaHMeM MOYM VAU KJIMHUKON IapampoOKTUTA,
BCTPEYAIOTCs 3HAYUTENBHO PeXe M MOTYT O0yCIaBIy-
BaTh TPYAHOCTH CBOEBPEMEHHOI IIOCTAaHOBKY JMarHo3a.
Baxkubiit ¢akT: Hammume COOOILIEHNS MEXY MOYEBbIM
Iy3bIpeM U IIPOMEKHOCTBIO MO0 MPSAMOIL KUIIKOM MO-
JKeT CTaTh NIPUYMHOM XPOHMYECKON BOCXOZALIEN WH-
dexIMM MOYeBBIBOAALIVX ITyTell, Maljepanuy KOXXHBIX
MMOKPOBOB IIPOMEXXHOCTH, BBIPAXKEHHOTO IucKoMbopTa
U CHUDKEHIA Ka4eCcTBa >KU3HI.

Ha mam B3riap, myOonukanusa pegKux KIMHUYECKUX
HabmofleHnit 1 06Cy’X/eHNe B podecCHOHaIbHbBIX CO-
00111eCTBaX CIIOCOOCTBYET HAKOIIEHMIO KIMHUYIECKOTO
OIIBITA B JIEYeHUM JaHHOI IMaTOIOTHNA.

CxeMaTu4ecKoe n3obpaxeHue nopoka. Mnnoctpaumsa a.M.H., npodeccopa [1.A. MoposoBa

Figure 14.

Schematic representation of the defect. Illustration by D.A. Morozov, Dr. Sci. (Med.), Prof.
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AHanus IIPMMEHCHI A MYKO)II/ITI/I‘IGCKOI?’I Tepalinmn
IIpn MYKOBICOINO3€ 110 JTaHHDBIM HalIIOHA/IbHbBIX

PErUCTpOB

B.B. lllagpuua®?, EJ. Konpparsena®?

' TBbY3 MO «HayyHo-uccnefoBaTeNbCKUN KIMHUYECKUIA MHCTUTYT AeTcTBa MuHMcTepcTBa 3apaBooxpaHeHus MockoBcKoii obna-
ctu» (yn. KoMuHTepHa, a. 24a, cTp. 1, . Mbituwwm, 141009, Poccus)
2 OrBbHY «MepuKo-reHeTUYECKMIA HayYHBIA LeHTp UM. akag,. H.M. boukosax (yn. Mockeopeube, 4. 1, . Mockea, 115522, Poccus)

Pestome

lpoBefeH aHanM3 NPUMEHeHUs MYKONMTUYECKUX NpenapaTtos
Mo LaHHbIM HaLMOHANbHbLIX PETUCTPOB MALMEHTOB C MYKOBUC-
unpo3om (MB) B cTpaHax Esponbl, CLUA, KaHagbl, ABcTpanuu
1 Poccun. MyKkonutuyeckas Tepanus sBISETCA 0CHOBHBIM KOM-
MOHEHTOM Tepanuu nauueHToB ¢ MB. MykonuTuyeckue npena-
paTbl NPUMEHANN Y NaLMeHTOB BCex Bo3pacToB. [lopHasy anbda
Ha3Hayanm bonbLLEeMY YMCNY NALMEHTOB NO AAHHBIM BCEX peru-
cTpoB. B Poccuun npenapat focTyneH Ans Bcex nauueHTos bna-
rofaps nporpamMe «14 BbICOKO3aTpaTHbIX HO30J10MM» U BbIMY-
ckaemoMy B Poccumn broananory gopHasel anbda. o AaHHbIM
perucTpos, AopHa3y anbda yalle, YeM B ApYrux CTpaHax, npu-
meHanu B Poccun — po 95,8% B 2019 r., npuuyeM 25,9% naumeH-
TOB NOJTy4anu BTOpYIO [,03Y UHTPaHa3anbHo (B 2023 r.). B CLLIA
AopHasy anbda HasHavanm fo 90% naumeHToB, B ABCTpanuu —

1o 60%, B KaHage — R0 52% B3pocnbiX NaLMEHTOB, B CTPaHax
EBponbl npenapat nonyyanu bonee 50% naumeHTos.

N3 BbICTPbIX MYKONMTUKOB Npeobniafany HasHaYeHUs MHrans-
LM rMnepToHMYECKOro pacteopa, Kotopbld B CLUA nonyyanm
10 77% nauueHtos, B Poccun — 1o 72,7%, B cTpaHax EBponbl —
0o 52,3%, B Asctpanuu — pno 45,4%, B KaHane — po 41,6%
B3pOC/bIX NaumeHToB ¢ MB. NHranaumm MaHHWUTONa NPUMEHSN
B €MHUYHBIX C/ly4asX — NpeUMYLLECTBEHHO B NOAPOCTKOBOM
Bo3pacte (go 15,7% noapocTkos ¢ MB Aectpanumn B 2020 1.).

B nocnepaHure roapl Bo Bcex CTPaHax 0TMeYeHa TeHAEHUMS K He-
3HaUYUTEIbHOMY CHUXEHMIO MOTPEDHOCTU B MYKOMUTUYECKUX
npenaparax, 4to, BepoATHO, CBA3aHO ¢ npuMeHeHneM CFTR-mo-
LYNATOpOB.
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Analysis of mucolytic therapy use in cystic fibrosis

based on national registries
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Abstract

An analysis of mucolytic drug use was conducted using data
from national cystic fibrosis (CF) patient registries in Europe,
the US, Canada, Australia, and Russia. Mucolytic therapy is
a key component of CF treatment. Mucolytic drugs are used
in patients of all ages. During the study period, dornase alfa
was prescribed to the largest number of patients across all reg-
istries. In Russia, this drug is available to all patients, largely
owing to the “14 High-Cost Nosologies” program and the pres-
ence of a dornase alfa biosimilar produced in Russia. Accord-
ing to registry data, dornase alfa was used more frequently
in Russia than in other countries — up to 95.8% in 2019, with
25.9% of patients receiving a second dose intranasally (in 2023).

In the US, dornase alfa was prescribed to up to 90% of patients,
in Australia — up to 60%, in Canada — up to 52% of adult patients,
and in the EU, more than 50% of patients received this drug.
Among rapid-acting mucolytics, hypertonic saline inhalation
was the most commonly prescribed, accounting for up to 77%
of patients in the US, up to 72.7% in Russia, up to 52.3% in the EU,
up to 45.4% in Australia, and up to 41.6% in Canada among adult
CF patients. Mannitol inhalation was used in individual cases,
primarily in adolescence (up to 15.7% of adolescents with CF
in Australia in 2020). In recent years, a slight decrease in the use
of mucolytic medications has been observed across all coun-
tries under study.

Keywords: cystic fibrosis, patient registry, dornase alfa, mucolytic therapy
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IIpu mykoBucungose (MB) n3MeHeHne paboThl KaHana
CFTR npuBoAnT K HapylleHUAM TPAHCIOPTa 3/1eKTPo-
JUTOB, YTO MOXXeT BBI3BaTb 00€3BOXKMBaHME CeKpeTa
Ha IIOBEPXHOCTY AbIXaTEJIbHBIX NYTeNl M IPEenATCTBO-
BaTb HOPMa/JbHOMY MYKOLVINAPHOMY  KJIMPEHCY.
B peixaTenbHbIX NMyTAX Opu MB u3MeHeHMA MOHHOTO
TPAHCIOPTA IPUBOAAT K 00pa30BaHMIO I'YCTOTO CEKPeTa,
00Typaruy AbIXaTe/IbHbIX IyTell ¥ MPOrpecCHPOBAHNIO
MOBpeXAeHUs snuTenus (1, 2].

Y mereit ¢ MB noBropstomuecs 6akTepuanbHble MH-
(eI BBI3BIBAIOT XPOHUYECKME BOCIIATUTENbHbIE U3-
MeHeHUs, Iporpeccupyoumit pubpos ¢ norepeit GyHk-
LY JIETKKX [3, 4].

I'HOVIHBIN ceKpeT [bIXaTe/bHBIX NyTeil y MaljMeH-
TOB ¢ MB cofepXUT O4eHb BBICOKME KOHIJEHTpaluu
BHekjieTouHoit [JIHK, BbifenseMoit [ereHepaTVBHBI-
MU JIeIKOLUTAaMM, KOTOpble HAKaIlJIMBAaIOTCSA B OTBET
Ha MHQUIMPOBaHME ABIXaTeTbHBIX IyTell pasINyHbIMU
MUKpPOOpraHusMaMn [5, 6].

MB xapakTepusyeTcsi XpOHMYECKMM BOCIIAa/lI€HU-
€M [IbIXaTe/IbHBIX IyTell M IOCTENEeHHBIM CHIDKEHMEM
(YHKIINY JIeTKVX Ha IIPOTsDKEHNY XKU3HY TanyeHTa [7, 8].
LIvK/I XpOHMYeCKOI 00CTPYKIMM, MHPEKINI 1 BOCIIaTe-
HUA B KOHEYHOM MTOTE CIIOCOOCTBYET Pa3BUTUIO JbIXa-
TEIBHOJ HEJOCTaTOYHOCTY, KOTOpasi cocTaBiseT Oomee
80% CMepTHOCTM Y MAIMEeHTOB C MYKOBUCIUTO30M [9].
[TosToMy OONBIIMHCTBY MAI[MEHTOB HEOOXORMMBI MY-

KOJIUTHWYECKIe TIPeIaparhl ¢ LEMbI0 MpeayIpesKaeHNns
HAaKOIUIEHV A I'YCTOTO BA3KOTO CeKpeTa U MOC/IeAYIOUIX
6pOHXOIETOYHBIX OCNTOXKHeH M 6onesun [1, 9].

CrpaTerns 1o yay4IIeHNIo IIPOXOMMOCTY JbIXaTe/Tb-
HBIX IyTell SIBAeTCA OfHOV M3 OCHOBHBIX TepaleBTH-
YecKUX 1esneit mpu MB, 1151 4ero mmpoko Ha3HaA4YaKTCs
MYKO/IUTUYECKe Tperaparsl. VIHTaniAMoHHOe IpuMe-
HeHIe TopHa3bl anbgda mpusHaHO BaXHBIM mpu MB [10].
I'mpponusys JHK B GpoHXxmanbHOM ceKpeTe MaliyieH-
TOB C MYKOBUCIMJ030M M CHVDKasl BI3KOCTb MOKPOTBHI,
mopHasa anbda cumraercsa 9(PQPEeKTMBHBIM IIpenapa-
TOM I IPOMWIAKTUKU CHVDKEHUs (QYHKIVN JIeTKUX
U yMeHblleHus 4dncia obocrpenuit [10]. C nenpro 6bI-
CTpOro MYKOMUTHMYeCKOro 3¢ddekTa IOKasaHO Ha3Ha-
YeHMe MHTAIALUI runepToHndeckoro pactsopa NaCl
MJIM MHTAIALMOHHOro MaHHuToNa [1, 11, 12].

Bo MHOTMX CTpaHax BefyTCA PEruCTpbl IALVEHTOB
¢ MB, rze oTpaxxeHa nHpOpMAIUA O MYKOTUTIYECKON
Tepanuy MareHToB.

Ilenbto maHHOM paboOTHl OBUIO M3YYUTH TEKYIIYIO
HNPAaKTUKY IPUMEHEHNA MYKOIUTUYECKUX IIpeIapaToB
npu MB mo gaHHBIM HallOHA/TBHBIX PETUCTPOB B pas-
HBIX CTpaHax.

MeTtoabl
IIpoBefen aHanM3 HasHauYe€HUSA MYKOMUTHYECKON Te-
panuu manueHToB ¢ MB B crpaHax Espomnbi, CIIA,



90

0630p/Review

Kanagel, ABcTpanuu u Poccuu o gaHHbIM HallIOHA/Ib-
HBIX peruCTpoOB NalueHTos ¢ MB.

Pesynbrarsl

B Perucrpe manuenros Espomeiickoro o6mecrsa MB
ECFSPR npepncTaBneHbl JaHHble O NMPUMEHEHUM TpeX
MHTISANVOHHBIX MYKOMUTUYECKUX IIpeHapaTos:
neproundecknit pacrsop NaCl (runeproHmveckum
pacTBOpOM cUMTaaM M0007 (U3NOTOTMYeCKUil pac-
TBOp C KoHIeHTpanueit > 0,9% NaCl, Ho yame Bcero
ot 3 mo 11%), mopHassl anbda M MHTATALMOHHOTO MaH-
Hutona. Ha puc. 1 npefcraBieHa fyuHaMIKa Ha3Ha4eHUI
O6LINX JAHHBIX IT0 MYKOIUTUYECKOI Tepanuu npu MB,
IIpeACTaBIEHHbIX B perucrpax B 2016-2023 rr.

In-
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Mannuton
PucyHok 1.

[lMHaMmnKa HasHayYeHMs MyKonMTUYeCKoW Tepanumn npu MB no
JaHHbIM EBponelickoro pernctpa naumentos B 2016-2023 rr.,
% [13-20]

Figure 1.

Dynamics of mucolytic therapy prescription for CF according to
the EU Patient Registry in 2016—2023, % [13-20]

JopHasy anbda monydanu 6omee 60% marueHTOB
B 2016-2021 rr. C 2022 r. oTMeuYeHa TeHeHIINA K CHUXKe-
HUIO IIPYMeHeH N JOpHa3bl anbda 10 53% B 2023 T.

VHranAnumM TrumnepToOHMYecKOro pacTBOpa HaTpus
xmopupa ¢ 2018 r. monyyanu 6omee 50% nanveHTos. [lan-
Hble 110 TePaluM MHTAIALVOHHBIM MaHHUTONIOM OTMe-
4eHBI B peructpe ¢ 2018 r. VHrananum MaHHNTONA 6BIIN
Ha3Ha4yeHbl MalyieHTaM Aulb B 2% cny4daeB. OTMeYeHO
6oree yacToe MCIO/Nb30BaHME MAHHUTONMA B ApPMEHNM
y meteit (15,4%), B Poccum (B 10,3% crmyyaeB y pereir
u 12,1% — y B3pocnbIx nanueHToB) u B bemapycn (7,8%
cmydaeB y feteit 1 9,1% — y B3pocnbix) B 2023 1. [20].

ITogpobHble faHHBIE B perucrpe maunyeHToB ¢ MB
CIITA o MYKOIUTNYECKOI Tepanuy MpefCcTaB/IeHbl TOMb-
KO B 3aBUCUMOCTY OT BO3pacTa MallMeHToB (maosn. 1, 2).
HopHasa anpda 6pima HasHavueHa [0 90% manyeHTaM
1o 2019 r. ¢c TeHgeH1IMeN K CHY>KeHMIO ¢ 2020 1. mo 2024 1.
(puc. 2).

[IpumeHeHMe HoOpHa3bl anbda y meTeil Muajie 6 j1eT
TAHHOTO Ipenapara JOCTaTOYHO IIMPOKO PacIpoCTpa-
HEHO U OTPakKeHOo B perucrpax (mabzn. 1).

Tabnuua 1.

[vHaMnKa Ha3HaueHus fopHasbl anbga B 2016—-2024 rr. B CLUA,
% [21-29]

Table 1.

Dynamics of dornase alfa prescriptions in the US in 2016—2024,
% [21-29]

lopbl  [opHaszaanbda  [opHasaanbda [lopHasa anbda
(>6 ner), % (<3 net) (3-5 nem)

2016 899 41,5 70,7

2017 91 44,2 T4

2018 907 42,5 72,2

2019 907 449 70,9
2020 898 33,9* 66,5*
2021 86,8 43,6 69,2
2022 833 44,2 68,1

2023 821 42,8 67,2

2024 79,1 39,7 63,8

* [lpuMeyanue: B 2020 r. yka3aHbl JaHHbIe NALMEHTOB B BO3pacTe
MeHee 2 neT u 2-5 ner.

* Note: Data for 2020 includes patients under 2 years of age and
between 2 and 5 years of age.

Tabnuua 2.

[MHaMmnKa Ha3HayYeHMa rMNepTOHUYECKOr0 pacTBopa HaTpus
xnopugaa B 2016-2024 rr. B CLUA, % [21-29]

Table 2.

Dynamics of hypertonic solution prescriptions in the US in 2016-2024,
% [21-29]

[unepToHnyeckuii | TMnepToHMYeCcKniA

CTERITREETT pacTBop (< 3 net), | pactBop (3-5
pacteop & 67€0. | " 2020 —<2 | ner), 20207 —
net, % 2-5net, %

2016 715 23,7 431

2017 74,1 28,3 469

2018 75,4 289 49,7

2019 77,2 34,7 51,6

2020 754 26,8* 50,8~

2021 729 33,1 53,5

2022 69,1 349 54,4

2023 675 379 53

2024 65 39 53

* [lpuMeyanue: B 2020 r. yKasaHbl LaHHble NaLMEHTOB B BO3pacTe
MeHee 2 neT u 2-5 ner.

* Note: Data for 2020 includes patients under 2 years of age and
between 2 and 5 years of age.

VHranAnumM rumnepToOHMYECKOTO pacTBOpa HATpuUs
X7TI0pMJa Ha3HAYa/IM JAEeTAM HECKOIBKO peXXe, 4eM [JOpPHa-
3y anb(a, ¢ nuKoM npuMeHeHuA B 2019 I. u TeHJeHIMeN
K cHyKeHnio ¢ 2020 1. (mabn. 2).
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PucyHok 2.

KonmyecTBo BbiNMCaHHbIX PELLENTOB Ha JIeKapCTBEHHble
npenapartbl nMuam ¢ MB no fgaHHbIM peructpa naumeHTos CLUA,
2002-2024 [21]

Figure 2.

Medication Prescription in Eligible Individuals in USA,
2002-2024 [21]

JJaHHBIX IO NMPUMEHEHMI0 MAaHHUTOJA y NMallVIeHTOB
¢ MB B perucrpe nanuentos ¢ MB CIIIA He mpefcTas-
TIEHBI.

B perucrpe nanuentos ¢ MB KaHagbl faHHbIe TakKe
MpefiCTaB/ICHbl, TOIBKO B BO3PacTHOM acmekre. [lo man-
HBIM 9TOTO PeTUCTPa, MUK IIPUMEHEeH) I JOPHA3bI anbda
611 B 2021 1. y 52,6% B3pOCITBIX MAIMEHTOB U Y 48% pe-
Telt B 2018 I. ¢ TeHmeHIMeEN K CHYDKeHMo K 2022 1. B 2023 1.
42,9% B3poCnbIX MalMeHTOB U 29,1% merert ¢ MB momy-
JaJIy MHTAJIALNK JOPHA3HI anbda (puc. 3).
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PucyHok 3.

[lMHaMMKa Ha3HaYeHWs [opHa3bl anbda No AaHHbIM perucTpa
Kanapbl B 2016-2023 rr., % [30-35]

Figure 3.

Dynamics of dornase alfa prescriptions according to the Cana-
dian registry in 2016-2023, % [30-35]

HasnaueHus TUIepTOHMYECKOTO pacTBOpa HaTpus
xnopuga 6pIM OTMedeHbl ¢ muKamu B 2017 u 2021 rr.
y 32,7% B3pocnblx mauueHToB. B 2022 r 41,6% geteit
MONy4aay MHTAAALUM TUIEPTOHMYECKOTO PacTBOpa.
C 2022 r runepTOHNYECKUI pacTBOp HATpus X/I0pupa
HasHavanu pexxe — B 2023 1. TonbKo 39,2% B3pOCIBIX
HaIveHToB U 26,8% mereit (puc. 4).

JlaHHBIX IO IPUMEHEHMIO MHTAJALMOHHOIO MaHHU-
TOJa B peructpe nauuenTos ¢ MB Kanagbl He oTMeueHo.

o 2017 1. B peructpe nauueHToB ¢ MB ABcTpanun
[laHHBbIe OBUIM MPENCTAB/IEHbI JUIIb YACTUIHO [36,37],
a B TeueHrme 2018 ropma maHHble COOpaHBI He OBUIN.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @
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PucyHok 4.

[InHaM1Ka Ha3HayeHMs rMnepToHUYeCKOro pacTeopa HaTpus
XNopupa no AaHHLIM peructpa nauueHTos ¢ MB Kanaapl

B 2016-2023 rr., % [30-35]

Figure 4.

Dynamics of hypertonic saline prescription according to the
Canadian CF patient registry in 2016—-2023, % [30—-35]

C 2019 roga ¢gopmar peructpa O6bUT U3MeHEH 1 00Ie
[aHHBIE 10 MYKOTTUTUYIECKOI TePAIINU CTaIN OTPA>KaTh-
¢ B peructpe (puc. 5).
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[IMHaMKKa Ha3HauYeHNs MyKONIMTUYECKOW Tepanum no AaHHbIM
peructpa Aectpanum B 2019-2023 rr., % [38-42]

Figure 5.

Dynamics of mucolytic therapy prescription according to the
Australian registry in 2019-2023, % [38-42]

B perucrpe nanuestoB ¢ MB ABcrpanun noppo6HO
Ipe/ICTaBleHbl JaHHBIE IO IPYMEHEHMI0 MYKOMUTH-
4YeCKOIl Tepammy B pa3IMYHOM Bo3pacte (maban. 3, 4, 5).
JopHasy anbda yalle Ha3HaYa/IN MOZPOCTKAM, pexe —
JeTsaM fo 6 et (mab. 3).
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Tabnuua 3.

lMpumeHeHue fopHa3bl y naumeHToB ¢ MB Asctpanum (%) no aaH-
HbIM HaLMOHAJBbHBIX perucTpoB naumenTos ¢ MB 2019-2023 rr.
[38-42]

Table 3.

Dornase use in Australian CF patients (%) based on national CF
patient registries 2019-2023 [38-42]

| foer | <6 | 6-11 | 12-17 [ 1829 | 30+ | Bcero |

2019 27,4 74,9 82,5 58,8 54,0 58,9

2020 311 73,4 17,3 60,0 49,3 58,3

2021 32,6 74,3 80,6 63,2 52,3 60,7

2022 31,5 73,1 17,3 59,7 4L8 57,3

2023 325 715 72,8 511 42,2 52,0
Tabnuua 4.

lpuMeHeHUe MHranauuiA r’MNepTOHUYECKOro pacTBopa y na-
umeHToB ¢ MB Asctpanuu (%) no faHHbIM HALMOHANBHbBIX
pernctpos 2019-2023 rr. [38-42]

Table 4.

Use of hypertonic saline inhalation in Australian CF patients (%)
from national registries during 2019-2023 [38-42]

Chops | <6 | e |20 |15 | 30- | ero

2019 31,3 51,7 58,8 45,8 41,6 45,3
2020 20,6 46,7 489 53,8 42,6 44,2
2021 22,0 46,7 46,8 54,4 459 45,4
2022 25,6 459 45,0 59,7 48 431
2023 28,1 46,2 42,2 41,8 42,2 394
Tabnuua 5.

lpMeHeHue MHranauWii MaHHUTONA Y NauneHToB ¢ MB
AscTpanuu (%) no AaHHLIM HaLMOoHaNbHbIX perncTpoB 2019-
2023 rr. [38-42]

Table 5.

Use of mannitol inhalation in Australian cystic fibrosis patient
registries during 2019-2023 (%) [38-42]

| Tones | <6 | 611 | 1217 | 18-29 | 30+ | Bcero |
0 4,4 8,8 5,4 3,4 4,5

2019 '

2020 0,2 3,4 15,7 8,1 3,0 6,2
2021 0,4 1,5 15,3 5,2 3,2 5,2
2022 0,2 09 13,0 6,3 2,6 4,7
2023 0 1,4 9.9 5,3 2,1 4,0

VHranAnum runepToOHMYECKOTO pacTBOpa dvalle Ha-
3HaYaJIN JeTSM CTapliie 6 et (mabn. 4).

Hapsany ¢ nmpuMeHeHueM JopHa3bl anbda U TUIep-
TOHMYECKOTO PpacTBOpa OTMEYEHO IIPMMEHEHMe MHIa-
JALVIOHHOTO MaHHUTONA B ABcTpamuu (6,2% ciydaes
B 2020 r.). VHranamum MaHHUTONA Yallle IPUMEHSIN
Y IOAPOCTKOB (Mabs. 5).

B HanmoHanbHBIX perucTpax nanueHTos ¢ MB PO or-
pa’keHbl JaHHbIE O IPYMEHEHNY BCeX MYKOMUTUYECKNX
IpernapaTax, peKOMeHIOBaHHBIX Ipu MB (puc. 6).

B Poccum mHranAnmum fopHassl anbga momryydany mod-
TY BCe MALMEHThl — KaK [IET, TaK U B3POCTbIe (Mao. 6).

C 2021 r. B perucTpe OTpa>keHbl JaHHBIE O peXMMe
IOo3MpOBaHuUs JopHa3sel anbda (mabn. 7). B 2023 r. unra-
ALY JOPHA3BI IBAXKABI B IeHb (O[VH pa3 yepe3 MYHJ-
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63
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PucyHok 6.

[IMHaMMKa Ha3HauYeHNs MyKONIMTMYECKOW Tepanuu no AaHHbIM
peructpa Poccuitckon ®epepaumn B 2011-2023 rr., % [43-55].
Figure 6.

Dynamics of mucolytic therapy prescription according to the
Russian Federation registry in 2011-2023, % [43-55].

Tabnuua 6.

lprMeHeHue fopHa3sbl anbda y aeTen v B3pocbix ¢ MB
Poccuitckoii ®epepauny no JaHHbIM HaLMOHANbHbIX PEr1cTpoB
2011-2023 rr. [43-55]

Table 6.

Dornase alfa use in children and adults with CF in the Russian
Federation according to national registries during 2011-2023
[43-55]

2011 94,2 90,6 93,4
2012 95,6 91,1 94,2
2013 94,9 89,2 93,3
2014 94,8 88,0 92,8
2015 96,9 84,6 93,6
2016 96,64 83,64 93,56
2017 97,04 87,37 94,89
2018 97,88 89,09 95,71
2019 97,82 90,02 95,83
2020 97,0 86,9 95.2
2021 98,3 87,4 95,1
2022 98,8 83,3 93,9
2023 98,8 82,9 93,9

IITYK U OVIH pa3 MHTpaHa3a/jbHO) nomydanmn 33,1% nme-
teit  11,7% B3pOC/bIX MaLVEHTOB (mMabs. 7).

KonuyectBo HasHaueHUII MHTanALMIl TMIEpPTOHUYeE-
CKOT'O PacTBOpPa IOCTENEHHO YBENMMYMBANOCh 0 2022 T.
1o 72,1% mauyeHToB, ¢ MOC/IeAYI MM HeOOMbIINM CHH-
>xenueM 1o 70,7% B 2023 1. (mabxn. 8).

HasHavyeHre MHraaAnuii MaHHUTONA OTPeOOBATIOCH
1o 11,5% manyenTos K 2023 r. (mabn. 9).

OO6cy>xieHne ¥ BBIBOJBI
IlonyyeHHble pe3ynbTaThI
TPOBOIT pabOTBl TOKa3ayu,
JTUTUYECKNX IIperapaTtoB B KIMHUYECKOVW IPaKTUKe
B Pa3HBIX CTPaHAaX fABNAETCS OCHOBHBIM KOMIIOHEHTOM
Tepanuy ManyueHToB ¢ MB. Mykonutuyeckme mpemna-
paThl IpMMEHAMN Y IallMeHTOB BCeX BO3pacToB. VI3-3a
CBOMX YHVKAa/JIbHBIX OCOOEHHOCTell HOpHa3y anbda Ha-

MHOTO/IeTHEN MHOTOI€H-
4TO IIpMMEHEHNE MYKO-



Tabnuua 7.

lpnMeHeHne fLopHa3bl y AeTelt 1 B3pocsibix ¢ MB Poccuitckon
Oepepaumm (%) no LaHHBIM HaLMOHabHBIX PErMCTPOB C yye-
TOM pexxnMa po3upoBanus B 2021-2023 rr. [53-55]

Table 7.

Dornase use in children and adults with CF in the Russian Fed-
eration (%) according to national registries, taking into account
the dosage regimen in 2021-2023 [53-55]

T 0 20
% nole, % %

2021  2,5mn (2,5 mr) 1 pas/cyT. 73,5 76,9 75,4
2,5Mn (2,5 mr) 2 pasa/cyt. (2-9 0,3 3,1 1,2
WHranALmMs Yepes MyHALTYK)
2,5Mn (2,5 mr) 2 pasa/cyT. (2-9 24,5 73 19,5
UHransauus Yepes apu cuHyc)

2022 2,5mn (2,5 mr) 1 pas/cyT. 68,5 69,0 68,7
2,5mn (2,5 mr) 2 pasa/cyt. (2- 0,5 4,0 1,6
MHransaumus Yyepes MyHALUTYK)
2,5Mn (2,5 mr) 2 pasa/cyt. (2- 29,7 10,0 23,5
UHranauus Yepes lNapu cunyc)

2023 2,5mn (2,5 mr) 1 pas/cyr. 65,3 66,3 65,6
2,5Mn(2,5mr) 2 pasa/cyT. (2-9 0,5 49 2,0
WHransaLmus Yyepes MyHALUTYK)
2,5Mn (2,5 Mr) 2 pasa/cyT. (2-a 33,1 1,7 259
UHransaums yepes lNapu cunyc)

Tabnuua 8.

lpuMeHeHue rMNepToHMYECKOro pacTBopa y AeTen W B3pOCbIX
¢ MB Poccuickon ®epepaumm (%) no LaHHBIM HaLMOHAMbHBIX
peructpos 2011-2023 rr. [43-55]

Table 8.

Hypertonic solution use in children and adults with CF in the
Russian Federation (%) according to national registers during
2011-2023 [43-55]

8,6

201 8,9 8,7
2012 289 14,9 25,2
2013 41,6 25,7 371
2014 91,2 32,8 45,9
2015 94,4 36,9 50,1
2016 58,78 40,29 94,47
2017 67,91 47,24 63,02
2018 72,66 91,96 67,55
2019 71,52 94,08 71,51
2020 74,2 66,1 72,7
2021 75,9 58,0 70,7
2022 795 94,3 71,5
2023 78,6 94,9 70,7

3Ha4a/Iy OO/MbIIEMY YMCTY MALMEeHTOB 10 TaHHBIM BCEX
peructpos. B Poccum mpenapar focTymeH Aad Bcex Ma-

Bknap asTopoB / Author contribution
B.B. LlagpnHa — nofrotoBKa 1 pefakTMpoBaHue TeKcTa.

E.N. KoHppaTtbeBa — pa3paboTka KoHLLenLmMm, NofroToBKa v pejakT1pOBaHue TeKCTa,
YTBEPX[leHWe OKOHYaTENbHOr0 BapuaHTa CTaTb.

JInuteparypa

1. bapanos A.A., HamasoBa-bapanosa JI.C., Kyues C.J1.,
ABpees C.H., IloneBuuenko E. n gp. CoBpeMeHHbIe

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

Tabnuua 9.

lpyUMeHeHMe WHransaumin MaHHUTONa Y AeTen 1 B3pocnbix ¢ MB
Poccuiickoi ®epepaumm (%) no LaHHBIM HaLMOHANbHbIX peru-
ctpos 2018-2023 rr. [50-55]

Table 9.

Mannitol inhalation use in children and adults with CF in the
Russian Federation (%) according to national registers during
2018-2023 [50-55]

2018
2019
2020
2021
2022
2023

1,50 0,66 1,29
3,59 2,01 3,19
3,6 53 39
5 77 58
79 19 91
1,1 12,2 11,5

IIUeHTOB Oaroaps mporpaMme «14 BBICOKO3aTpPaTHBIX
Hosonorui» [56] m BbImyckaeMomy B Poccum 6moaHna-
nory mopHassl anbga [57]. Ilo faHHBIM perucTpos, KOp-
Ha3y anbga yalle, YeM B APYTUX CTPaHAX, IIPUMEH SN
B Poccunm — po 95,8% B 2019 r., npudem 25,9% mnanues-
TOB IO/TyYa/ny BTOPYIO 03y MHTpaHa3anbHO (B 2023 1.).
B CIIIA mophasy anbda HasHagaau 10 90% MaIyeHToB,
B ABcTpanuu — jo 60%, B Kanage — o 52% B3pocnbix
HAIVIeHTOB, B cTpaHax EBpomnsl npemapar nomyyann 60-
nee 50% manueHTOB.

s
3HA4YeHU

6bICprIX MYKOJIUTUKOB

VHTaNASIUNI

npeobnmafanu  Ha-
TUIIEPTOHNYECKOTO  PaCTBO-

pa, xoropbiit B CHIA monydanm fmo 77% malMeHTOB,
B Poccum — po 72,7%, B crpanax EBponnl — fo 52,3%,
B ABcTpanuu — no 45,4%, B Kanage — 1o 41,6% B3poc-

JIBIX

nanueHToB ¢ MB. VIHransaumum MaHHUTONA HpHU-

MEHS/IM B eAMHUYHBIX CIydYasX — HPeUMYIIeCTBEHHO
B IIOIPOCTKOBOM Bo3pacTe (o 15,7% mozpocTkos ¢ MB
Ascrpanuu B 2020 1.).

B mocegHme rofbl BO BCeX CTpaHax OTMeYeHa TeH/eH-

s

K H€6OTII)IHOMY CHMJXCHIUIO HOTP€6HOCTI/I B MYKO/IN-

Tndeckux npemnaparax. B CIIA cHmXeHue KonmdecTsa
Ha3HA4YeHUII MYKOIUTMYECKMUX IIpernapaTroB OTMEYEHO
¢ 2021 r,, B Kanage, ABcTpanuu, Poccun u B ctpanax EB-
pomnbl — c 2022 1. BeposATHee Bcero, 3TO CBA3aHO C IpU-
meHenneM CFTR-mopynaTopos: B 2014 1. Havyanu npume-
HATH uBakadTop, ¢ 2015 r. — uBakadTop/momakadTop,
¢ 2018 r. — Tesakadrop/muBakadTop, ¢ 2019 . — 3MEK-
cadrop/resakadrop/uBakabrop [30]. OmHako peanb-
HOE CHIDKEHIE Ha3HAYeHUI MYKOMUTUYECKON Tepamnn
HaO/TI0fjaeTCsI TTOCTIe BHEPEHNs B IPAaKTHUKY Ipenapara
anexcadropa/Tesakadropa/uakadropa.
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B cTtaTbe npencTaBnieHbl OCHOBHbIE HampaBiieHWs AeATenb-
HOCTU Kadenpbl LETCKOM XWPYpruM U YpoNoruMu-aHLpono-
rum uMenn J1IN. AnekcaHpposa CeueHoBcKoro YHuBepcuteTa
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¢eccop [.A. Mopo3os), nogpobHo M3noxeHa KafpoBas Noiu-
TMKa, NefarorMyeckMin npouecc, MaTepuanbHO-TEXHUYECKOE
OCHalLLeHWe Kadenpbl, Hay4YHO-UCCNeA0BaTENbCKAs U OpraHu-
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LBVXEHUA: CTYLEHYECKOr0 Hay4YHOr0 KPYXKa U LLKOMbI MacTep-
cTBa. [peacTaBneHbl TakXke acnekTbl ievebHon paboThbl Kade-
[Pbl M OCHOBHbIE HarNpaBNeHWs NPAKTUYECKOW AeATENIbHOCTH.
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Abstract

The article presents the main areas of activity the Department

of Pediatric Surgery and Urology-Andrology named after L.P. Al-
exandrov at Sechenov University has been involved in from 2013

to 2025 (Head of the Department is Dr. Sci. (Med.), Prof. D.A. Mo-
rozov). It provides a detailed account of the staffing policy, ed-
ucational process, material and technical resources of the de-
partment, as well as scientific research and organizational work,

including dissertations, publications, presentations, and the or-
ganization of scientific events (congresses, conferences, forums),
professional consensus, and legislative initiatives. Special atten-
tion is given to the description of the student scientific movement,
including the student scientific club and the school of excellence.
The article also addresses aspects of the department’s clinical
work and the main directions of practical activities.
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BBenenme

B 2010 romy ObIT OTKPBIT IefUaTPUUIECKUIT PaKyIbTeT
Ilepporo MOCKOBCKOTO TOCYZapCTBEHHOTO MeIVIINH-
ckoro yHuBepcurera uM. VI.M. CeyeHosa (CeyeHOBCKO-
TO YHUBEPCUTETA), ¥ OCHOBHOI 3ajiauell Kadeapsl AeT-
CKOJl XUPYPIUU U yPONOTUN-aHAPONOTUY, OCHOBAHHOI
B 2008 ropmy s o6pasoBaHMsS Ha IOCAEAUIIOMHOM
YPOBHe, CTano obecriedeHye MPernofaBaHys JUCIUIIIN-
HBI «IeTCKas XUpyprus» cryfmeHTam. B 2013 rogy 6bi1a
cdopmupoBana Bcsi oOpasoBarenbHas 6asa, OTKPBIT
CTy[leHYeCKMIT KPY>KOK Kadenpsl, ¢ 2015 roma HavyaTo
IpenojaBaHye AeTCKOM XMPYPruy Ha MeAuaTpUIecKOM
(akynbTeTe YHUBEPCUTETA.

B oktsa6pe 2013 roma 3aBepyromum Kadenpoit 6b11
u3bpan npodeccop Imutpuit AnatonbeBud Mopo3os,
10 3TOTO BO3IIABNABIINI Kadeapy XUPYprUM AETCKO-
ro sospacra uM. H.B. 3axaposa CapaTosckoro I'MY nm.
B.J. Pasymosckoro (2003-2012), paboTaBmmit 3ame-
ctuteneM pgupekropa Mockosckoro HUM nepguarpun
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u metckoit xupyprun (2012-2013). [I.A. Mopo3oB — na-
ypear IlepBoii HanmoHanbHOU npemuu «IIpusBanme»
B HOMMHAINM «3a YHMKAJIbHYIO ONEepalyio, CIACIIYIO
JKM3HD 4YeJI0BEKa», YeThIpeXXibl maypeaT npemun B. ITo-
TaHMHA «Jlyuymmm npenogaBatenaM By3oB P®», Tpux-
opl — rpaHTOB llpesusenta PO MmomompiM [OKTOpaM
HayK; wieH Poccuiickoit accoumanyy geTCKNX XMpPypros
n EUPSA. Pemennem Ilpesupnyma Poccuiickoit akape-
MMM MeAMIIMHCKUX HayK B cocTaBe HaydyHoro nentpa
300poBbs feteil 6b1 yupexpen HUV metckoit xupyp-
run, npogeccop JI.A. Mopo3oB HasHa4YeH ero JUPEKTO-
pom. B 2014 roay oH u30paH 3aMecTUTeNeM IIpeficena-
tens Ilpesupmyma Poccmiickoit accoumanuy ReTCKUX
xupypros. B 2016 rony [I.A. Mopo3os 6bl1 136paH die-
HoM OO11jecTBEHHOII ITayIaThl ropofa MOCKBEL, @ B CEHTsI-
6pe — pemytatom locymapcrBenHoit Jymer VII cospiBa
Poccuiickoit @enepanuu, craB npefcenareneM Komu-
TeTa II0 OXPaHe 3[0pOBbA. Bckope OH Tak)Ke BO3ITIaBUIT
(denepanbHbI MAPTUIHBIA MPOEKT «3MOPOBbE AETAM»



(c 2018 roma — «3mopoBoe OyAyILee»), HAIPABUB YCUTIVA
Ha 3aBeplleHNe CTPOUTENbCTBA IE€PUHATA/IbHBIX I€H-
TPOB U JIETCKMX OOTBHMUII CTPAHBI, COBEPIICHCTBOBAHNE
HeguaTpui, MKOIbHON MEJUIIMHBI U JeTCKOI XMPypIru-
YeCKO CITY>KOBI.

B 2013 rogy xadenpy cocTaB/IAIN MPeNMYIeCTBEHHO
corpyapauku HUWM petckoit xupyprunm HII3[] PAMH:
mupexrop [I.A. Moposos, rmaBHbIl Bpad K.H. bapaHos,
3aBepyomuii otaenenuem yponoruun C.H. 3opkus, Be-
AYIIVI HAy4HBIN COTPYFHUK OTAENIEHNA SHIOCKOINM
M.M. JloxmaToB, 3aBefyI0l1Il OTAENeHNeM HelIpOOpTo-
nepguu K.C. XKepges, a Takxxe Mockosckoro HVUW HeoT-
TIOXKHOV IETCKOV XMPYPIUK Y TPABMATOJIOTMI: ITITABHBIN
Bpau A.B. bpsAHIeB M I7TaBHBII HAay4YHBI COTPYZHMK
O.B. KapaceBa. OcHoBHBIMM coTpyAHUKamu IlepBo-
ro MTMY um. .M. CeuyeHnoBa 6bi1u moueHT Kadempst
E.C. [InmeHnoBa u crapumii 1abopaHTt E.A. PomaHoBa.

MarepuanbHo-Texuudeckas 6aza HUWM merckoit xm-
PYpruM COOTBETCTBOBajla CaMbIM BBICOKMM TpeboBa-
HUAM: COBPEMEHHbIe XMPYPIUYeCcKNil ¥ Y4eOHBI KOp-
myca, BO3MOXXHOCTb JMCTaHIIIOHHOTO OOpa3soBaHus;
OT/e/IeHN s YPOIOTUM, aHAPOTIOIUY, XUPYPIUM HOBOPO-
KIEHHBIX, KapAUOXMPypruu, HelipoOpTOLefu, PeaHn-
Mauuy, JIOP u rpynma 4emocTHO-TULEBON XUPYpPIuUy;
COBpeMeHHbII1 ONePaIMOHHbIN 6710K. 1 uioHs 2014 . 6611
OTKPBIT HOBBIN xupyprudeckuit kopnyc HUV netckoit
xupypruy HII3]] PAMH. B 2016 rony xadenpa fgeTckoir
XUPYPTMU U YPONOIMU-aHAPONOTUN IIepeMeCcTUNIach
Ha 6a3y merckoit 6ompHMLEl N 9 nm. [LH. Crepancko-
ro, ABIAILIENCS (IarMaHOM OKa3aHMUA SKCTPEHHON
XMpyprudeckoir momomu fetsMm B Mockse (9 cnennanm-
3MPOBAHHBIX XMPYPIUUYECKUX OTAEIECHUI U OTHE/IeHNe
peannmanuu). Kadenpa momyumna B pacnopspkeHue
yd4eOHbIe KOMHATBI 1 TIEKI[MOHHYIO ayJUTOPUIO, OPraHu-
30BajIa ¥ OCHACTV/IA CUMY/IALMOHHBIN K/Tacc, obecredn-
na MHPOPMALMOHHYIO pabOTy CBOETro caiiTa ¥ CTPaHMUII
COILIMaIbHBIX CEeTEeMN.

KapmpoBas monmmutymka Kadefpsl COCTOSAa B IIOATO-
TOBKE MOJIO[IbIX CIIELMANNCTOB VM YKpEeIJIeHMM ILITaTa
OCHOBHBIX COTPYAHMKOB. B 2016 rogy nmpodeccopom ka-
denppl, OTBETCTBEHHBIM 3a IIOATOTOBKY OPAVHATOPOB
U acCNIMPAHTOB, CTa/la JETCKUI YPOIOT — HOKTOP MeRU-
nuHckux Hayk B.B. PoctoBckas. CorpymHukamm kade-
APbI CTAJIM IIeCTh aCHMPAHTOB, IOATOTOBYBIINE KaHIN-
[ATCKMe AVICCepTAluy IIOJ, PYKOBOACTBOM IIpodeccopa
H.A. Mopososa: 3.K. Ajipan, [I.C. Tapacosa, A.A. Illas-
poB 1 M.U. AjipanetsiH; 1 IOf, pyKOBOACTBOM IIpodec-
copa B.B. Pocrosckoit: H.A. XBatpinen u K.H. lemupo-
Ba. K 2025 rogy ynamoch yBenM4nTh KOMMYIECTBO CTABOK
npenofaBareneit ¢ 4,5 no 8,75. Cerogus Ha Kadenpe pa-
6oratoT ceMb mpodeccopos: [I.A. Moposos, B.B. Poctos-
ckasg, M.M. Jloxmaros, K.B. JKepanes (HMILI sgopoBbs
peteit), C.M. Illapkos, I.B. Kossipes (Mopo3oBckas gert-
ckas 6ompHMIA I. Mocksbr), X. O36eit (Cram6ym, Typ-
nus); naTh gouenTos: [I.C. Tapacosa (3aByy), A.B. bpsn-
nes (mupexrop HMV HeoTnOXHON [eTCKOM XMPyprun
u TpaBmaronoruu), M.J. AijipamersH (3aMecTUTeNb

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

[7ITaBHOTO Bpada 1o geTckoil xupyprum MMKI «Kom-
MyHapkKa»), 9.K. AiipsaH (pykoBOAKTeNIb XM PYPrUdecKo
cmyx6pr [ITKB Ne 9 M. I H. Crepanckoro) u A.A. Illas-
poB ([leTckas 6onpHMIIa Ce4eHOBCKOTO YHUBEPCUTETA).
OO6yueHne CTYAEHTOB IPOBOAUTCA Ha LIECTV K/IMHNYe-
ckux 6asax: VIHcTuTyTe MM. Benprumesa (c 2021 ropa),
Hetcxoit 6onpHuier Ne 9 um. ILH. Criepanckoro, HMMUII
3popoBbA fetelt, HVV HeoTn0XHOI [eTCKOM XUpyprun
U TpaBMAaTONOrMy, MOpPO30BCKON HETCKONM OONbHUIIBI
u MMKII «Kommynapka» (c 2025 roga) (pucyHox).

A \LMP})’PFHM L4 y‘Pﬂ'AL"'I'L-I 1A= [ H A
UMEAT. &{_&m&.q'pb‘im

PucyHok.

CoTpyaHWKM Kadeapbl LETCKOM XUPYPrum 1 Yposorum-aHapo-
noruv umenm J1.1. Anekcangposa

Figure.

Staff of Department of pediatric surgery and urology-andrology
named after L.P. Alexandrov

Ilemarormdeckas [eATeNbHOCTb 3a HeCATb JIeT Ipe-
Tepnena u3MeHeHusA. B 2013 rogy oHa cocTosANa B MOA-
TOTOBKe Bpauell — IeTCKUX XUpypros Poccun B pamkax
cepTU(MKAIVIOHHBIX KYpPCOB IO HETCKON XUPYpruu,
YPOaHAPOIOTUY, KOMONPOKTONOTUY U XUPYPIUIECKON
sHJOCKOIMM; Kadenpa NIpUMHUMANa ydacTue B oOyde-
HUM TIeAMaTPOB AMATHOCTHMKE SKCTPEHHON XMpyprude-
cKoli maronorun y peteit. B 2013-2018 rr. 661710 mpoBse-
meHo cBbile 40 00pa30BaTEeNbHBIX IUK/IOB, B TOM YMCTIe
C AMCTAHIMOHHBIM OOydeHMeM, Bble3[HbIe IUKIIBI 00y-
yeHus B bpsucke, Oprne, I'posHom, CapaToBe, YnaH-Yf9,
Boponexxe, Kamyre, a TakXe [ecATKM MacTep-Kiac-
coB. Kadenpa mpuHuMana y4yactue B IepelofrOTOBKe
MeqUUUHCKUX cectep B Kammuuurpapme (2015) m Bpa-
veit o6mieit mpakTuku B Mockse (2015). IToce Havaa
B 2015 ropy npenofgaBaHusA cTyfeHTaM CedyeHOBCKOTO
YHuBepcuTeTa, €JUHCTBEHHOTO B CTpaHe MeAUIVH-
CKOTO By3a, BXOofAwero B HanmoHanpHy1o mporpaMmy
5 TOII-100, memarornvyecKnit mporecc moTpedoBan Bee-
ro BpeMeHM, BBUAY dero B 2018 kadenpa mpekparmia
oOydeHye Bpadyeil, 3a MCKIIOYEHNEM MOATOTOBKY OPAU-
HAaToOpoB M acnypaHToB. Ocob0e BHUMAHME Y/eAI0Ch
3aKOHOZIaTe/IbHOMY O0eCIeYeHNI0 HeTCKOVl XUPYPIUM,
4TO CTAl0 BO3MOXXHBIM O71arofaps o61jecTBeHHO-TIOMN-
TUYeCKol HesTenbHOCTU Tpodeccopa I.A. Mopososa
B KayecTse fenyTraTa [ocymapcTBeHHON AyMBl U NIpeq-
cemarenst Komurera mo oxpane 350poBbs (2016-2021 r.).
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O6men onbiToM/ Experience exchange

Hasnauenne JI.A. Mopososa pgupexropoM Hayduno-uc-
C/Ie0BATe/IbCKOTO KIMHUYECKOTO MHCTUTYTA MM. aKaf,.
I0.E. Benbrumesa PHVMY um. H.J. Iluporosa (ok-
Ts0pp 2021 T.) TOCIe 3aBeplIeHUs AEMyTATCKOTO MaH-
flaTa CTajJ0 KaTajau3aTopoM TpaHchopMmaumy paboThl
Kadenpsl IeTCKO XUpyprun: GopMUpPOBaHNA UHTETPU-
POBaHHOI MYIbTUAUCIUIUIMHAPHON Cpefbl, BOB/ICYEH-
HOCTM CTYAEHTOB, OPIMHATOPOB ¥ MOJIOABIX YUEHBIX Ka-
denmpsl B MeXAMCIUIUIMHAPHbIE KOMaH/bI (T€HETUKOB,
MMMYHOJIOTOB ¥ Jp.), HOBBIX (PyHJaMeHTa/lbHBIX JIC-
cnepoBanuil. Ilox pykosopcTBoMm JI.A. Mopososa 6b110
MHULVMVPOBAHO HaIpapieHMe «Pefkas xmpyprusa pep-
KMX 3a00J1eBaHMIT».

Ilegaroruka. Tpaguuuy 1 NTHHOBaUN

IlepBoe 3aHATMe Ha Kadefpe HETCKON XUPYPrum
U YPONOTMU-aHAPONIOTUY CO CTYHAEHTaMM COCTOSIOCH
11 mapTa 2015 roga. B 3Ty ropsl ObI/IO MOMHOCTBIO Ha-
JTaYKeHO y4eOHO-MeToAudecKoe obecredeHne yueOGHOTO
Ipolecca: IpaKTU4IeCKNUX 3aHATUI, Kypca ns 30 1ekunin
(B TOM 4MCIe Ha AHITIMIICKOM sI3bIKe), OaHKa PEHTIeHO-
TpaMM U CUTYalMOHHBIX 3afad. ChopMupoBaHbl pado-
yye nporpamMmbl B pamkax 'OC, ®TOC n «PIrOC 3+».
Kadenmpa chopmupoBana kmacc mMpaKTHYECKUX HABbI-
KoB (2016); obecmeunna HAIMOTHEHME STEKTPOHHO-00-
PasoBaTEeIBHOTO IIOpPTajia YHUBEPCUTETA, BKIIIOYAs
BuIeo3anadu 1 GOHJ OLeHOYHBIX cpencTB (2015); cos-
nana «bank 3000 TecToB 1O meTCKOM XUpyprum» (2016),
KOTOpBIE €XETOTHO OOHOBNAWTCI. MHorompodunb-
HOCTb XUPYPIUYeCKON KIVHUKM IETCKON OONbHUIIBI
Ne 9 um. I'H. CriepaHcKOro nossonsiaa BCeEM CTyHEeHTaM
paboTaTb HEMOCPeNCTBEHHO B oTAeneHmsx. OTmaBas
IpUOPUTET KINMHUYECKOMY o0OydeHNIo, Kadeapa paspa-
60Tasa HOBBI AV3aiH IIOATOTOBKM CTYACHTOB (IIPaKTH-
JecKue JJHeBHVMKY CTYIeHTOB, IIPe3eHTalNM U y4eOHble
a7bOOMBI), BHefIpMJIa B IOBCEJHEBHYIO IIPAKTUKY y4e0-
HO-00pa3oBaTe/bHble CTYAeHYeCKVe KpYIJ/Ible CTOJIBL,
TBIOTOPCTBO CTapUIEKyPCHUKOB. PeanmsoBanym WMHHO-
BalIOHHBII BUIEOIMPOEKT CAMOCTOSITENBHON PabOThI
CTYZIeHTOB «JleTckast Xupyprus 3a 5 MUHYT», IpaKTIye-
CKVe HaBBIKM Ha TeJIeMeHTOpe, MacTep-Kaacchl «Hapbl-
ky obmenus» B LIHIIO CeueHOBCKOTO YHUBEpPCUTETa,
37IEKTVBHBIE KYPCHI Kadenphl 110 YPreHTHOW XUPYpPIumu,
XVPYPIUM HOBOPO>KEHHBIX, KOMMYHMKATVBHBIM HaBbI-
KaM. B 2017 rofy B paMKaX yHMBEPCUTETCKOTO 3/I€KTBA
«[Jucnumnmnaa mo BbIbOPY» Kadenpa Havama Mpenopa-
BaHMe Ha aHIIIMIICKOM sI3bIKe, a TaK)Ke BHEJPUIA MPO-
eKT «JIeKLIMM 110 TeTCKOM XMPyprum 4 KIMHUK MOCKBBI»
u «JleTcKas XUPYprus CTOMUILbI» AJIS CTAXXUPOBKU CTY-
IeHTOB. B HacTosiIlee BpeMsl CIIEKTpP 37IEKTUBOB PaclIn-
peH 3a CYeT KypCOB «YpreHTHbIe BOIIPOCHI HETCKOI XU-
pyprum» u «Ilatonorus noma y mereit», HONb3YOIUXCSA
BBICOKOJI O Y/ISIPHOCTBIO CPeayt 00y JaroIMX .

Ba)KHBIM KOMIIOHEHTOM O00pa30oBaTe/bHOTO MPO-
mecca SBJIAIOTCSA MacTep-KJIacChl, OpraHM3yeMble Ka-
denmpoit. VIx comepkaHue TeCHO CBs3aHO He TOJBKO
C KJIVHMYECKONl MPaKTUKOI MpodeccopcKo-mpemnona-
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BaTe/IbCKOTO COCTaBa, HO M C BHe[peHMEM VHHOBaLN-
OHHBIX TEXHONOTUI. SIpKuMM NpuUMEpOM SABISETCA Ma-
CTep-KJ1acc, BHeApeHHbI B 2024 TORY U IMOCBALLEHHbIN
MpeflONePallIOHHOMY IIJITAaHMPOBAaHMIO U MHTpaollepa-
LIMOHHOM HaBUTALMM C MCIOJb30BaHMEM TEXHOJOTUIL
3D-MopenupoBaHus U JOMOMHEHHON peanbHOCTU (AR),
4TO IO3BOJISIET OTPAbATHIBATh CIOXKHBIE XMPYPIUUecKie
BMeIIaTe/IbCTBA B BUPTYaIbHOII Cpefie.

B 2021 rogy B KnmHM4YeckoM MHCTUTYTE HETCKOTO
3gopoBba uM. H.O. ®OunaroBa Hadamach COBMeCTHas
paboTa Haj mpoekToM «BupTryanbublit manyent». Kage-
Ipa OeTCKON XMpYpruym obecrednsa BHECEHNE JaHHBIX
B paszen «Y4eOHUK» 110 TeMe «MoueBbI/je/TUTe/IbHAS CH-
creMa», cosgaHue 100 opuTrMHANBHBIX TECTOB IO 3TON
JKe TeMe, CO3laHMe MHTEePAKTUBHBIX KIMHUNYECKNUX Keil-
COB IO JIETCKOJ XMpyprum (MHBarmHauys KMUIIeYHNKA,
OCTpBINT aNMeHAUIIUT, TUAPOHehPO3, MOUeKaMeHHas
6onesHb, koMOycTuonorus u ap.). B 2023 ropy 6s1n pe-
a/IM30BaHbl MEXAMCIUIIIMHAPHbIe NMpoeKThl «OcTpas
abmomuHanbHas1 607b», «XpOoHUYECKass abJOMMHAIbHAS
6071b», IpeAcTaB/IeHHbIE BUCOKYPCOM 1 (OHIOM Olje-
HOYHBIX CPeCTB (B paMKaX HOIOIHUTETBHOTO Ipodec-
CMOHAJIbBHOTO 00pa30BaHMUsA /A CTY/ICHTOB), BHE[|PEHBI
«[TpakTudeckme cy660TbI» — mHpuOOpeTeHNe HOBBIX
KOMITeTEHI[MII ¥ TPaKTUKyMblL. CpeHMIT 3a4e THBII 6as
cTyneHToB coctaBun 4,4. Ilo mroram peritunra Cede-
HOBCKOTo yHuBepcurera B 2024 rogy Kadenpa geTcKoil
XUPYPIUM U YPONOTUU-aHAPONOTUM OblIa OTHECeHa
K KaTeTOpUY BbICOKOTO CPEHETO YPOBHS.

Kadenpa akTmBHO pasBuBaza MeXJYHapogHOe Ha-
y4HO-00pa3oBaTe/IbHOe COTPYAHNYECTBO. bbImo opra-
HI30BaHO oOydeHMe cTymeHTOB 13 Kasaxcrana, Asep-
6aitmxaHa, bemapycu (coBMecTHBIE JeKIVMM) ¥ HOBBIX
peruonos Poccuiickoit @efepanun.

HayuHo-uccnegoBarenbckasa pabora kagenpsl.
Huccepranmun, myOmMKamuu, JOK/Ia bl
Hayuyno-nccnenoBarenbckas pabora Kadeapbl BBIIOI-
HS/Tach B PaMKax JIeTCKOI 9KCTPEHHOI XUpypruu (moct-
TPaBMaTUYECKUI TUIOCIVIEHN3M, aNNeHAUKYISIPHBII
NEPUTOHUT, WHBAIMHALMS KUIIEYHUKA), KOMOMPOK-
tonoruu (chbuHKTepochbeperapIye onepauy Ipu aHO-
peKTanpHBIX ManbopMalusX, TpPaHCAHA/IbHBIE OIle-
paunu npu 6omesHu [mpunpysra, QpyHKIMOHaTbHbIE
VICCTIEIOBAHNUsI B KOTIOIPOKTOIOTYM) M XUPYPIUIECKO
sHpockonuu (KoHQOKanbHAs SHAOMUKPOCKOMMUS), IH-
[HOKPUHHOM XMPYPIUM, YPOJIOTMYM M XUPYPIUM IATO-
noruu mona, opronenun. OTHenbHOEe BHUMaHME OBUIO
yJelIeHO TOpaKa/IbHOI XVPYPIUA 1 ITACTVKE IUIIEBOfA,
M3Y4eHNI0 KUIIEYHOTO IIBA V JieTell, pa3BUTHUIO JKCIIe-
PVMIMEHTA/bHON XUPYPIUY U U3YYEHUIO MERMUIMHCKOTO
IpaBa B [IETCKOM XMPYPIUM, a TaKXKe MCTOPUU OTede-
CTBeHHOII ferckoit xupyprum. CiefyeT IMOAYEepKHYTb,
YTO B HAY4YHO-VICCIIEJOBATe/NIbCKOM paboTe Kademps
OPUHUMAIN y4acTe BCe COTPYAHUKM, OPAMHATOPHI,
aCHMPAHTBI U CTYJEHTHL. P 9KCIepMMeHTaIbHbIX pa-
6ot (M.M. Aiipanersin, E.C. IlumeHnoBa) mpoBomuics



B COTpPYAHMYECTBe C PpyHJaMEeHTa/lTbHBIMM KadeapaMnu
u BuBapueM (c 2016 roga) Ce4eHOBCKOTO YHUBEPCUTETA,
konneramu Capatosckoro 'MY um. B.J. PasymoBckoro,
VHCcTuTyTa HAHOCTPYKTYp M 6uocucrem HaumonanpHo-
ro yHusepcurtera uM. H.I. Yepubimesckoro. Hayunbie
paboTbl B 4YacTy IIPAaBOBOTO PETYIMPOBAHUA M 3aKO-
HOJIaTe/IbHOTO obecredeHus AeTCKoi xupyprun ¢ 2016
roga noppaepxxusamuch Komurerom TocypmapcrBeHHOM
Hymbl PO mo oxpaHe spmopoBbs. HayuyHble mcciepmoBa-
HUS B SHJOKPMHHON JETCKOM XMPYPIUM HApsAARy C THU-
peoumonorueit ObUTM MOCBAIEHBI CTAHOBIEHUIO Perpo-
OYKTMBHOM CUCTeMbl MaJIb4MKOB IIOC/IEe OIEPaTUBHOI
KOppeKIuy, paspaboTke (eMMHM3UPYIOIINX IJIACTUK
HAapY>XHBIX TeHUTanuil. MHoromeTHue KadeapaabHble
MCC/IeJOBAaHN A BAPMAHTOB KUIIEYHOTO IIBa Y Aerelt [11],
B TOM YMC/Ie HOBOPOXK/IEHHBIX, B IIOC/IEHUE TOMBI OBITU
CKOHI[EHTPUPOBAHbl Ha KJIMHMKO-9KCIIEPUMEHTA/Ib-
HOM u3ydeHmy mBa Tojncroit kumku (I.A. Moposos,
M.J. AjipaneTsiH) M KMIIEYHOM aHACTOMO3VMPOBAHUM
B yclnoBuAX kommpomeruposanHoit kumky (K.J. Mo-
po3oB) [27]. B pamkax pa3paboTKy HayIHON TeMaTVKU
(YHKIMOHA/IBHBIX UCCIEOBAaHUI B JIETCKO KOTOIIPOK-
tojoruu [12], BBIMOMHEHUs HOKTOPCKON AMCCEPTALNM
E.C. IlumeHOBa BBINOMIHUIA CEPUI0 IKCIEPUMEHTOB
[0 M3Yy4eHUIO SHTepajbHOJ HEepPBHON CUCTEMBl KPBIC,
HapyIIeHNUs Me3eHTepUaTbHOTO KPOBOTOKA TOJICTOM
knmky (2017-2018). 3aBepirena pa6ora [13] mo nsyde-
HUIO COYETAHHON YPOJIOIMYECKON IAaTONOTUM Yy HeTen
¢ aHopeKTanbHbIMM Manbpopmanuamu ([I.A. Mopo3zos,
[.C. TapacoBa).

B xome CcOBMECTHOTO HAy4YHOIO MCCIeJOBAHUA
Ha 6ase CapaTtoBckoro I'MY um. B.J. PasymoBckoro
OblTa co3flaHa «3KCIepUMEeHTaNbHAsl MOJeNb MHTpaao-
TOMUHA/TbHON TUIIEPTEH3UN» Y HOBOPOXKJEHHBIX KPbIC
C U3y4YeHMeM MaTO(PU3NONIOTUN OCTPOrO IIOYEYHOTO I0-
Bpexxpenus [14], samuineHa KaHAMAATCKas JUCCEpPTa-
uus. B 2016-2017 rogax coBMecTHO ¢ Kadenpoit marto-
¢dusnonornm 6bUIO IPOBEJEHO HAYYHOE MCC/IeOBAHNe
(O.A. Moposos, [I.C. TapacoBa) B paMKaX YHUBEpCHU-
teTckoro rpanTta IIMI'MY um. V.M. Cedenosa «Ilanenn
MapKepoOB OMATHOCTUKU HeOOPaTMMBIX HOBPEXIeHUI
IIOYEK Y JeTeil».

C 2013 ropa oy, pyKOBOACTBOM 3aBeAYIOLIEro Kade-
apoit mpod. [I.A. Mopo3oBa ObIIM 3alUIeHbL: JOKTOP-
ckas guccepranus H.IO. Pajiropopckoit «CTaHOBNIeHME
PENPORAYKTUBHOM CUCTEMBI U NPOTHO3 (epTUITBHOCTI
Majb4MKOB C BPOXK/IEHHO IIaTOJIOTMEN II0IOBOTO pas-
Butus» (2015); kauguaarckue guccepranum: A.A. [laB-
poBa «KoHdokanbHass masepHass SHIOMUKPOCKOINS
B MATHOCTVIKe OOJe3Hell BepXHero OT/fena MUlleBapu-
TEeJIBHOTO TpakTa y gerei» (2015), C.A. Kroesa «Iloct-
TpaBMaTWYeCKUI TUIIOCIUIEHU3M Y feTei» (2016),
9.K. Avipana «Knmnunko-mopdonornyeckoe 060cHOBa-
HIle KJIMTOPOIUIACTUKY Y JeTell ¢ HapylleHueM ¢popmu-
poBaHus noma» (2018), M.J. AripanersHa «Bbibop meTo-
fia IIBa TOJICTOV KMIIKY Y fieTeit» (2019), [1.C. Tapacosoit
«JleqeOHO-TMATHOCTUYECKAsT TAaKTUKA TPU MATOIOTUU

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

MOYEBBIJITUTE/IbHON CUCTEMBI Y JieTell ¢ aHOpPeKTalb-
HpIMM Manbpopmanuamm» (2021). ITox pykoBopcTBOM
npodeccopa B.B. PocToBckoil sammiieHpl KaHIUAAT-
ckue auccepranuu H.A. XBaTeiHna «IIporHosupoBanme
3¢ (PEeKTUBHOCTY TPAHCYPETPANTBHOIO CTEHTUPOBAHUSA
y JeTell paHHEro BO3pacTa C BPOX/ICHHBIM TMApPOHed-
posom» (2022) u K.H. [lemupnosoit «IIporuosuposanue
TeYeHUs IY3bIPHO-MOYETOYHMKOBOTO pedIIioKca y Jie-
Tell Ha OCHOBe HeIPOCeTeBOTO MOfienMpoBaHusi» (2025).
[Tpounm anpobannio 1 FOTOBATCA K 3aluTe Ha Kadenpe
mokTopckas auccepranusa A.A. IllaBposa «BryTpumpo-
CBEeTHas [IMAaTHOCTUKA M JIeYeHUe JleTell C MaTOoJIoTuel
KETYOYHO-KMIIEYHOTO TpaKTa» (HAyYHBINI KOHCYIIb-
tanT — J[.A. Mopo3oB) M KaHgMUOATCKasl gUCCEPTa-
uusa K.JI. Mopososa «KuileqHoe aHaCTOMO3MpOBaHMe
B YC/IOBUAX HMEPUTOHNUTA ¥ TUIONepdy3UM KULIKU Y He-
Teil» (Hay4YHBINI PYKOBOANUTENb — Ipodeccop Kadeapol
C.M. [Tapxos).

Bcero corpynHnkamu Kagegpsl ObIIN IpeacTaBIeHbl
cbimre 1000 Hay4HBIX JOK/TAfioB, BKmMoYasa 50 3a pybe-
>)koM — Ha KoHrpeccax WOFAPS, EUPSA n «Konopek-
Ta/nbHBIX K1y6ax», ESPU, NASPGHAN n MHorux ppy-
rux (Dublin, 2014; Lublyana, 2015; Milan, 2016; Limassol,
2017; Tokyo, 2019; Erevan, 2018; Nijmegen, 2018; Anka-
ra, 2019; Lyon, 2019; Belgrade, 2019; Doha, 2019; Ath-
ens, 2021; Ghent, 2022; Orlando, 2022; Istanbul, 2023).
KonnexkTns Takke BBICTYHa/! Ha GOpyMax accoLMaInit
HeTCKNX 3HAOKPMHONOTOB, YPOTIOTr0OB, SHOCKOINCTOB,
TOpaKa/JbHBIX U 3HAOXMpyproB B Kasaxcrane m Vra-
nuu (2013); @panuuy, CHIA u Y3bekucrane (2014, 2019,
2022); HeomHOKpaTHO B bemapycn. Pe3ynbraThl HayYHbBIX
UCCIeJoBaHUM ony6HI/IKOBaHbI 6omnee yeM B 350 cTaTbax,
IpEeNMYIIeCTBEHHO B JKYpHalIax «[leTckas Xupyprus»,
«Bectnuxk PAMH», «Ileguarpua mm. I'H. CnepaHcko-
ro», «Poccuiickuil BeCTHUK [eTCKOI XUPYpPIuM, aHecTe-
3MOJIOTUN U PeaHVMMATONIOINN», «Bompocsl negmaTpuny»,
«Yponorusi» u «IIpo6nemMbl SHTEOKPUHOMTOIUM». 136 paboT
omybnmmKoBaHbI B XypHamax Scopus u Web of Science:
Journal of Pediatric Surgery, Journal of Pediatric Urology,
Gastroenterology, Pediatric Research n Gastrointestinal
Endoscopy. Ilonyuensr 17 natenToB PO Ha n3obperenns
(opTomesnus, maTonOrMs IIONA, SHAOKPUMHHAA M abpo-
MUHa/IbHAasA XUPYPrus, yponorus). Baxxno, uro Hapany
CO CIIeNVIa/IN3VPOBAHHBIMY HAYYHBIMU NYOIVKALIUAMU
Kadeypa peacTaBuIa NVKI padoT 0 OpraHu3aIuy Ha-
YUYHBIX McCefoBanuit [15] u mpodeccroHaabHBIX KOH-
ceHcycoB B Poccum [16-18], ncropum meTckoit Xupyp-
run [5] 1 ee 3aKOHOZIATE/IBHOMY PeTyIMPOBaHUIO [7].

dyHpaMeHTaIbHbIe Hay4HbIe paspabOTKM HALIA OT-
pakeHMe B IIATU ONYONMKOBAaHHBIX Kadenpoil MOHO-
rpadusax: «[laroreHeTnyeckne oCHOBBI (POPMUPOBAHNA
Y IPUHIVIIB TedeHNs1 OOCTPYKTUBHBIX YPOLATHil y fie-
tei» (2013), «[larodmsmonornveckne 3TIOAbI IETCKON
yporedpomorun» (2014), «IJutokmuer» (2016), «Tumo-
Bble [TATO/IOTMYeCKIe IPOLecChl KaK OCHOBA IIaTOTeHe3a
60re3Helt pasnuyuHO sTHONOrMM» (2017). B 2018 r. mop-
TOTOBJICHBI K ITeYaT! I7IaBbl B MOHOT'paduAX: 110 JeTCKO
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kononpokronoruu (¢ bemopycckum I'MY) u «bonesus
Impunpynra» (¢ PHUMY um. H.V. IInporosa). 3na-
YMMOIT BeXOJl B MMearorMyecKoil paboTe CTamo u3faHme
B 2018 rogy BMecTe ¢ kKadempoit OIepaTUBHOI XUPYprun
u Tonorpaduyeckoit aHaroMny Ce4eHOBCKOTO YHMBEp-
cuteta (3aB. Kabergpoit — mpodeccop C.C. JambikuH)
yue6HOTO oco6ms «Tomorpaduyeckas aHaTOMUA 1 Olle-
paTuBHasA XMPYprus geTckoro Bospacta» (M.: TI9OTAP,
120 c.), monorpadmit «bonesun ['mpmnpynra» n «Hanno-
HaJIbHOE PYKOBOJCTBO II0 JETCKOI XUPYPTUN», HayYHOI
Oporopsl «Anekcanapos JleonTnit ITeTpoBuy».

B mepuop ¢ 2013 mo 2025 r. Ha Kadeape TakxKe M3y-
YJaTCA HpOoOIeMBl CKOMMO3a UM KOCOManocTu (mpod.
K.C. JKepnes), ypoaugponorun (mpo¢. C.M. Illapkos),
MOYeKaMeHHOJI 60/mesHN ¥ OOCTPYKTMBHBIX YPOHATHI
y mereit (mpod. C.H. 30pknH), ypreHTHON eTCKOM XM-
pyprun (mon. A.A. BpsHIeB), ypOAUHAMUKA Yy HAeTeil
IO U TOCTe TpaHCIIaHTauuu modek (mon. D.K. Aji-
PSH), pelKoil XMPYprum penkux 3abomeBaHui (mpod.
I.A. Mopo30B), TpOTHO3MPOBAHNS UCXOA TTEPBUYHOTO
00CTpYKTMBHOTO Merayperepa y gmereit (k.M.H. [.LM. Ky-
30BneBa), 3D-TexHONMOTMM B METCKOM XMpyprum (moi.
M.J. Aitpanersn).

B 2022 ropy xadepnpa crana coucnonuureneM (mpodo.
I.A. Moposos, mon. M.M. Aijipaneran, acc. O.B. Cy-
XOJJ0/IbCKas) COBMECTHO C MOpPO30BCKOII JETCKOI To-
poxnckoit 6onpauneit I3 1. Mockser (10.}0. Coxornos,
O.I. Tonunun, C.B. Beipbim) TpexnetHero rpanTa «Men-
TeXx MockBa» (MOCKOBCKOTO IIEHTpa MHHOBAIIMOHHBIX
TEXHOJIOTMII B 3[JpaBOOXPAaHEHMM), B PaMKaX KOTOPOTO
IpPOBOANT «AHanu3 BHEAPEHNUs TEXHOJOIMM CMeIIaH-
Holl peambHOCTM (MR) B IpakTUKy AeTCKOrO XMpypray.
CosmectrHo ¢ OOO «Ilaynp XapT™ManH» B 2024 TORY BbI-
moytHeHo uccnepgoBanme MARSI — o1jeHKa KIMHIYIECKO-
rO IpYMEHEeHN A MOBA30K C CYIMKOHOBBIM KOHTaKTHBIM
cnoem Cosmopor Silicone B geTckoit xupyprun. Pesynn-
TaTBl 3TOTO VICCIEIOBAHNS JIETIM B OCHOBY JIe4eHNUS Jie-
Telt ¢ penkumu (oppaHHBIMM) 3a00TIEBAaHUSMMA.

ITo pesynbraTaM Hay4YHBIX MccefloBaHmii B 2015 rogy
B pamkax paborsl I Cwesma gerckmx xmpypros Poc-
cuM KOHKypcHasi pabora acmmpanta JI.C. Tapacosoit
«MorekynsapHasa AMAaTHOCTUMKA XPOHMYECKON 6o/me3Hn
NOYeK y JeTell C aHOPeKTaJTbHBIMU MalbpopManys-
Mu» Oblma ypoctoeHa pumtoMa Jlaypeara III cremenm.
A B 2016 ropy acnupanT C.A. Kmoes 6b11 ygoctoeH I
Mecta u Ilpemun nmenu B.M. [JepxaBuHa ¢ JOKIaJOM
«HacroTa pasBUTUA CUHAPOMA TUIIOCIVIEHN3MA Y AeTel
IIOCJIe Pa3/IMYHOTO JIedeHN A TPAaBMBI ce/le3eHKM». B 2019
ropy B paMkax I Cbesfa feTckux Xxupypros cTpaH Llen-
TpanbHO Asunm (Anma-Ata, KasaxcraH) mpomen KoH-
KypPC MOJIOABIX Y4YEHBIX, HOOeTeIeM KOTOPOTrO CTaja
accuctent JI.C. TapacoBa ¢ fgokmamoM «AHOpPEKTalb-
Hble Majab(OopMaluy ¥ COYETaHHBIE ITOPOKU MOYEBBI-
[leIUTe/IBHOM CUCTEMBI: OIlpefie/ieHne OuoMapKepoB
BocmazneHus». Takke B 2019 romy mobepureneM KOH-
Kypca MOJIOABIX YUeHBIX B paMKax Bcepoccniickoro Ha-
yuHO-IpakTnyeckoro ¢opyma «HeormoxHasa merckas
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XUpyprus u TpaBMmaTonorusi» cranm M.V. Aripanerss,
IpeICTaBUB Pe3y/IbTaThl HAYYHON paboThl «IDKCIepu-
MEHTalbHOE MCCAeJOBaHMEe BapMAHTOB IIBa TOJICTON
knmku». B 2020 rogy accucrenT H.A. XBaTbiHer| 6b11
yroctoeH I mecta u npemun umenn B.M. [lep>kaBuHa
¢ poknagoM «bamnbHasg cucTeMa oneHKM ypomMHAMMU-
KM y geTell ¢ ruppoHedposom». B 2023 ropy cocrosn-
cs1 KoHKypc MOMOABIX Y4Y€HBIX — [EeTCKUX XUPYPIroOB
uM. JLII. AnexcangpoBa «OcoObII KIMHNYECKUI CITy-
yait. Hago mounrars...» B coctaBe KoHrpecca MMeHHn
Benprumesa, accucrteHT O.B. Cyxomombckasa mpefcTa-
BIJIa KIMHUYecKoe HabmiomeHue «KmmHmyeckuit cmy-
4yail BPOXIEHHON [yOJEeHa/lbHOM HENPOXOAMMOCTH
y feBo4KM 17 y1eT» u cTasa nobeuTenem.

OprannsanuoHHas pa6ora kagenpnl. Hayunsie
MepOonpUATHUA, NpodeccHOHaTbHbIE KOHCEHCYCHI,
3aKOHOTBOPYECTBO

Bonbmoe 3HaveHme Kadenpa ypensna OpraHM3AIMOH-
HOJI paboTe, aKTVBHO y4acTBYA B AeATeNbHOCTY Poccnmit-
cKoll acconauuy fieTckux xupypros, WOFAPS, EUPSA,
BAPS, Asian APS, IPEG, ESPU, a Tak>xe B 3aKOHOTBOp-
yecTBe Ha (eZlepa/IbHOM YPOBHe U B cyObekTax PO.

B 2014 romy Ha 6asze HII3]l B pamxax Konrpecca
neguatpoB Poccum kadempa opraHmsoama Mexpay-
HapOJHBIMI CUMIIO3UYM M MacTep-KaacCc IO [eTCKON
xupyprunm — «Kuiednplil moB B JETCKON KOJOIPOK-
TOJIOTUM», BIIEPBbIE B MICTOPUM NOMYYMBLINIT aKKpenn-
taguio (12 kpegutHbix 6amnos) B EBpomeiickom Cose-
Te 10 HEIPEpbHIBHOMY MeAUIMHCKOMY 00pa3oBaHNIO
cuneruanuctoB (EACCME UEMS). Compencenarenem
cTasn npe3ufeHT EBporeiickoil acconuanum JeTCKUX XU-
pypros (EUPSA) J.M. Guys (PpaHnus), B cuMIosnuyme
IOPUHAY y4acTue cBbiie 220 CHenanicToB (BKI0Yas
50 mpodeccopoB) usz Poccun, ®panuun, Yxpauusr, be-
napycy, Tamxuknucrana u Y36ekucraHa.

Kadenpa npuHsma akTMBHOE y4acTye B MeXAYHapOa-
HBIX HayYHBIX IPOEKTaX: UCC/IelOBAaHNY THHOBAL U1 X1-
pypruu guadparmanbHbIX IpelXK ¢ [ocimranem Tumona
(Mapcenb, @pannus, 2014) u XUpyprum sXMHOKOKKO3a
c CIIIA (2014).

B 2015 rogy xadenpa ycmemHo nposena VIII Mex-
AYHapomHBII (GOPYM [eTCKMX XUPYpProB (CBbIIe
300 YY4aCTHMKOB): CHMIIO3MYM <«ATpe3us IMUIIEBOJA.
60 et mepBoit onmepauuy 33o¢paroanacromosa B CCCP
npo¢. IA. bauposa», kpyrnsii cron «TopakaabHas Xu-
pyprusa, Poccuiicko-OpaHIy3cKuil MPOEKT COTPYAHU-
4yecTBa» IOJ, IpefcefaTeIbCTBOM HAalMIOHAJbHOTO KO-
opauHaropa ®paHnuny no auadparManbHBIM TPbDKAM
P. de Lagausie (Marseille), cummosnymsr «Xupyprus
LIV TOBUIHON >KeJle3bl Y AeTel», « XUpyprus naTonorum
MIOJIOBOTO Pa3BUTUA Y MaJIbYMKOB U JIEBOYEK», «AKTY-
a/lIbHBIe TIPOOIeMBI JIeTCKOil yponorum», «Hempoctoe
pellleHre B MpaKTUKe NEeTCKOro Kapauoxupyprar». Cum-
nosuyM «lloBTOpHbBIE Omepanuy B JETCKOW KONOMPOK-
TOMIOTMM» COCTOSI/I M3 KPYITIBIX CTOJIOB IO 60/e3HM
[mpummpyHra 1 aHOpeKTaIbHBIM MaTb(OpMaLNAM, Iep-



CUCTUPYIOIIMM KJIOaKaM; TPaHCIALUI omepanuil MexX-
AYHapOJHBIMU OpuragaMy XUPYypros, MO3TOBBIX IITYP-
MOB 3KCIepTOB. Ko/nekTnB MHNLIUMPOBAJ YUYpeXIeHue
npemun uMeHN A.V. JIeHIOIIKMHA MOMOABIM Y4Y€HBIM
«3a BBIAIONIYIOCS HAyYHO-VMCCIEOBATeNbCKYI0 paboTy
B JIETCKOJ KOJIOIPOKTOJIOTMM», KOTOpas Obl/Ia BpydeHa
Ha IIepeMOHMY OTKPBITUSA CUMIIO3MyMa.

B ampene 2018 roma xadengpa cTama OpraHU3aTOPOM
Poccumiickoro cuMnosmyma JeTCKUX XMPYPIoB € MEXAY-
HapoOZHBIM y4yacTueM «bonesHp I'mpmmpyHra u Helpo-
VHTeCTUHA/IbHASI AVUCIIA3Ns Y AeTell», 00 beANHUBILETO
cbie 300 yyacTHUKOB U3 59 ropomoB Poccun, Asep-
6aitmxana, benapycy, I'pysun, Moppannn, KasaxcraHa,
CaynoBckoit ApaBum u YsbekucraHa (42 Hay4HBIX JI0-
KJIaJja, pe3omonys, COOPHUK HayYHBIX TPYHOB). B 1epe-
MOHUM OTKPBITUA NPUHANA y4acTUe MUHUCTP 3HPaBo-
oxpaHeHu:a P® Beponnka Cksopnosa. IIpu nmoggepxke
MuHKCTepCTBa HPOMBIIIEHHOCTH 11 TOprosyy PP 6pina
opraHusoBaHa «BbIcTaBKa OT€4YeCTBEHHBIX ITPOU3BOMMU-
TeNlell TEXHUKY U MaTepuasoB /s BeTCKOM XUPYPIUn»,
a Taxxe BrepBble — «IlaHe/NbHAA OVCKYCCHSI» MEXAY
XUPYpraMi U IPOMBIIIJIEHHUKaMU.

3HauMTe/IbHAsA OpTaHM3alMOHHAs paboTa IPOBOAU-
JIach KOJUIEKTMBOM B paMKax HpodeccHOHaTbHBIX POC-
CUCKMX M MEeXIYHapOAHBIX KOHCEHCYCOB, CO3/laHNA
KIMHNYEeCKUX peKoMeHJauui. BaxkHeitmell ctana UHU-
IyaTyBa Kadeapsl [0 CO3aHNI0 pabodel IPYIIIbl BeAy-
IIMX 3KCIIEPTOB — JIeTCKUX KOMOIIPOKTOIOrOB MOCKBBI,
Muncka, Cankrt-Iletepbypra, CokTbIBKapa, Bonrorpa-
na u Vpkyrcka (skcnmepTHOe coobiiecTBo). B mepmop
2013-2016 rr. Kadenpoit 6B OPraHN30BaH POCCUIICKIIT
KOHCEHCYC «JIMaTHOCTMKa U JiedeHNe aHOPEKTa/lIbHBIX
ManbdopManuit», aHKeTUpoBaHMe 28 HNeTCKUX XUPYp-
rmyecknx IeHTpoB Poccum, bemapycu u YsbekncraHna.
KoHceHcyc norpe6oBan 7 CUMIO3MYMOB, O0CY>KIAEHMI
Ha poccuiickux n 3apy6exxubix (EUPSA, Dublin, 2014)
¢dopymax. ITo uroram B 2015 roxy 6bIM BBIPaGOTAHBI
QepepanbHble KIMHUYECKNE peKOMeHfauuu «Jlmarso-
CTMKA M JIeYeHMe AHOPEKTa/JIbHBIX ManbpOopMaLInii»
[16], omy6nukoBana cratbs B J. Pediatric Surgery [17].
B 2016-2018 rr. kadenpa opraHusoBana OYepPeNHOI
pOCCHMIICKMIT KOHCeHCYC «[lmarHocTuka u jedeHue 6o-
nesHu I'mpmmnpyHra y gereli». boino nposeneHo 5 Hayy-
HBIX CMIIO3MYMOB, aHKETUPOBaHMA NETCKUX XMPYProB
25 Bemymux IeHTPOB. Bce KOHCeHCychl 00OCYX/anuch
Ha EBpomnelickux koHrpeccax B 2014-2016 rr., momy4u-
Y NOAJEPKKY aMepUKaHCKMX Komer. [lo nunnuatuse
kagenps! B 2017 Toy coCTOs/IaCh Hay4HAs AVICKYCCUA
Ha CTpaHMLAX XypHana «JleTckas Xupyprus» mo 6ones-
Hu ['mpurnpysra [18]. B ntore cummnosnyma «Xupyprus
6onesHyu I'mpmmpyHra M HelpOMHTeCTMHAIbHAS [VUC-
nnasus y feteit» (CeueHoBckuil YHuBepcurert, 20 ampe-
ns1 2018 ropa) 6piu yTBepxKAeHb DefepanbHble KIMHN-
YecKle peKOMeHJalliIL.

B mesiom 3a 3TO BpeMs COTPYAHMKY Kadempbl CTamn
coaBTopaMu nATH DefepanbHbIX KIMHUYECKUX PEKO-
MEeHJALNil IO XMPYPIUM yIIeM/IEHHBIX ITaXOBBIX I'PBIK,

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

MHBaTMHALMY, aHOPEKTATbHBIX Manbdopmanuii, 6omes-
Hy ['MpmnpyHra n T. .

JesTenbHOCTD 3aBenyoero kapenpoii [I.A. Moposo-
Ba B KomureTe 1o oxpaHe 3HopoBbs [ocymapcTBeHHOI
Iymer PO, penepanbHbIM KOOPAMHATOPOM IaPTUITHOTO
mpoeKTa «37opoBoe Oyamylee» MOCTY>KMIA CO3/IaHUIO
OO1ecTBEHHOTO COBeTa MO IpecefjaTe/IbCTBOM CIIN-
kepa Cosera Qefepauuu B.J. MaTBMeHKO, BKIIOUEHUIO
B ero coctaB 1 B KoopauHannoHHblil coBeT MuH3IpaBa
P® mrectu Begyuux geTCKUX XUPYpros cTpaHsl (2017).

20 amperns 2018 roga Ha 6a3e CeueHOBCKOTO YHUBep-
CUTeTa BIEpBble B VICTOPUU COCTOSICS KPYIJIBIA CTOJ
Komurera no oxpase 3g0poBbsi [ocygapcrBeHHOI [lyMbl
Poccmiickoit @epepaunn «JleTckas XMpyprus u Xupyp-
rus nnopa B Poccuiickoit epepanun: 3aKkoHOAATEIbHOE
perynupoBaHye HMpPaKTUKM, HAyKM U IOATOTOBKM Ka-
OpoB». B HeM npuHAMM y4actue 196 4enoBek, mpefcTa-
BUBILINX 78 cy6pekToB Poccuiickoit Peneparnuu (akase-
muku PAH, 51 3aBkadenpoit n mpodeccopa, 24 r/maBHBIX
Bpaya METCKMX OOJbHMII, IJIAaBHBIE AETCKUE XUPYpru
cyObekToB, pemyTarel locymapcrBeHHON [lymbl, die-
Hbl CoBera ®epepauuu, MUHNUCTEPCTB 3[paBoOXpaHe-
HusdA, obpasoBaHuA n Haykm Poccuiickort ®Pemepaunm,
PocanpaBransop, Poccnmitickasa akagemusa Hayk u BAK).
Bein m3gaH cOOpHMK MaTepuanoB KPYITIOTO CTONA U pe-
30/TIOLMA.

B 2019 romy cocTtoAnoch [Ba MeXIYHAapOLHBIX Ma-
crep-kmacca nox arupoit Kagenpor: XXIII Hypospadias
Study-day and Surgical Workshop npodeccopa kacdenpsr
X. Os6eit (Cram6ysn, Typums) u Innovation in medical
care: is that really a difficulty...? mpodeccopa xadenps
I1. Ouka (Yrpext, Hugepnanmer). Ot Meponmpustus
cobpamu u oOBegVHWIN INpeAcTaBUTenel mpogeccuo-
HaJIbHOTO COOO0IIeCTBa pa3HbIX CTPaH.

H.A. Moposos B 2016 rofy BBICTYIIMJI HAyYHBIM KOH-
CY/IBTAaHTOM 13-CepUITHOTO XY[JOXKEeCTBEHHOTO (uIbMa
«KpacHble 6pacieTsl» 0 )XU3HU MAILMEHTOB [ETCKOM XM-
pyprudeckont knuHuku (Ilepserit xanan). B 2022 ropy
3apepytomuii kadenpoir npod. O.A. Mopos3oB cran
[JIaBHBIM JeTCKUM CIeIMaTICTOM-XUpyprom MuHu-
cTepcTBa 3ApaBooxpaHeHusa Poccuiickoit Penepanuu,
obecIieynB 3HAYNTE/IBHYI0 PEOPraHM3ALNIO M JeATeNlb-
HOCTb MHCTUTYTa ITIaBHBIX CIIEIMANNCTOB, BCEM [eT-
CKOII XMpyprudeckoi cmy>x6nl Poccuiickoit Pepepanyn.

PasBuTHne cTyseHYeCKO HayYHOI
IesATeTbHOCTH Ha Kadeape meTcKoi XMpyprumn
M YPOTOTMH-aHAPONOTUI: VHHOBAIIVIOHHbIE
o6pa3oBarebHbIe IPOEKTHI

26 okxTA6ps 2013 roga oy pykoBOACTBOM Ipodeccopa
I.A. MoposoBa 6blI OpraHM30BaH CTYJeHYECKUIl Ha-
yunblit Kpyxok (CHK) xadenpsr, KoTOpbIit 06 befuHNT
53 cTymeHTOB MIafINX KypcoB Ce4eHOBCKOTo YHHU-
Bepcuteta. B suBape 2014 rosja Ha ero oCHOBe ObI/Ia CO-
3gaHa IlIxona mMacrepcTBa «JleTcKas XMpyprusi», Kyna
pouuiu 12 Hanbonee ycnemHbIX cTygeHToB. C 2014 roga
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pykoBoactBo CHK ocymectsnsn accucteHT Kadenpol
M.J. AjtpanetsH, a ¢ okTa6psa 2017 roga OH BO3ITIa-
By u IlIkomy MactepctBa. OCHOBHOM 1I€/IbI0 TaHHBIX
IPOEKTOB CTano (GOpMUPOBaHME KaJ[pOBOTO pe3epBa
IJI Hay4YHO-NPaKTUYECKON [eATeTbHOCTH YHUBEp-
CUTeTa ¥ IOATOTOBKA BBICOKOKBAIMQUIMPOBAHHBIX
crenuanuctoB Oyaymero. B 2024 rogy pykoBopnTeneM
CHK crana accucrent xagenper O.B. Cyxopgonbckas,
a Illkoma mMacTepcTBa MO PYKOBOACTBOM JIOLEHTA Ka-
denpsr M.U. AijtpamerssHa cTajma HOCUTh Ha3BaHUe
«Pemkas xupyprus pepkux saboneBannit». C MOMeHTa
cospanusa CHK crypgenTs! BoinonHumu 6onee 300 Hayd-
HBIX JMICCTIEJOBAHNIL, B TOM 4MC/Ie 9KCIIePYMEHTa/IbHbIe
paboTsl Ha 6a3e BMBapus M KanHMYecknx 6a3 Cede-
HOBCKOTo YHUBepcurera. B pamkax o6pa3oBaTebHOTO
npoliecca ObIIM peann30BaHbl MHHOBAIMOHHBIE IIPO-
exTol «Mos Poguna», «fI uccnegosatenb», « xupypr»
n «f opranmsatop», mpegycMarpuBaBline paboTy
B CUMYIALMOHHBIX IeHTpax HMUIL sgopoBbsa meTeil
un CedyeHoBckoro YHuBepcuTeTa. COBMeCTHBIE 3acefia-
HIS C KPY>KKaMI HallleTO YHUBEPCUTETa IO IefuaTpumn
VI HEOHATOJIOT MM CTaAM TPagULMOHHBIMY, a B 2024 romy
k HuM gobaswmica u CHK kadenper xupyprun KM nm.
H.B. CxnmudocoBckoro. AKTUBHO pa3BUBaeTCs COTPY/-
HuyecTBo n ¢ CHK gpyrux ynusepcureros. Crypnen-
Thl y4aCTBOBA/INM B BbI€3THBIX COBMECTHBIX 3aceJaHMAX
B bpsancke (2014), MuHcke (coBMecTHO ¢ benopycckum
TOCYJapCTBEHHBIM MEAMIIVMHCKMM YHUBEPCUTETOM,
HOs16pp 2014), Cmonencke, CaparoBe (2015, 2017),
Cankr-Iletep6ypre (2018) u Huxxuem Hosropoge (2018,
2023, 2024).

Ocoboe MecTO B HeATeTbHOCTY KpPY>KKa 3aHAIN Tpa-
OVIMOHHBbIE allpe/IbCKMEe BCTPeUM CTy[eHYeCKUX Hayd-
HBIX 00mmIecTB KadeAp AEeTCKON XMPYPruu, MpOXOAVB-
ume B Yensbuucke (2014), Counm (2015), Yebokcapax
(2016), PoctoBe-Ha-[lony (2017), Mockse (2018), Psa3a-
Hu (2019), Kupose (2021), Cankr-Iletepbypre (2022),
Bonrorpage (2023), Camape (2024) u Spocnabne (2025).
Ha sTux meponmpmsATHMAX JOK/IAfbl HAIIUX CTY[EHTOB
€XKeroflHO IPVM3HABAJINCDH JIYYIIVMM Ha KOH(pEepeHINAX,
aB 2023 rogy Tpu foknafa oT llIkombl MacTepcTBa BOILIN
B TOI-6 13 123 noknanos 52 neneranuit cemu crpad CHIL
Ycmexu CTyHeHTOB TakKKe BKIO4Yany 1mobenbl Ha Poc-
CUIICKMX ONMMIINafax 1o gerckoi xupypruu B PHVIMY
um. HJ. ITuporosa (6ponsosas Harpaga B 2014 r., ce-
pebpsinass — B 2019, 2021-2024 rr., 30moTas — B 2020
u 2025 IT.), SHAOCKONMYECKUX ONMMIIMANAX IaMATH
npodeccopa A.B. [epacpknna, meguaTpuiecKnx OIUM-
nnagax B Caukr-Iletepbypre n onuMnuagax «30710TOM
Mepckumn», pyHaMeHTaNbHBIX KOHpepeHuuAx B MI'Y,
Hay4YHO-IIPAKTUYeCKON KOHpEepeHINN CTY/IeHTOB 1 MO-
TOfbIX YYEHBIX C MEXJYHAPOGHBIM y4acTHeM B paMKax
¢dopyma «Bupryos nmepmarpum» Ha 6ase CedeHOBCKOTO
YuuBepcurera, Ha «CTyIeHUKMHCKUX YTEHUAX» Ha Oase
HMMI] 3poposbs peteit. Ha koudepennun PYIH «3mo-
poBbe u ob6pazoBanue B XXI Beke» cTymeHTHI Kadenpsl
IBa rofia oA psj 3aHMMany epBble MecTa.
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3HauMMBIM 00pa3oBaTe/IbHBIM IPOEKTOM  CTaIyu
«CBeHCOHOBCKMe BcTpeun» (Swenson Meetings) — nua-
JIOTY CTY/IEHTOB C BeAYLIVIMM CIIeIanucTaMu B obsa-
cTu meTckoi xupyprumu. B 2014 r. cocTtosAmace BcTpeda
c npesupgenToM EUPSA npodeccopom J.M. Guys (Ppan-
nus), B 2015-m — ¢ pgupexkropom HUI HeormoxHOI
[eTCKOMl XMPYPIMM M TPaBMATONOIMM IIpOodeccopoM
JI.M. Pomanem (cOBMECTHO C 6€OPYCCKMMU CTyHeHTa-
M), B 2018-m — c mpodeccopom V.H. I'purosnuem (Ile-
tpo3sasopckuit 'MY) n npodeccopom xkadenpsr Hiiseyin
Ozbey (Typuus), B 2019-m — mpodeccopom Kadenpsi
Pieter Dik (Hupepnanpsr), B 2023-m — ¢ npogeccopom,
3acmy>kKeHHbIM BpadoM P® B.M. PosuHoBbIM, B 2024-M —
¢ akageMukoM PAH rnaBHBIM IeTCKMM OHKOjIOroM Poc-
cuu Ha nupotspkeHun 6omee 10 mer B.I. IonsaxoBbiM.
B 2016 roxy 6plma oprann3oBaHa KOH(pepeHIUs «YMHHI-
KU U yMHUIbI», ocBAmeHHasA H.®. OumaToBy, ¢ ydacTu-
em npodeccopa MI'MIMO IO.I1. Bsizemckoro B KauecTBe
cynpu. CrygenTsl IlIkonbl MacTepcTBa PeryaApHO yda-
CTBYIOT B JIeTHell «3axapoBckoii» (Caparos, 0. Yapabim)
u 3uMmHeil «3BepeBckoit» (Exarepmubypr) o6pasoBa-
Te/IbHBIX HIKOJIAX.

B 2017 ropy ycnemno peannsobaHd npoekT «Okasanue
IIepBOJI MIOMOIIM» B MOCKOBCKUX IIKONAX, a B 2018 rogy
npodeccop [I.A. Mopo3oB Bolllel B COCTaB MPOTPaMM-
HOTO KOMHUTeTa Bcepoccuiickoro MeXXmyucIIIIMHAPHO-
ro popyMma «3axapoBCKas LIKO/Ia».

Pesugentet CHK mno gerckoit xmpyprum u Ilko-
7Bl MAacTepCTBa €XETOJHO IPOBOAAT MacTep-K/IaccChl
JUIs1 LIKOJIBHUKOB, y4aiuxcs [IpenyHuBepcapusi, abuty-
PUEHTOB, CTYAEHTOB U rocTeil Ce4eHOBCKOTO YHUBEPCH-
TeTa Ha JHAX OTKPBITHIX ABEPeli U OTMMINAJaX, OpraHN-
30BaHHBIX B €r0 cTeHaxX. Tombko 3a 2024-2025 y4e6HbIN
TOfi KPY>KKOBIIbI ITpoBenM 12 MacTep-KaaccoB. B 2023 r.
crynentsl CHK ypmocTomnuce decTu mpencTaBUTh HET-
CKYIO XMPYPTUIO Ha MEXXJYHapOLHOM yPOBHE ¥ IIPOBENN
oOydJallue MacTep-K/Iacchl s TocTeil MexmyHapon-
HOII BbICTaBKI-(opyma «Poccusa» Ha BIHX.

B 2016 r. xadenpa BBICTyNNMIa WHUIIATOPOM CO3[a-
HuA ceknun «PyHIaMeHTaNbHble MCCIENOBAaHUA U VH-
HOBAIIMM B IeTCKOV XMPYPIUM» B paMKaX KOH(pepeHI K
CHO «MepuiuHcKkasi BeCHa», Ijfje ObUIO IMpenCcTaBIeHO
30 moknaznoB u3 nATU ropopos Poccuu. Ilo utoram KoH-
¢depennuu B 2018 roxy n3gaH cOOPHUK HaYYHBIX TPYAOB
CTYZLEHTOB.

BepmmHol CTymeH4YeCKo) Hay4HON HeATeTbHOCTU
cranmo npoBenenne Kadenpoit 25-it Poccuitckoit (59-it
Bcecorosnoit) kondepennun CHK mo perckoit xu-
pyprum «AKTya/nbHble IPOOTIEMBI [ETCKOVl XUPYpPIUM,
aHeCTe3MO/IOTUM U peaHuMMaronornm» (20-23 ampens
2018 r.). Meponpusartue cobpano 6omee 200 CTy/ieHTOB
n3 48 MeJUUMHCKMX BY30B IATU CTpaH, IPeICTaBUB-
mux 204 YCTHBIX U IOCTEPHBIX JOKIaza B 27 CeKUMAX.
Briepsble B mporpaMMy KoH(pepeHIMM ObIIN BKTIOYEHBI
JIeKLIMM BeAYIINX MPodeccopoB 1 MacTep-KIacc i po-
JUTeTeN IO YXOAYy 3a KMIIEYHOM CTOMOM, 4TO IOJYep-
KJBaeT IPaKTMYECKYI0 HaIIPaBIeHHOCTD U COLMATbHYIO



3HAYMMOCTb IIPOBOAMMOIL paboThl. B 2027 roxy Ha 6ase
Haleil Kagepbl 3all/ITaHNPOBAHO IIPOBefeHNe yxe 33-i1
Bcepoccniickoit (66-it Bcecoro3Hoit) HayqHON CTymeHYe-
CKOJI KOH(pepeHIIL.

Jleye6Has pa6ora kapenpol. HanpaBnennsa
N MHHOBAII N

B nepuop ¢ 2013 nmo 2016 T. OCHOBHOM KIMHUYECKON
6asoit kapenper 6p11 HUV petckoit xupyprun (gupex-
Top — npod. JI.A. Moposzos) HII3]] PAMH. Marepuanb-
Ho-TexHM4ecKas 6aza HM cooTBeTcTBOBaIa MUPOBBIM
CTaHAapTaM, obecliedynBas CTy[eHTaM U OpAMHATOpaM
¢dhopMupoBaHUe Nefarorn4ecKnX TPaeKTOPHIL BBICOKOTO
ypoBHA. B 2016 rony pemennem Yuenoro cosera HII3]]
HWMU 611 pachopmupoBaH, co3gaH OTAEN JETCKON XU-
pyprun. OCHOBHO KJIMHIYeCKoI 6a3011 Kadefpbl cTana
Hetckas xknuunveckas 6onpHuna Ne 9 um. [LH. Cnepan-
ckoro. Xupyprudeckas KIMHuka (qupexrop — mpodec-
cop B.M. PosunoB) umeer B cBoeM coctaBe (300 Koek)
9 OTHeNeHNIt: SKCTPEHHO XMPYPrun, KOMOYCTIOMOT U,
TPaBMAaTOJIOT MY, IVIAHOBOV XMPYPIUA U Jp.
Ilegarormyeckmii IpolecC OCYIIECTBISETCA TaKXKe
Ha JIPYIMX BefyLMX KIMHMYeCKUX 6asax: VIHCTHUTYT
uM. Benpruimiena (c 2021 roga gupekTop — mpodeccop
[.A. Mopo3sos), H/V HeoT/10XXHOT JeTCKOl XUPYpPrun
u TpaBMaTonoruu (pupekrop — poueHT A.B. Bpsan-
1eB), MoposoBckas merckass 6ompHULA (mpodeccop
C.M. Illapxos), HMUI] 3]I (3aBepyromuit OTHenIeHN-
eM sHpockomuyu — mpodeccop M.M. JloxmaTtos, mpod.
K.B. JKepnmeB), yHmBepcurerckas feTckas OOJIbHUIIA
(3aBemyrOImNIT OTAETEHNEM 3HJOCKOINM — ACCUCTEHT
A.A. IlTaBpoB) 1 MMKII «Kommynapka» (c 2025 ropa
3aMeCTUTeIb IIABHOTO Bpaya II0 HEeTCKOM XMPYprum —
poueHT M.J. AjtpanersH). Bce corpynunku kadenps
SIBISIIOTCST  BBICOKOKBaMUQPUIMPOBAHHBIMY  CIIEIIMAIN-
cTaMu B 0071aCTY [JeTCKOJ XUPYPIUH, YPOTIOTUN-aHPO-
TIOTUM M 3HJOCKONNM, IIpu 3ToM 80% 13 HUX Hermocpef-
CTBEHHO YYacCTBYIOT B OKa3aHIY BbICOKOTEXHOIOTMYHOI
mepunmackoit momomu. C 2016 r. morentom E.C. I[Tnme-
HOBOJI OpPraHM30BaH aMOYTaTOPHBIN IIpYeM HETCKOTO
KOJIONIpOKTOIOra B IleHTpe maTomorny Ta3oBbIX OPraHOB
Hetckoit knuauveckoit 6onpHunb Ne 9 um. ILH. Cnepan-
CKOTO, BK/ITOYasgs (QyHKIVMOHAIbHBIE VCCIETOBAaHUA TOJI-
crort kummku. CoTpygHuKamMu Kagenpbl ObT pa3paboTaH
U BHEJIpEH B MPAKTUKY PAJ, HOBBIX PeKOHCTPYKTMBHBIX
olepanuil B paMKaxX KOppeKLNY aHOPEKTa/TbHBIX Majlb-
dbopmanuuit (chuHkTepocOeperaromux omnepanuii) [17]
u 6omne3nn ['mpmmnpynra [21], maTonorny MmMMUTOBUAHON

Bknap asTopoB / Author contribution
[.A. Mopo3oB — naen v in3aitH UccneoBanus, pefakTMpoBaHue pyKonucu.

M.W. AitpanetsH, 3.K. AiipsH, [1.C. Tapacosa, 0.B. Cyxononbckas — HanucaHue TekcTa
1 peflaKTUPOBaHWE PYKONUCK.
B.B. Poctosckas, C.M. Llapkos, M.M. Jloxmartos, K.B. ¥eppes, A.B. bpsHues,

A.A. Waspos, 1. Ky3osnesa, H.A. XBatbiHeu, K.[l. Mopo3os, M. luk, X. 036w, E.C. Mu-
MeHoBa, K.H. [leMnaoBa — pefjakTMpoBaHue pyKonucu.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga

XKeye3bl y fieTeit [8], HapyuieHuit popMMUpoBaHNUA MO
[25]. Ocy1ecTB/IeHBI HOBBIE OIIepALIMM IIPY KICTAX XOJIe-
Ioxa, BaApMaHTaX MaJbpOTAally B COUYETaHUU C nuMbaH-
TMo9KTas3men Kumku [22]. JlocTUTHYT ycnex Xupyprude-
CKOTO JIeYeHMsI TOCTHEKPOTUYECKUX CTEHO30B TOJICTOM
KMIIKK [23], HOBBIX METONUK NUTOTPUIICUM Y JeTell,
paspaboTaHbl CIIOCOOBI KIMTOPOIIACTUKM TIpU heMu-
HU3UPYIOLUX IJIACTUKAX HAPY>KHBIX MTOJIOBBIX OPTaHOB
y HeTell, TOpaKOCKOIMYECKON IIACTUKM NUIIEeBOAA I10-
cne aKcTpaTopakanpHoil snoHranuy mo K. Kimura [24].
OpgHuMHN U3 IepBBIX B CTpaHe COTPYAHUKU Kadeapbl
OCBOM/IN KOH(OKA/IBbHYI0 MUKPOCKOIIMIO TOJICTOI KMII-
KI U BUMIEOKAIICY/IIbHYIO S3HIOCKONMIO IIPU XUPYyprude-
ckoit maronorun [20]. Buegpenne 3D-mopmenupoBaHus
Y TEXHOJOTMII CMEUIAaHHOM U [OIIO/IHEHHOM pealbHO-
CTM CIOCOOCTBYeT pPAacCHIMPEHNI0 TpaHUI] j1e4eOHOTro
mpouecca [26]. C 2024 r. HavaTa cOBMecTHas pabo-
ta (mpod. [I.A. Moposos, pou. I.K. Astpan) ¢ HMUIL
TPaHCIJIAaHTOJIOTUM M ICKYCCTBEHHBIX OPTraHOB MM. aKa-
memuka B.J. IlymakoBa MuHnsgpasa Poccun, koTopas
BKJIIOYAaeT BBINOTHEHME BbICOKOTEXHOJIOTMUHBIX OIepa-
LM ¥ MICCTIefloBaHNe YPOAMHAMUKH Y feTel 10 U TOocie
TpaHCITAaHTALUN.

B urore 3a gBenanmarh et (2013-2025 IT.) KOMIEKTUB
Kagepbl IOTHOCTDIO HaJIAAN Y4eOHBIN Iporiecc, chop-
MMPOBaJ TPagULMM CTYyLEHYECKOTO HayqYHOTo KPy>KKa
U ILIKO/IBI MAacTepCTBa, 0OecHedyyl BBICOKMII YPOBEHb
Meflarorn4eckoil, Hay4YHO-UCCIeJ0BaTeIbCKOM M Opra-
HM3AIMOHHON paboThI, HO3BOIUBIINI 3aHATh Kadenpe
TOCTOJHOE MUAMPYIOIllee MeCTo. I7TaBHOe — MHOTOJIET-
HUJ VICTOPMYECKMI M apXMBHbIN IIOMCK, Hay4dHbIE VIC-
CllefloBaHMA IpeNofaBaTeell U CTYAeHTOB IO3BOMNIN
BO3POAUTDH 3By4YaHMe BBIJAOIIelicd JTMYHOCTU, MEPBO-
ro rmaBHOro Bpava [letckoit 6onpauIel CBsATONM ONbrH,
IIepBOro NMPUBAT-0L[eHTa MOCKOBCKOTO MMIIEPATOPCKO-
TO YHUBEPCUTETA, pOfJOHaYaTIbHUKA AETCKON XUPYPrumn
KaK HayKu M TIpenofaBaHusA cTyfieHTaM — JleoHTus
[TerpoBnya Anexcangposa. Kadenpa cpoganiace ¢ ero
MIOTOMKaMM, TIpU MOAJEP)KKe YueHoro copeTa CeueHOB-
ckoro YuuBepcureta obpena nms JL.II. Amexcanpgposa,
OpraHM30Bala KOHKYPC MOJOABIX Y4eHbIX — METCKUX
XUPYProOB €ro MUMEHM.

B 2025 ropy xadenpy BO3I/IaBUI N3BECTHBIN CIeIa-
JIACT TI0 AeTCKOJ OHKOJIOTUY — T'eHepaIbHBIN JUPEKTOP
HMMU L] peTckoil OHKONOIUY, T€MaTONIOTUM U MMMYHO-
noruu uMenu dumer PoraueBa mpodeccop H.C. I'paues.
HoBbiit ncTopuyeckuit BUTOK pasButus Kadenpsl obe-
1aeT OBITH ellle 6ojiee SPKUM U TTIOFOTBOPHBIM.

Dmitry A. Morozov — conceptualization, study design, writing (reviewing and editing).

Maxim I. Ayrapetyan, Eduard K. Ayryan, Darya S. Tarasova, Olga V. Sukhodolskaya —
writing (original draft and editing).

Vera V. Rostovskaya, Sergey M. Sharkov, Maxim M. Lokhmatov, Konstantin V. Zherdev,
Aleksandr V. Bryantsev, Anton A. Shavrov, Galina |. Kuzovleva, Nikolay A. Khvatynets,
Kirill D. Morozov, Pieter Dik, Hiiseyin Ozbey, Evgeniya S. Pimenova, Karmina N. Demi-
dova — writing (reviewing and editing).
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O6men onbiToM/ Experience exchange
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1.

10.

11.

12.
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Ka6anosa C.A., Borononbckuit IL.M. H.B. Cxnudocos-
CKUII — CO3faTe/lb KIVMHUYECKOro ropopka Ha [leBu-
ypeM [Tore B MockBe (k 180-71eTuI0 CO JHS POXKIEHUS).
Hcmopus meduyunui. 2016;1:74-82. doi: 10.17720/2409-
5834.v3.1.2016.07Kk.

IOpaxkonoB II.U., JIsicenkoB H.K. OTuer 0 mesrens-
HOCTY XVPYPIMYecKoro oTaeneHus [leTcKoil KIMHU-
ku JImmeparopckoro MOCKOBCKOTO YHUBEpPCUTETa
3a 1893-1896 yuebubie rogel. Mocksa. ITewatus C.IL
Sxosnesa. 1896:131 c.

Hasbigenko-CysopoBa P.B. Xupyprudeckas mnomouib
metsiM B MockBe o Benmunkoit OKTs06pbCKOTL comyau-
CTUYECKOJ PEBONMIOLMM: JUC. ... KaHA. Mel. HayK. Mo-
CKBa, 1954. 140 c.

bnoxuna H.H. MockoBckasa merckas OonpHuna Cs.
Onpbru (x 125-m€THI0 CO [HSI OTKPBITUS OONBHUILBI).
2013;2:60-64.

Moposos [.A., Aiipaneran M.J., Ilumenosa E.C.
Poxxpienne pmerckoit xupyprudeckoil Hayku B Poccun
(115 neT coenMHEHHOMY 3acefaHUIO CeKIIUY XUPYPrUU
U CeKUMM JieTCKuUX 6onesHelr IImporosckoro cbespa).
Poccuiickuti secmuukx 0emckoti Xupypeuu, aHecrmesuo-
nozuu u pearumamonozuu. 2017;4:7-17.

T'opoxos B.I. [Imutpuit Eroposuy T'opoxos. K 150-7ne-
TUIO CO JIHA pOXJAeHMA. Poccuiickuii eecmHuk Oem-
CKOTL Xupypeuu, aHecme3uonozu U peanHumarmonouu.
2013;1:113-117.

Moposos [I.A. IIpo6nemMbl 3aKOHOHATETBHOTO peTy-
NMPOBAaHUA J[IETCKON XMPYPIUM M XUPYPIUMU IITIOfa
B Poccuitckoit @egepannu. Poccutickuti secmuux dem-
CKOUl Xupypeuu, anecmesuonozuu U pearnumaronozuu.
2018;2:7-17. doi: 10.30946/2219-4061-2018-8-2-6-15.

Moposos [I.A., IInumenosa E.C., [IBopskosckuit V1.B,,
Tanamaes A.I. TupeougHble TepaTOMBI Y HOBOPOXK/EH-
HbIX. [lemckas xupypeus. 2014;5:33-36.

Paitroponckasa H.IO., bomotosa H.B., Moposos [I.A.,
I[InmenoBa E.C., Macnakoa I.H., IImokamwok E.H.
Hapymenue puddepeHIpoBKM TOHAL: [UCTeHe-
31Msi M OBOTECTUKY/ISIpHOEe HapyliueHue QopMuposa-
Husi nona. [Ipobnemut aHOokpunonozuu. 2015;1:31-35.
doi: 10.14341/probl201561131-35.

Aiipan 9.K., Moposos JI.A., Ilmokamok E.H., Paiiro-
ponckas H.IO.,, [Inmenosa E.C., Asipanerss M.J., Ca-
akssH M.C. Mopdornorus ceHCUTUBHBIX 30H KJIUTOpa
IpY BUPUIN3AL Y HAPY>KHBIX TeHUTaINI y TallieHTOB
¢ HapyleHueM GpopMupoBanus nona. Jemckas xupyp-
eus. 2017;2:64-66. doi: 10.18484/2305-0047.2019.5.541.

Moposos [I.A., ®unnmnnos 10.B., Topanaos B.®., Typ-
koBckuit B.b., I'opogkos C.IO., Makcumosa M.H., Ha-
nonbHuKoB O.K. HenpepblBHBIN OFHOPANHBINA KU-
IIEYHBIIl OB Y HOBOPOXXJEHHBIX. [emckas xupypeus.
2004;5:20-24.

ITumenosa E.C., Moposos [I.A., ®omenxo O.10., I'yce-

Ba H.b., IxoBenko [I.[]. lmarHocTnKa guccuHeprmdye-
CKOIt ledpekanym y JETeil C MOMOLIbI0 AHOPEKTAIbHOM

13.

14.

15.

16.

17.

18.

19.

20.

21.

maHoMmeTpun. Ileduampus. XKypuan umenu I.H. Cne-
panckoeo. 2017;6:14-18. doi: 10.24110/0031-403X-2017-
96-6-14-18.

Moposos [I.A., Mopososa O.JI., Jlakomosa [1.10., Apa-
kenssH A.C., Tapacosa [I.C., Moposos [I.[l. Monexy-
JSpHBIE JUATHOCTMYECKME MMIIEHM XPOHUYECKOTro
nuenoHeppuUTa y feTeil ¢ aHOPeKTalbHBIMU Manbdop-
Mauysamu. Ileouampus. XKypran umenu I.H. Cnepan-
ckoeo. 2017;5:145-151. doi: 10.24110/0031-403X-2017-
96-5-144-151.

Morozov D., Morozova O., Pervouchine D., Severgi-
na L., Tsyplakov A., Zakharova N., Sushentsev N., Malt-
seva L. and Budnik I. Hypoxic renal injury in newborns
with abdominal compartment syndrome (clinical and
experimental study). Pediatric Research. 2018;2:520-
526. doi: 10.1038/pr.2017.263.

Moposos [.A. CocTossHNe ¥ HepCHeKTUBbl HAyYHBIX
VICCTIENOBAHMIT B JIeTCKOM Xupyprumu. Poccuiickuil
8eCMHUK 0emcKoli XUpypeuu, anecme3uonoeuu u ped-
Humamonoeuu. 2015;4:8-17. doi: 10.17816/psaic207.

Asepun B.J., Vonos A.Jl, KapaBaesa C.A., Komuc-
capos JM.A., Kormun A.H., Mokpymmuna O.I,, Mopo-
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