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AHHOTauuA. B ctatbe paccmaTpmBaeTCs KIMMHUYECKUA cnyydan nayueHTa 11 net ¢ guarHo3om MyKoBUCLMA03a, KO-
TOPbIV ObIN YCTAHOBMEH CO 3HAYUTENbHOW 3aepXKkor. C y4eToM reHeTnyeckoro ob6cneaoBaHms NaLneHTy C TSHKeNbiM
TeyeHneM 3aborneBaHUs Ha3HayeHa TapreTHas Tepanus npenapatoM CFTR-mogynatopom nBakadTop/Tesakadtop/
anekcakadTop. ABTopamu NpeacTaBneH aHanus AUHaMUKM COCTOSIHMSA NauMeHTa 1, B TOM Yucne no AaHHbIM yHK-
uMoHanbHbIX NPo6 1 nabopaTopHbIX TECTOB, Yepes rof nocne Havana AaHHoun Tepanun. OTMeYeHbl NONOXUTENbHbIE
N3MeHeHUs nokasatenen U3nYeckoro pa3BuTus, mokasatenen yHKLUUN BHELLUHErO AblXaHWsl, 3Ha4YMMOE CHUKEHUE
nokasaTtesnein XnopuaoB NnoTa, yrnyyleHne peHTreHONoOrM4eckom KapTuHbl B NIETKMX U CO CTOPOHbI MPUAATOYHbIX Ma3yx
Hoca. Kpome Toro, YactoTta BblHY>XEHHbIX KYpCOB CUCTEMHOWN aHTMDaKTepmanbHoM Tepanun B rod yMeHbLUMnach ¢ 4—5
00 1. 3HauMMbIX MOBOYHBIX U HEXenaTenbHbIX ABNEeHWI Ha hOoHe AaHHOW Tepanun He 3adUKCUPOBaHO.
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Abstract. The article examines the clinical case of an 11-year-old patient diagnosed with cystic fibrosis, which was
established with a significant delay. Taking into account the genetic examination, a patient with a severe course of the
disease was prescribed targeted therapy with the CFTR modulator drug ivacaftor/tezacaftor/elexacaftor. The authors
present an analysis of the dynamics of the patient’s condition, including according to functional tests and laboratory
tests, one year after the start of this therapy. Positive changes in physical development indicators, respiratory function
indicators, a significant decrease in sweat chloride indicators, and an improvement in the X-ray picture in the lungs and
paranasal sinuses were noted. In addition, the frequency of forced courses of systemic antibacterial therapy per year
decreased from 4-5 to 1. No significant side effects or adverse events were recorded against the background of this
therapy.
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BBegenue. MykoBucungos (MB) — MoHoreHHoe
ayTOCOMHO-peLieccUBHOE 3aboneBaHne C HapyLleHueM
reHa MYyKOBMCLMOO3HOr0 TpaHCcMebpaHHOro peryns-
Topa nposoaumocTu (Cystic Fibrosis Transmembrane
conductance Regulator, CFTR), kogupytoLiero ogHou-
MEHHbIN 6EMNOK, YTO NPUBOAMT K €r0 OTCYTCTBUIO UM CHU-
XXEHW0 paboTbl aHMOHHOIO KaHana, PacnonoXeHHOro Ha
MOBEPXHOCTU anukanbHoW MembpaHbl anuTenuanbHbIX
knetok [1]. YkasaHHOe noBpexaeHne NpuBoauT K NoBbl-
LIEHNIO BA3KOCTM CeKpeTa, HapyLUeHWo OTTOKa, a npu-
coefvHeHne MHEKUMN — K XPOHUYECKOMY BOCManeHuto
B opraHax-muweHsx. OcobeHHO cTpagaloT AblxaTenb-
Hasi 1 NMweBapuTenbHasa cuctemsl opraHnama. MB ogHo
13 Hambonee pacrnpocTpaHeHHbIX reHeTu4ecknx 3abo-
neBaHuii, B M1pe HacuuteiBaetcs 6onee 92 Toic. 60mb-
Hbix [2, 3]. C 2011 r. B Poccuiickon Pegepaummn BegeTcs
pernctp GonbHbIx MB, kOoTOpbI HacuMTbiBaeT Gonee
yeTblpex ThICAY MaUMEHTOB, YacToTa POXAEHUS AeTen
¢ MB B Poccurckon ®egepaumm coctaenset 1:9000 —
1:11 000 HoBopoXaeHHbIX [4]. MogenupoBaHue Genka
CFTR, pacwudpoBka ero yHKLUN Kak MOHHOrO KaHa-
na n unageHTuduKaums ero MOMeKynsipHOM CTPYKTYpbl
pacwvpuny npegcraBneHus o natoreHese 3abonesa-
HWUSI, 3anOXUINNU OCHOBY [N BO3MOXHOM KOPPEKLMU
yTpayeHHo! PyHKUUM Gnarogaps pasBUTUIO COBPEMEH-
HOM MOneKynspHo 6rnonorun, reHoOMMKM U MeguLnH-
CKOW Hayku B Lienom [2, 5, 6].

YCnoBHO naToreHHble BapuaHTbl reHa CFTR nogpas-
OensioT Ha 7 KnaccoB, CPeAM KOTOPbIX Hanbornee pacnpo-
CTPaHEeHHbIM 1 3Ha4YMMbIM BapuaHToMm sierisietcs F508del
[1, 5, 6]. Bennuanwmum [OOCTMXKEHMEM COBPEMEHHON
hapmakoreHeTuku criegyeT cumTaTh pa3paboTKy u BHe-
OpeHve B npakTuky perynatoposB pabotel CFTR. B 3a-
BMCMMOCTM OT TUMa NaTOreHHoro BapuaHTta, romMo- Umnm
reTepo3nroTHOCTMN MOXeT OblTb MPMMEHEH npenapar —
6enKkoBbIi  MOOYNATOP, CNOCOOHbLIN  BO34ENCTBOBaTb
Hanpsmyto Ha 6enok CFTR Ha membpaHe n ycunmeaTb
aKTMBHOCTb XJTOPUAHbLIX KaHanoB (MOTeHUMaTopbl, Ha-
npumMep mBakadTop) UM ynydlwaTb BHYTPUKIETOYHbIN
TpaHcnopT myTupoBasLlero 6enka CFTR u3 aHgonnas-
MaTMYECKOrO PETUKYINyMa Ha anukanbHyl MemOpaHy
(koppekTopbl, Hanpumep nymakadTop, Te3akadTop,
anekcakadptop) [6]. lNepBbiM MogynsiTopom, paspe-
LWEeHHbIM Ansa nedexHns romo3urotr no F508del B reHe
CFTR v 3apeructpupoBaHHbiM B P®, ctan KombuHu-
pOBaHHbIN Npenapar, BKIYawLwmn neakaTop n ny-
makadTop [5]. OTCyTCTBME YHMBEpPCANbHOMO MEXaHWu3-
Ma [OeWCTBMSA TapreTHOro rneveHusi, obycroBrneHHOro
MHOroobpasmem naToreHHbIX BapuaHToB, onpeaensier
cTpaTernto nomcka HoBbIX Tovek Bo3gencTeus Ha CFTR.
TporiHasi KOMOMHaUMsA MogynsaTopoB, 00beauHsoLas
uBakadTop, TesakadTop, a3nekcakadTop MNO3BONSAET
KoppekTupoBaTb AedekTHyto dyHkumio Genka CFTR
y naumeHToB MO KpanHeWn Mepe C OOHOW MyTauuewn
F508del unu mytauuto B reHe CFTR, koTopasi nogaaer-
Cs1 MEYEHUI0 HA OCHOBAHWM KITMHNYECKUX U/UNN OaHHbIX
in vitro [7]. Bnarogapsi cvHepreTn4yeckomy AencTBUI0
BCeX 3 KOMMOHEHTOB M aKTUBHOCTM B OTHOLUEHWUW Te-
Tepo3uroTHbix F508del-doopm npenapat addekTnBeH
npumepHo ana 90% 6onbHbix [2]. MNepBble gaHHbIE O
npMMeHeHUn  MBakadTop/Te3akadTop/anekcakadTop
NpPOAEMOHCTPUPOBanM ObICTPbIA N YCTONYMBBIN KITUHU-
YECKMI OTBET: OTMEYarioCb 3HAYUTENbHOE YIyudlleHune
PYHKLMN NErknx, BblpaXeHHOE B NOBbILLEHWMW NoKa3aTe-
ns obbema PopcupoBaHHOMO Bblgoxa 3a 1-t0 cekyHay
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(O®B1), cHmxeHUe YacToTbl 06OCTPEHUI U yNy4LlEHNE
obuero camoyyBCTBUSA nauneHToB. Kpome Toro, Gbina
nogTBepxaeHa 6e3onacHoCTb Tepanuu, YTO NO3BONWMIO
nepecMoTpeTb TPaAMLIMOHHbBIE Noaxoabl B nedeHun MB
[2, 8].

CtouT yuuTbIBaTh, YTO Aaxe cpeau npen ¢ oau-
HakoBbIMM MyTauuaMn reHa CFTR MOXHO HabnwopaTb
PasnNUYHy0 KIMHUYECKYt0 3¢ deKTMBHOCTL MNOA0OHOM
Tepanuu, TaKk Kak Ha pasBuTue 3aboneBaHusi MOryT
BNMATH PaKTOPbl OKPY>KaloLLEen cpeabl (KypeHue, coum-
anbHO-3KOHOMMYeckMe haKTopbl, CObNAeHNE pexnma
nevyeHns 1 Ap.), a Takke 3KCMpeccusi reHa, KoMmnekc-
Hble annenu un T.4. [5, 9]. OTum onpegensieTcst BaXHOCTb
nepcoHanM3npoBaHHOroO NOAXOAA K Tepanun 1 nocneay-
IOLLUIA aHanNu3 Kkaxagoro criyyas neveHus MB.

B CapaTtoBckoi obnacTtu, No faHHbIM perncrpa, Ha
koHel, 2023 r. 3apernctpupoBaHbl 28 6onbHbix MB, n3
HUX 13 — geTn. TPOWHYO TapreTHy Tepanuio nornyyaoT
10 nayuneHToB.

Llenb — onucaTtb KNWMHWYECKUI OMbIT Ha3Ha4YeHus
TapreTHOro npenapara usakadTop/Te3akadTop/anekca-
KadpTop 1 nBakadTop Y NaumeHTa C TSKeNbIM TeYeHneMm
cmeLuaHHomn popmbl MB.

OT poauTenen naumeHTa nony4yeHo NUCbMEHHoe A0~
©poBonbHOE MH(POPMUPOBAHHOE cornacue Ha nybnuvka-
LMo pe3ynbTaToB ero obcnenoBaHns 1 nevyeHns B Meau-
LIMHCKOM XypHarie, BKITH4Yas ero afiekTPOHHY BEPCUIO
B Hay4HbIX Lensx (gata nognucanus — 17.12.2024).

OnucaHue KnuHu4Yeckoro cny4as. [launeHT -
Manbumk K., 2014 roga poxgeHusi, npoxueaeTr B Ca-
paToBckon obnacTtu B cernbckon mecTHoctu. C 2016 .
HabnogaeTcs B neguaTpuyeckoM OTAeneHun YHuBep-
cuTeTckon KnuHudeckon 6onbHuubl Ne1 um. C.P. Mupo-
TBOpueBa CIMY (CapatoB) C OCHOBHbIM AMarHO30M:
«MykoBucumaos, cmellaHHas copma, TsbKenoe Teye-
Hue. XpoHuyeckasi 3KCKPeTOopHasi MaHKpeaTuyeckas
HEOOCTAaTOMHOCTb  TSHKENOW  CcTeneHn. XpPOHUYECKUN
OGCTPYKTMBHbIA OpoHXUT. neBponHeBmModnbpo3 S4,
S5 cnpaBa. EgnHmnyHble GpOHX03KTa3bl BEPXYLUEYHbIX
CErMeHTOB Nerkmx. XpoHWYECKUIA NMOMMUNO3HbIA PUHOCK-
HYCUT. XpOHMYECKUI ractpogyodeHnTy. Mukpobronoru-
YecKuIn AnarHos: «XpoHu4eckoe MHULMPOBaHUE Ablixa-
TenbHbIX nyTen Staphylococcus aureus. XpoHUYECKuiA
BbiCeEB Pseudomonas aeruginosa».

leHeTnyeckni pgmarHos: «KomnayHAa-reteposumrora
no F508del/3821delT».

ConytcTBytowme 3abonesaHus: «Manaa aHomanus
pa3BUTUS cepaua: yalIMHEHMEe XOop4d MUTpanbHOro kKna-
naHa (anoHraums CTBopok ¢ Hebomnblion ao | creneHu
MUTparnbHOW peryprutaunen. AHoManus >XenyHoro ny-
3bIpsi: HEMOSMHAs NEePEeTsiKKa Y LENKN».

N3 aHamHesa u13HK, cOBpaHHOro Co CroB MaTepu
naumeHTa, U3BECTHO, YTO HaCneaCTBEHHOCTb HEe OTSro-
LLleHa, Yy Marnbyvka ecTb cTapliasi U Mnaglwas CecTpbl —
obe 3pgopoBbl. bepemeHHOCTb npoTekana 6e3 ocobeH-
HocTel. HeoHaTanbHbI CKPUHWHT MPOBEAEH B pOAAOME,
YPOBEHb MMMYHOPEAKTUBHOTO TPUMCMHA Obin NOBLILLEH,
ofHako ambynatopHo He ydTeH neguatpoM. CooTBeT-
CTBEHHO, MOBTOPHOE YTOYHSAKLLEE uccrefoBaHne WM-
MYHOPEaKTUBHOIO TpUMNCUHA 1 noTtoBasi npoba Ha ToT
nepvop He NpoBeaeHbI.

N3 aHamHe3a 3aboneBaHns M3BECTHO, YTO C poXae-
HUS oTMedancs »xugkui ctyn go 10 pas B cyTku, nepu-
oAMYECKN «3aMa3koobpasHblii» C XUPHbIM BrieckoM, co
CN13blo, C roa — YacTble OCTpble pecnmpaTopHble 3abo-
neBaHns C ANIMTENbHO COXPaHSALMMCS Kalunem v nro-
xas npubaBka Beca. [MpoBogumoe cumnTomMaTUyeckoe
neyeHne — 6e3 npopomkuTensHoro adggekrta. Cocto-
AHWe yxygwarnocb, u B 2 roga 4 mec (moHb 2016 r.)
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Puc. 1. KomnbtoTepHble ToMorpammbl MPUAATOYHBIX NAa3yx HOCa (akcuanbHas Npoekums) Npy TapreTHon Tepanun naumeHTa K.:
a — [0 Havana; 6 — yepes 12 mec

nauueHT NocTynun B YHUBEPCUTETCKYIO KIMHUYECKYHO
6onbHuLy Ne1 um. C.P. Mupoteopuesa CIMY. Mo pe-
3ynesratam obcrnefoBaHns B KONporpaMme MOBTOPHO
onpeaensanuch cTteatopesi, aMuriopes; Xxnopuapl nota Ha
annapate-aHanusatope Nanoduct (Wescor Inc., CLLA) —
129 mmonb/n (Hopma: He 6onee 60 mmonb/n). PeHTre-
Horpamma opraHoB rpyaHon knetku (OK): ycunexuve
NEero4YHoro pUCyHka B NPUKOPHEBbLIX U 3agHeba3anbHbIX
otaenax. B noceBe maska 13 3eBa 0OHapy»KeHbl MUKPO-
opraHuambl Staphylococcus viridans v S. aureus B gua-
FHOCTUYECKUX TUTpax. BeictaBneH guarHos: «Mykosuc-
unao3, cMellaHHas oopMa, CpedHETSXKeNoe TeveHmey.
B nocnepytowem npu reHeTnyeckom obcrnenoBaHum
AvarHo3 noaTeepxaeH. BoisBneHsl 2 «Taxensie» MyTa-
umn reHa CFTR: F508del n 3821 delT — Il n | knacca
COOTBETCTBEHHO.

Mocne yctaHoBKM anarHo3a pebeHKy B COOTBETCTBUM
C KIMMHWYECKUMW PEKOMEeHOAUMAMU Ha3HavyeHa KoMm-
nrekcHasa Tepanus, ogHako B AanbHeENLeM oTMevanach
MeaneHHas oTpuuatenbHas AuHamuka. Yactble 06o-
CTPEHUSI XPOHUYECKOTO CUHYCUTa, BpOHXMTA, TshKenble
BHEOOMbHNYHbIE MHEBMOHWUM TpeboBanu MNpUMeHeHus
napeHTepanbHON aHTUbakTepuanbHOM Tepanuu npena-
patamu pesepBa B cpefHeM He meHee 4-5 pa3 B rog
npoposmknTensHocTbio 14 oHew n 6onee. B mapte 2020 T.
B HaKkTepUonornyeckom BbiCEBE 13 MOKPOTbI BEpUdMLn-
poBaHa baktepusa Pseudomonas aeruginosa.

Mpu komnbtoTepHon Tomorpadmm (KT) OIK ¢ 4 net
BEpUULMPOBaHbl eQuHNYHbIE OPOHX03KTa3bl BEpXy-
LUEYHbIX CerMeHToB Oboux nerkux, ¢ 7 neT onucaHa
KapTUHa ABYCTOPOHHEN anuKarbHOW OOMNbKOBOW amMdu-
3eMbl, B 9 NeT — eUHNYHbIE y4aCcTKU NNeBPONHEBMOdU-
Opo3a cnpaga. Mo pesynstatam KT OIK ot mapta 2024 r.
(10 net) onmMcaHa nHeBMaTM3aLMA NErOYHON MapeHXu-
Mbl C 06enx CTOpOH, oHa Obira HeogHOpoAHa 3a CyeT
onpeaensLmMxcs NonMMOpdHbIX HEOAHOPOAHBLIX O4a-
roB M (OKYCOB MNepuUOpOHXManbHOM WHUILTpaLmu.
OToenbHble M3 OnMUCaHHbIX (POKYCOB — C yyacTkamu

nepudokanbHOro «MaToBOro crekna». Mmenucb egu-
HUYHbIE TOHKME nneBpoavadparManbHble Cnankm c
06enx CTOPOH M eOMHWYHBIN Y4acTOK NIeBPONHEBMO-
dunbposa S5 cnpasa (nocTBOCNANUTENbLHOIO XapakTe-
pa). OnucaHbl KT-npusHakn ymepeHHOW ABYCTOPOHHEN
OpoHxoakTasmmn. Torga xxe no KT OKonoHOCOBbIX Masyx
onucaHbl NPU3HaKM NOMNMMO3HOIO0 PUHOCUHYCUTa C 06Ty-
paumen BepxHe4entoCTHbIX nadyx (puc. 1, a).

Mocne nosiBnenns B Poccuickon depepaumm opu-
ONYECKOM BO3MOXHOCTU HasHaYeHWs TapreTHou Te-
panun MB netom 2023 r. nogobHasi pekomeHOauus
0 Tepanuu npenapatamu nBakadTop/TesakadTop/anek-
cakadptop 1 usakadTop naumeHTy K. cpopmynmposaHa B
pamkax degeparnbHOro KoHcunuyma. B koHue mas 2024 r.
pebeHoK Hayan nonyyartb npenapart npv cogencTBum
doHaa nogdepKkn AeTen C TAXeNbIMU XU3HeYrpoXato-
MMM U XPOHMYECKMMU 3aboneBaHusMKU, B TOM YucCne
penkumm (opdaHHbIMK) 3abonesanuamu, «Kpyr gobpay.

VHMumMaums TapreTHol Tepanuu B NOSTHOM COOTBET-
CTBMM C WUMELMMUCH PpekoMeHOauMsMu npoBedeHa
B pamMKax CTauMOHapHOro Kypca nevyeHus. Ha mMomeHT
NnocTynfneHns B cTaumoHap dusmyeckoe passuTue npu
OLEHKE MO LEHTUNbHbIM Tabnuuam n ¢ NOMOLLbI Mpo-
rpaMmmMbl BcemMupHOW opraHusaumm 3gpaBOOXpaHEeHUst
AnthroPlus ansa geten 5-19 net pacLeHeHo KakK «Huxe
cpegHero, rapMoHu4Hoe». KnuHuMYeckn coxpaHsanach
BblpaXXEHHAsA pecnvpaTtopHasi cMMMTomaruka: npogorn-
XWUTENbHbIA  BNaXHbI  ManonpogyKTUBHbIA - Kalluerb,
nepuoanyeckM Ofblllka CMELLAaHHOro xapakTepa, ay-
CKYNbTaTUBHO B NErkMX AblXaHWe XXeCcTkoe, eAVHUYHbIEe
KpenutupyoLmne xpunbsl B 6a3anbHbiX OTAenax n akcun-
nspHOM obnactn ¢ ob6enx CTOPOH, BbipaXXEHHOE Hapy-
LWeHre HocoBoro AbixaHnus (tabn. 1). B nHuumanbHbIN
nepvog rocnutanu3aumMm nauueHTy MnpoBEeAeHO KOM-
nnekcHoe nabopaTopHO-UHCTPYMeHTaneHoe obcne-
JoBaHue (Tabn. 2). B pamkax aHanmsa nokasaTtenen,
BXOOSALWMX B CBOAKY MNATOMOrMYECKUX [OaHHbIX, CTOUT
BblENNTb 3HA4YMMOE YCKOpPEHWEe CKOPOCTWU ocedaHus
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Ta6bnuua 1

O6BbeKTUBHbIE AaHHble Npu NocTynneHun (utoHb 2024 r.) n nocne 3, 6 n 12 Mec nNeYyeHns TapreTHbIM NpenapaTom

Mokasatenb

MioHb 2024 .

CeHTabpb 2024 .

[ekabpb 2024 r.

MioHb 2025 1.

OObLee cocTosiHME

Cpeﬂ,HeVl CTEeNeHn TAXeCTN 3a CHET pecrnmpaTopHOro n aucnenTn4eckoro

OTHOCUTENBHO yOooBIneTBo-

CUHAPOMOB puTenbHoe
dusnyeckoe Hwxe cpegHero, rapmoHny- | Huke cpenHero, rapmo- (Huxe cpenHero, rapmo-| Huke cpegHero, rapMoHNY-
passuTUe Hoe: pocT — 132 cm, SDS | Hu4Hoe: pocT — 133 cM, |HUYHoe: pocT — 136 cm,| Hoe: pocT — 138 cm, SDS

pocrta

—1,18. Bec — 27 «r,
WUMT — 15,5 kr/m?, SDS Bec -
MMT -0,83 Kr/m?,

SDS pocrta — 1,41.

SDS pocra -1,20. Bec
32 kr, UMT 17,3 kr/m?,
SDS MT +0,08

32 kr, UMT — 18,1
SDS UMT +0,49

pocta — 1,05. Bec — 34,6 «r,
WMT - 18,2 kr/m?, SDS UMT
+0,49

HocoBoe gbixaHue

3any,ElHeHO, oTaendgemoe
CMU3NCTO-THOVHOE

YMepeHHO 3aTpyaHEHO, OTAENSEMOro HeT

[bixaHne He 3aTpyaHEHO,
OTAENsSeMoro HeT

[bixaTenbHas MepkyTOpHO: KOPOGOYHBLIN |MepKyTOPHO: KOPOBOYHbLIN OTTEHOK NEPKYTOPHOrO | [epKyTOpHO: SCHbIN feroy-
cuctema OTTEHOK 3BYyKa. AyckynbTa- 3ByKa. HbIN 3BYK.
TMBHO: AblXaHue XeCTKoE, AyCKynbTaTUBHO: AbIXaHWe XeCTKoe, paBHO- AyCKynbTaTUBHO: AblXxaHue
BMaXHble Menkonyablpya- | MepHO NPOBOAMUTCS MO BCEM MOMSM, XpUMbl HE | >KECTKOe, paBHOMEPHO Npo-
Thle U KpenuTupyome xpu-| - Boicnylmsatotea. YOO — 20 B MuHyTy. SpO, — BOAMUTCS MO BCEM MOMAM,
nbl B 6a3anbHbIX oTAenax, 99-100% XpUMbl HE BbICIYLUNBAIOTCS.
akcunnsipHon obnactu ¢ ygg — 20 B MuHyTy
obeunx ctopoH. Y40 —22 B SpO, — 99-100%
MuHyTy. SpO, — 97%
Muwesaputens- YKunBoT: 06bI4YHOM hOpMbI, KuBoT: 06bI4HOM hOpMbI, HE B3AYT. XKnBoT: 06bl4HOW POPMbI,

Hasi cuctema
CyTKM,

nopayt. Ctyn: 2-3 pa3a B

B YepenoBaHuu C 3aropamu
00 2 oHen, nepuognyeckn ¢
XXMPHbIM Brieckom

Crtyn
nonyoopMIIEHHBIV

: 1-3 pasa B CyTku, Yalle oPOpMIIEHHbIN,
NeprvoaNYECKU C XXUPHBIM BNieckoM 1 Henepesa-

PEHHON nNuLLen

He B3ayT. Ctyn: 1-2 pa3a B
CYTKM, 0OpOPMIIEHHBIN, 6e3
naTonornyecknx npumecei

Mpumevanue. SDS - standard deviation score (koaddunumneHT ctangapTHoro otknoHenus); UMT — uHgekc macebl Tena; Y[ — yactota Abixa-
TerbHbIX ABWKEHUN; SpO, — YPOBEHb HACHILLEHNS KDOBU KUCTIOPOLAOM.

Tabnuua 2

JNaGopaTtopHble AaHHble Npy NocTynneHun (MoHb 2024 1.) u nocne 3, 6 U 12 Mec NevyeHuUs TapreTHbIM NpenapaTom

Tepanusa
[Mokasatenb
UioHb 2024 1. CeHTs6pb 2024 T [Hexabpb 2024 r. WioHb 2025 1.
(cTaprT) (3 mec) (6 mec) (1 rom)
KucnotHo-LenoyHoe co- pH -7,327, pO, — 35,2 Mm| pH -7,274, pO, - 13,5 |pH -7,287, pO,- 34,4 pH-7,216,

CTOsiHVE (BEHO3HasA KPOBb):
pO,: 75-100 mm pT. CT,,
pCO,: 32—45 MM pT. CT.

pt. cT., pCO, — 52,7 MM pr.
cT., BE — 1,0 mmons/n

MM pT. cT., pCO, — 64,0
MM pT. cT., BE (B) - 0,4

MMOrb/n MMOJb/N

MM pT. cT., pCO, — 51,5
MM pT. cT., BE (B) -3,2

pO, — 21,8 MM pr. CT,,
pCO, — 65,9 mm pT.

CT.,
BE (B) — 4,7 mmonb/n

[mioko3a HaToLlak (Hopma:
3,5-5,9), mmonb/n

4,99

4,58 3,86

4,74

Konporpamma (HenTpanb-
HbIN XNP)

30.05.2024: B 6onbLIOM
konunyectee; 17.06.2024: B
3HaYMTENBHOM KONMYecTBe

29.08.2024: egnHWy-
HbI B Norne 3peHus;
29.08.2024: B He-

12.12.2024: eguHny-
HbI B None 3peHuns;
13.12.2024: B ymepeH-

20.06.2025: eanHny-
HbI B Nore 3peHus;
23.06.2025: B manom

6OnbLIOM KONMYECTBE; HOM KOnm4ecTBe KonuyecTae
03.09.2024: HeT
[MaHkpeaTuyeckas anacra- 15 — 46 81
3a 1 B kane (Hopma: >200),
MKF/T Kana
[MoToBas npoba Ha anna- 139 90 75 WccnepgoBaHue He

pate Nanodukt (Hopma: fo
60), Mmmonb/n

npoeseneHo No TexXHU-
YEeCKUM NnpuynHam

Mas3ku 13 3eBa 1 Hoca,
KOE/mn

3eB: S. pneumoniae — 104,
Hoc: S. aureus — 10°

3eB: S. viridans — 103,
Hoc: S. epidermidis — 10*

3es: S. viridans —104,
Hoc: S. epidermidis —
102

3eB: S. viridans — 104,
Hoc: S. epidermidis —
10?

[MoceB MOKpOTLI 1 onpeae-
TNeHVe YyBCTBUTENBHOCTU K
aHTnbunotukam, KOE/mn

03.06.2024: S. aureus —
2,0x107, gpoxokenonob-
Has rpynna C. albicans
5,0x105; 07.06.2024:
S. pneumoniae — 8,0x10°

B cBsi3n ¢ ManonpodyKTUBHLIM XapakTepoM Kallss uccrefoBaHue
MOKPOTbI Ha Popy ¥ MUKPOCKOMUIO HE NPOBEAEHO

Mpumedyanue. pH — nokasarerns kucnotHocTw; pO, — napynanbHoe AasneHne kucnopoaa B kposu; pCO, — napunanbHoe AaBneHne yriekuc-
noro rasa B kKpoBu; BE — n3bbITok ocHoBaHW.
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SBHDJIHH BO3-a no pocty/pasenTuio AeTei (0T poxa. Ao 60 mec
T

MEOVATPUA

CnpagoyHele Tadnuuel BO3-a, 2007 r. (61 mec— 19 net

36

34

3z

30

28

26

24

22

20

" BoapacT : 11rog 4mec (136mec), z-ckop: 0,49

+35D |

Wunexc Macchl Tenna

12 24 36 43 60 72 84 36 108

I [ \ | | \ I | | 1 |\
120 132 144 156 168 180 132 204 216 228 240

Bospacrt, mec

Pwuc. 2. aHHble nHaekca macchl Tena nauyneHTa K. ¢ MOMeHTa yCcTaHOBMEHUs anarHo3a go noHsa 2025 .

3puTpounToB (0O 28 MM/Y), BblpaXEHHbIE U3MEHEHUS,
XapakTepusyLme BHELUHECEKPETOPHYK HeaoCcTaTou-
HOCTb MOMKENYAOYHOW Kemnesbl: MaHKpeaTuyeckas
anactasa 1 B kane — 15 mkr/r (Hopma: >200 mkr/r). Ha
doHe 3amecTUTeNbHOM Tepanun ddepMeHTamMu noaxe-
nypoyHom xenesbl B o3e 80 000 Eg no nunase B cyTkn
(~3000 Epg/kr/cyT) B kOnNporpamMmme HENOCTOAHHO BbISB-
nanace crteatopes 1-ro Tuna. Mo pesynstatam GakTe-
pMONOrM4eCcKoro UCcneaoBaHus MUKPOMopbl Abixa-
TenbHbIX NyTEN BblAeNeHbl MUKPOOPraHnamsl S. aureus,
Streptococcus pneumoniae, a Takke Candida albicans
B AiMarHoCTMyeckmx Tutpax. lNokasatens xnopuaos nota
coctasun 139 mmone/n.

Mo pesynbratam CMMPOMETPUU OMNMCaHbl CriegyroLimne
pe3ynbraThl: KOCBEHHbIE NMPU3HAKKM NErkon cteneHn 6poH-
X00BCTPYKUMN Ha ypoBHE Menkunx 6poHxos. OPB1—1,72 n
(93,1% OT HopMbI), dopCUpOBaHHast XKU3HEHHAS EMKOCTb
nerkux (PXKEJT) — 1,98 n (96,5%), OPB1/PXKEJT1 - 87,19%,
nvKoBasi o6beMHasi CKopocTb Bblgoxa — 2,69 n/c (65,3%).

B coOTBETCTBUM C MMEIOLLUMMUCS NOKa3aHUAMU UHW-
LMMpoBaHa TapreTHas Tepanvsl B CrieqytoLLen A03NpOoBKe:
nBakadgtop — 37,5 mr, Tezakadtop — 25 Mr, anekcakagTop —
50 mr no 2 TabneTkn yTpom 1 neakadtop — 75 mr no 1 Ta-
OneTke BE4EPOM CXKMpocoaepKaLlen nuen ¢ noHsa 2024 r.
CnegyeT OTMETUTb, YTO BECb KOMMMEKC paHee Ha3HaveH-
HOW 1 nonyyaemown Tepanum 6bin CoOXpaHeH B NONHOM 00b-
eme U BKroYan B cebsi:

[OOMNONMHUTENBHOE 3HTEPArbHOE NUTaHUE;

bepMeEHTO3aMECTUTENBHYHO Tepanuio MUKpocdepuye-
CKMMM NaHkpeatundeckumn dpepmentamm (80 000 Eg nuna-
3bl B CYTKM);

MYKOIUTUYECKYIO Tepanuio (OopHa30or-a, auetunum-
CTEVHOM);

renaTtonpoTEKTVMBHYIO Tepanuio  (ypcoae3oKcuxonve-
BOW KWCIOTOW);

KMCrOTOBNOKMPYIOLLLYIO Tepanuio (OMenpasornom);

WHTPaHa3anbHO WHransuMOHHbIN FHOKOKOPTUKOCTEPO-
na (MomeTasoHa ypoar);

BUTaMUHOTEPaNuIO (Xonekanbumdeporom);

KypC aHTubakTepuanbHou Tepanuu (uedponepasoH +
cynbbakTtam);

KOMMIEKCHYHO KUHE3MoTepanumio.

OdhheKkTMBHOCTL M 6€30NMacHOCTb NeYEeHNsT OLEeHMBa-
X B COOTBETCTBUM C KIIMHNYECKMM PEKOMEHAALMSMN MO
TapretHon Tepanun MB. Cpegn npropuTETHBIX NokasaTte-
nen, ncnonb3yemMbIx Ans AUHAaMUYECKON OLEHKN, cnegyet
BbIAENMUTb MOKasaTenuM HyTPUTMBHOTO cTaTtyca, Ouoxu-
MUYeCKMe napamMeTpbl KPOBW, MOKa3aTenu 3KCKPETOPHOM
naHKpeaTn4eCckom HeLOCTaTOMHOCTH Yepes 14 oHel nocne
Havana rneyeHus, a TaKke UHaMUKy N3MEHEHWS NOTOBOM
NpoObl, OLEHKY OYHKLIMN BHELLHETO [AbIXaHWUsi, BO3MOXHbIE
M3MEHEHMSA XpycTanuvka, a Takke KonmM4ectBo obocTpe-
HWIA U NOTPEBHOCTL B CUCTEMHbIX aHTUOMOTMKAX Yepes 3,
6 112 mec.

3a Bpemsi npebbiBaHWs B CTaLMOHape B Nepuoa MHULM-
anusaumm Tepanum CoXpaHsinmnch Neproamnyeckmii Kallenb,
YMEpPEHHOEe 3aTpyaHEHNE HOCOBOIO AblXaHWsi; aycKyrnbra-
TMBHO PErMCTPUMPOBASIOCH KECTKOE AblXaHue, Xpurbl He
BbICNyLUNBANMCh; CTYN PerynsipHbiA, 4Yalle odopMIeH-
HbI, XMBOT He B3AyT, 6e360ne3HeHHbIM Npu Nansnauuu;
yBenuuunacb Macca Tena (+2,5 kr, BeC npu BbInNucke —
29,5 «kr; puc. 2).

AmMOynaTopHO KOMMrekcHas Tepanus Obina npogor-
*eHa. [Npu atom noTpebHOCTb B aHTMbOaKTepuanbHOW
TepanMu B MEXroCMUTanbHbIA MEepUoL He BO3HMKana,
Kallenb 1 3anoXeHHOCTb Hoca Becnokounu pexe. Mama
pebeHka oTMeTuna ynydlleHne OBLLIEro COCTOSHUS, yBe-
NYEHNE TONEPaHTHOCTU K OU3NYECKO Harpy3ke.

MocnenytoLwme rocnutanu3aumMn B AEKPETUPOBAHHbIE
CpOKu npoBeaeHbl Yepe3 3 n 6 mec. 3a aT1OT nepuog, oT-
MeyeHa npubaska B Bece, Ha (hoHe HOpManmM3oBaBLLErocs
LBETA KOXHbIX MOKPOBOB 3HAYYMMO YMEHbLUMMACh BU3ya-
nM3aumns COCyauCTOM CETWU, paHee KpawmHe BbIpaXKeHHOW
B obnactu rpyau un cnuHbl. Kpome TOro, 3apermctpupo-
BaHO Yry4lleHne HOCOBOTO [bIXaHus, Kallernb npakTu-
YeCKM MOMHOCTBI0 KyMMPOBaH, MpWU ayCKynbTauum Xpurbl
He BbicnywmBanucb. Cartypaumsi cTabunbHO Ha BbICO-
KX 3HaYeHUsIX, COOTBETCTBYHOLLMX HopMme. CTyn Takke C
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Tabnuua 3
Kputepun moHuTopuHra 6esonacHoctv u adppeKTMBHOCTU TapreTHOM Tepanuu
Tepanus
MokasaTenb YioHs Cenrsibps ﬂfé(ff?b ioHs 2025 1 MoporoBoe 3HayeHue
2024 r. (ctapr) 2024 . (3 mec) 6 Mec) (1 rog)

ANT, Ea/n 21,1 22,9 13,4 14 <5 BI'H wunn <3 BI'H npu

OOHOBPEMEHHOM MO-
ACT, Eg/n 33,6 32,6 22,9 25,9 BblLUEHUM BUNMPy6UHa

<2 BIH

Bunupy6buH (06wwmin), MKMOnb/n 54 18,0 8,2 19,3 <2 BI'H npu ogHoBpe-

MEHHOM MOBbILLIEHWN

AT, ACT<3 BI'H
Hanwuuyve katapakTbl (0cMOTp Het
odhbTanbmorora)
CepbesHble HexenartenbHble - Het
peakuum
MameHeHunst noTpebHOCTM B aHTU- - C 4-5 kypcos/ | CHWxkeHne konuyectsa
OakTepuanbHOW BHYTPUBEHHOM roa no 14 gHen OHen
Tepanuu 3a rog (Mo cpaBHEHUIO C n bonee no
rogoM Ao Havana neveHust)* 1 kypcal/rog B
TeueHve
10 gHen

CHxeHre NoToBOro Tecta (no 139 90 75 - [omkeH CHMXaTbCs Ha
CPaBHEHMIO C UCXOAHBIM YPOBHEM), 220
MMOnb/n
M3amereHne OPB1 (no cpaBHeHNIO 93,1 110,3 92,2 115 210
C UCXOAHBbIM ypoBHEM), %
Mamerenne VIMT (no cpaBHeHuto ¢ 15,5 16,4 17,3 18,2 20
NCXOOHBbIM YPOBHEM), Kr/M?

MpumevaHune. *oueHmBaetcsa Yyepes 12 mec nocne crapta Tepanun. PekoMeHAoBaHHbIM OCMOTP ncuxonora/neuxmarpa — 4o Hadyana nevyeHus
1 nocrne TakoBOro NpumMmeHsieTcst k Aetam crapwe 12 net. ANIT — anaHnHamuHoTpaHcdepasa; ACT — acnaptatammHoTpaHcdepasa; BI'H — BepxHas

rpaHuua HopMbl.

MOMNOXUTENbHON AMHAMMKOW: cTan perynsipHbIM 1 0dopM-
NeHHbIM (cM. Tabn. 2).

Cnycts 12 mec Tepanuu COXpaHWIMCb BCE LOCTMI-
HyTble TepaneBTuyeckune ycnexn. CyMMapHo 3a rog poct
yBenuuuncs Ha 6 cMm, macca Tena — npvbaeka 6onee 7 Kr.
YacTtoTta BbIHYXAEHHbIX KypCOB CUCTEMHOMN aHTMbakTepu-
anbHon Tepanun ¢ 4-5 cHusunacb 0o 1 3a rog (sanusog
naHcuHycuta). o pesynsratam nabopaTopHOro KOHTPOs
B KOMporpamMme MepuoauMyecky oTMedanach yMepeHHasi
cTeatopesi. ViccnegoBaHve MOKPOTbI HE MPOBOAMITOCH B
CBSI31 C OTCYTCTBMEM MPOAYKTMBHOIO KaLLMs Y HEBO3MOMX-
HOCTbIO ee nony4deHusi. [MonoxuTenbHas guHaMuka noTo-
BOW Mpo0bl: Yepe3 3 Mec Tepanuu nokasaTenn CHU3UIUCh
noyTy Ha 50 Mmonb/n, Yepes 6 mec — Ha 65 MMonb/.

Mpn aHanu3e nokasartener yHKUMW BHELUHEro Abl-
XaHUs B AMHaAMUKE OTMEYeHo, YTo CrnycTst 3 Mec Tepa-
nn npenapaToMm uMBakadpTop/Te3akadpTop/anekcakad-
TOp W wuBakadTop, MoKasatenu OpPOHXONPOBOAMMOCTHU
Haxoaunuchb B Npegernax Bo3pacTHOM HOPMbI, a Yepes rog,
O®B1 coctaeun 2,41 n (115%) — npupocT Ha 23% oT uc-
xopHoro, OXKEN — 2,54 n (109,4%) — yBenuyeHune Ha 13%
oT ncxogHoro, OPB1/OXKEJT — 94,96 %, nukoBast oobem-
Has ckopocTb Bblaoxa — 4,23 n/c (91,7%).

Mpn aHanuse OMHAMUYECKUX W3MEHEHUN, BbISIBIEH-
Heix npu KT OFK uyepes 3 mec Tepanum, oTmedanacb
ybeauTtenbHas nonoXxuTenbHas AOUHaMUKA: HAa MOMEHT
uccnenoBaHusa poctoBepHble KT-AaHHble, cBuUaeTenb-
cteytome o natonormm OFK, He nony4eHbl, onucaHa
neroYyHasi napeHxuma Ha BCEM MpOTshkeHun 6e3 oua-
roBbIX W WHPUNLTPATMBHBIX W3MEHEHWIA, PaBHOMEPHO
NMHEBMATU3NPOBaHa; paHHee onpenensiBLUMECS Y4acTku
NHPUNBTPAUMM 1 BPOHXMONUTa HA MOMEHT KOHTPOMbHOTO
UCCrefoBaHns He onpeaensnnch, JOCTOBEPHblE AaHHbIE

0 HanMuum BPOHXO3KTa30B OTCYTCTBOBaNM. Yepes rog no-
Ny4YeHo aHarnorm4Hoe 3akntoyeHune KT.

XPOHNYECKUIA MOMMMO3HBIA PUHOCKMHYCUT Y NauneH-
ToB ¢ MB npuHATO paccmarpuBaTth B Ka4ecTBe HeratuB-
HOro NpeaukTopa TeveHust 3aboneBaHus. B cBsA3u ¢ 3Tum
[OCTaTOMHO MHTEPECHbIM M MHOPMATMBHBIM, Ha Hall
B3N, SBNSETCA aHanu3 AUHAMUKN U3MEHEHUIA pe3yrib-
TaToOB MCCNEeA0BaHWI, NO3BOSSOLLMX Hanbonee NogpobHo
OXapaKTepu30BaTb COCTOSIHUE MPUAATOYHBLIX Na3dyx Hoca.
Tak, ecnvm K MOMEHTY MHULIMALIMKN Tepanin B raiMOpPOBhIX,
(opOHTarbLHOM Nasyxax 1 B NPOEKLMM BO3AYXOHOCHbIX sive-
€K peLLeTYaToln KOCTW OMNMCHIBANIOCh TOTaNbHOE CHUXKEHWE
NMHEBMAaTU3aLMM, a TakKe ee NOHWKEHNE 3a CHET Hanuums
MSITKOTKaHHbIX Macc, TO B AMHAMUKE BbIsSIBNsiNacb COBEp-
LLIEHHO MHasi KapTuHa. B mpoekuun raMopoBbIX nasyx —
MHEBMAaTU3aLMsi COXpaHeHa, HO C COXpaHEHWEM MSITKOT-
KaHHOrO MOSMMO3HOrO KOMMOHEHTa anuKarbHbIX OTAENoB
cnpaea, NHEBMATU3aLIMsi OCHOBHOWM Masyxy COXpaHeHa B
MoriHoM obbeme, B MPOEKUMM peLleTyaTont KocTu — yme-
PEHHO CHMXeHa C ODenx CTOPOH 3a CYET W3OMSOTHOro
YTOMLEHNS CNU3NCTON NepenHUx oTAenoB. Takum obpa-
30M No AdaHHbiM KT npuaatodHbix nasyx Hoca 3a 6 mec
TepanMn ObinNM OOCTUrHYTbl 3HAYUMbIE MONOXKUTESNbHbIE
n3MeHeHus. B nocnegytowem, Yyepes 12 mec HenpepbiB-
HOW TapreTHon Tepanuu, no peaynsratam KT npuaaTtoyHbix
nasyx Hoca MoNnMMo3HbIA KOMMNOHEHT BOOOLLE HE OMMCaH,
MOCKOMbKY OH OTCYTCTBOBAI M Nnadyxu Obinn peHTreHono-
rMYecky Npo3spadHel (cM. puc. 1, a, 6).

Mpu oueHke COOTBETCTBUSI KpUTEpUsM GesonacHo-
CTW TapreTHasi Tepanusi Ha OAHHOM 3Tane pacLeHeHa
kak 6esonacHas Ans nauueHTa, YTo B COYETAHMU C ONU-
CaHHbIM OOCTUTHYTBIM KIMHUYECKUM 3dhPEKTOM NO3BO-
NsieT peKoMeHO0BaThb ee NpoaorkeHue (tabn. 3).
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OGANLHLIE CRLINVEEHHR, CTYN
70 10 paz B cyma (w1,
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Wit 2016 T
(1.4 mec)

Seapane 2014 1, Asryer 20151 Mzgr 2018 T, T Hoalips 2023 . Vi, 2026 1 f{mm
S— s . {7 peri 9 ) (10 ner) Veows 2025 1. {11 Per)
Mnaman npwfiaea Maccs! Tena, KournewTepuan Touorpadgwn ¥y cocTanme: Gorm Ouetiea 3pderTHBHOCTH
HACTLIE CCTPRIE PECnMpaTODHENE OpFaH0R TEYAHOM KNATI BORHTHLE 5 HABITE, REDHIMACEN ~ PBOTR  BAONACHOCTI NPOBOIHMGA
2300NeBaHNR C ANMTErEHD GPOMXOIXTAI By MRIMBK, PG PR OTMEESITER
CAXPAHAMMIMIACH KALIMEM canwenToa obov nenou:. Ha amou HENEPEBADEHHLIN CTY7 & XHDHbIW OTHETIHBAR NENOEMTENLHER
Ofcnanoeanne B oBRACTHOM oMy Pfsic CONPAHAITER Brecenu, IANCKEHHOCTE HOCA F e ——
CTAUMOHANE, BRGTARNEH QMAMH0L PEUATHBHPOBIHIG DECIADATOPHON MANGGHISNTHRKGI KEUEN, Ofjbaisd TepankR agdeTaea 1
«Xponuieciil JHTepuTs M HCTENTHRENT CHHZHMICE DEEPANLHLIA KOKCHNKYM Beaonacia, pebesox yagaetca
I HAIH A0 TADFETHOR TePanMN 8 NPOJOMaN

Puc. 3. XpoHornorus passutusi 6omnesHu, knioYeBble COBbITUS U MPOTHO3

O6cyxaeHue. KnnHnueckas BapnabenbHOCTb Npo-
asneHun MB 3ayacTyio 3aTpydHsieT CBOEBpPEMEHHOe
yCTaHOBMeHne anarHosa. PaHHssa guarHoctuka 3abone-
BaHWA M AMHaMM4eckoe HabnogeHue ¢ poXxaeHwust no-
3BOMSAT AOCTMYb B Gonee crapluemM Bo3pacTe 3Ha4MMo
nyywmnx nokasatenen uanyeckoro pasBuUTUSt U COCTO-
SHUSA NULLIEBApPUTENbHOM U GPOHXONErO4YHOM CUCTEM,
MOCKONbKY OMNpeaensoT BO3MOXHOCTb MaKcumarnbHO
paHHero nNpYMeHeHUs NPEBEHTMBHbLIX Mep MO coxpa-
HEHWUI0 KayecTBa >XU3HKU naumeHTa [5, 8]. HecmoTtpsa Ha
3(PPEKTUBHOCTb HEOHATANBHOIO CKPUHWHIA, KOTopas B
2023 r. pocturna 84,2%, cpegHuin BO3pacT NOCTaHOBKN
anarHosa B PO ocTtaetca goctaTodHO BbicOkum — 3,0+
6,2 rona (M+SD), npn aTom MegmaHa Bo3pacTta yCcTaHOB-
nenus gnarHosa — 0,4 (0,1-2,5) roga (Me [25-1 n 75-n
npoueHTunm] [4]. BepoaTHO, YacTUYHO 3TO MOXET ObITb
0byCrnoBneHo YCTaHOBIMEHWEM [AuarHo3a nauveHTam,
KOTOpble POAWIUCH A0 BHEAPEHWS HEOHATaNbHOIO CKpU-
HuHra. Bmecte ¢ Tem, npeacraBnsembii HAMU KNMHKUYeE-
CKWUIA cryyari AeMOHCTPUPYET MHYI0 TeHAEHUMIO WU BhK-
sSHUEe «4enoBeveckoro cakTtopay, Korga pesynbrarhbl
HEeOoHaTanbHOro CKPUHMHIA He OblfM CBOEBPEMEHHO Y4-
TeHbl Bpadom (puc. 3).

[oToBbIV TECT ABMNSIETCA METOAOM MOATBEPXKOEHUA
AmarHo3a nocre nonoXuTernbHOro HeoHaTanbHOro CKpU-
HWHra, B KNMHUYECKMUX UCCNEAOBaHMAX — eLle 1 NepBuY-
HOM KOHEYHOW TOYKOW Ans onpeaeneHns apdekTms-
HocTu Tepanuu. OfHaKko nccneaoBaHWs MOKasbiBaloT,
YTO TPaAMLUMOHHblE AMAarHOCTUYECKMe Moaxodbl, Takue
KaK M3MepeHMe YPOBHA MMMYHOPEAKTUBHOIO TPUMCU-
Ha u notoBas npoba, MOryT gaBaTb HEOOHO3HaYHbIe
pesynbTaThl, YCNOXHSA MOCTAHOBKY auarHosa [10]. Y
Hallero nauueHTta nonoxuTtenbHas AuHamuKka noToBON
npobbl Yepes 3 1 6 Mec TapreTHoW Tepanun cornacyeTcs
C AaHHbIMY NUTEpaTypbl, ABMASACH XOPOLUUM NPOrHOCTH-
Yyecknm npusHakom [11]. CTOUT OTMETUTb, YTO HUKaKas
WHas Tepanusa He CrnocobHa CHU3NTb KOHLIEHTpaLMio
XopuaoB B NOTOBOW XWAKOCTM, YTO eLle pa3 A4oKa3blBa-
€T 9(pHhEeKTUBHOCTb HaMpaBNeHHOro 4eNCTBUSA TapreTHO-
ro npenapara.

leHeTnueckoe obcnenoBaHve WrpaeT  KYEBYHO
pornb B [AMArHOCTMKE CHOXHbIX KIMHUYECKMX Cryya-
eB MB, ocobeHHO B criyyasx aTtuUmu4HbIX WK PeaKux
myTauun. Mytaums F508del no-npexHemy ocTtaetcs

Hanbonee pacnpocTpaHeHHoW Npu4nMHon pas3sutus MB
cpeon eBponeovaHoro Hacenexwusi Poccuiickon depe-
paunn (51,4%), U 4Yawe BO3HMKAET B OAHOW annenu
(46,8%), kak y Hawero nauueHTa [4]. BmecTe ¢ Tem Ha
COBpPEMEHHOM 3Tarne pasBUTUS MEOUUMHbI He TONbKO
caMm hakT reHeTu4eckoro obcnenoBaHns, HO 1 BapuaH-
Thl BbISIBIIEHHbLIX MyTauuii CTaHOBSITCS ONpeaensitoLLMMm
B BO3MOXXHOCTM Ha3Ha4YeHWs TapreTHou Tepanuu.

Mukpobuonormyecknii  npodunb  pecnnupaTopHOro
TpakTa NpeacTaBnseMoro naumeHTa, 4aHHbIe HYTPUTMB-
HOro cTaTtyca, pecnupaTtopHoOn yHKUMM A0 Hayana Te-
panuu conocTaBMMbl C aHaNOrMYHbIMU CPEHUMU 3HaYe-
HUSIMW, NpeacTaBeHHbIMU B HaLMOHaNbHOM perncrpe
no MB. Y pgeten nokasatenn OPB1 n ®XKEJ, kak 1 B Ha-
LEeM KNMHMYECKOM NpMMepe, YacTo OCTaloTCs B npeae-
nax BbICOKMX 3HadeHusx (82,9128,1 n 89,7+22,8%). 310
OXMAaemo, Tak Kak NokasaTenn Ha4YMHaKT CHUXATLCS B
Oonee cTaplwem Bo3pacTe, u go 18 net y 6onee 85% no-
kazatenu OPB1 coctaensawT 6onee 70% OT AOMKHOIO
3HayeHus [4].

KombuHMpOBaHHOE MpUMEHEHME MOLYNMPYHOLLMX
npenapatoB — uBakadTop/Te3akadTop/anekcakad-
Top M mBakadToOp — MPUBOAMT K AOCTOBEPHOMY YBe-
nmyeHuto OPB1, CHUXEHUI 4YacTOTbl NEroyHbIX 060-
CTPEHUIA M KOHUEHTpauuu XINopuaoB MoTa, a Takke
ynyyLIEeHnIo KavecTBa xun3Hu [2, 8]. NpeacraeneHHble B
KITMHMYECKOM HabnogeHnn faHHbIe O NPaKkTUYeCKn Nnor-
HOM KyrnMpOBaHUN U3MEHEHWIA CO CTOPOHbI OKOSTIOHOCO-
BbIX Masyx NMO3BOMSOT NOHMMAaTb U 0bcyXaaTb rmyouHy
NleKapCTBEHHOTO BO34ENCTBUS M BKNag 3TMOMATOreHe-
Tnyeckor dapmakoTepanuyM B AONTOCPOMYHLIA MPOrHo3
3aboneBanusa [12]. B poccunckom uccnegoBaHum ad-
(EKTMBHOCTM 1 6e30NacHOCTM TPOMHOW TapreTHowm Te-
panun, B OCHOBHOM Y reteposurot no F508del, nony-
YaBLUMX €€ B TeveHme 12 mec, Hopmarnusawms noToBoro
TecTa Habnoganack B 28,5% cny4yaeB (xnopugpl nota
<50 mmone/n), npupoct OPB1 — B cpegHem Ha 17,7%,
OXEJT — Ha 13,8% [13]. B npeacrtaBneHHOM KIMHUYeE-
CKOM Crlyyae AUHaMuKa U3MEHEHMUST OLEHNBAEMbIX MO-
KasaTernen Hocuna aHanoruyHbli xapakrep. pu aTom
camouyBcTBME pebeHka ocTaBanochb YOOBNETBOPUTESb-
HbIM, NOTPEBOHOCTb B aHTNbaKTepUarnbHbIX, MyKONUTUYe-
CKUX, OPOHXOOUNATMPYIOLLMX Npenapartax U UHransuu-
OHHbIX MFOKOKOPTMKOMAAX COKpaTUnach.
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MonunopraHHoCTb NopaxeHus npu MB gukTyet Heo6-
XOAMMOCTb MPUCTarnbHOr0 KOHTPONSA 3a BHENErovHbIMU
achdekTaMmm MoaynsTopoB. XpoHMYecKasi 9K30KpUHHas
HEeOCTaTOMHOCTb MOMKENYyA04YHOM XKenesbl, paHee cyn-
TaBLlasicsl HeobpaTMMON, B HACTOSILLIMA MOMEHT OLIEHU-
BaeTca ¢ 6ornee oNnTUMUCTUYECKUX MO3ULIMIA, OCOBEHHO
npu paHHeM Havane neyexus [14]. Y npegcrasnsemoro
naumeHTa XpoHU4Yeckas naHkpeaTuyeckass HegocTaTou-
HOCTb COXpPaHSIETCH, OAHAKO MONOXUTENbHAsA AUHaMMKa
KINOYEBbLIX Nokasarteneu, onpeaensaoLmnx aTy MyHKLMIO,
BCe e npocnexuBaeTcda. Bmecte ¢ Tem cnegyet otme-
TUTb, YTO MoOKasaTenu HyTPUTUBHOTO CTaTyca nauveHTa
3HAYMMO YNy4LIMUCh Ha (POHE NMPUMEHEHMWS TAPreTHOro
npenaparta v gocTurnu uenesoro 3HadeHus (MMT yBe-
nmuuncsa Ha 2,7 Kr/m?; cm. puc. 2).

MoGoyHble adhdpekTbl TapreTHbIX MpenapaToB, CO-
rmacHo AaHHbIM NUTEpPaTypbl, AOCTAaTOMHO pacnpocTpa-
HeHbl, OAHaKO BBUAY CXOAHbIX KIMHNYECKNX NPOSIBNEHNN
(kawwns, 3anoXeHHOCTU HOCca, FONIOBHOM OONK, oabILLKK,
anapeun, TOWHOTbI U T.4.) WX CMOXHO BbIMMEHUTb Ha
doHe cumnTomoB camoré MB n ero ocnoxHeHun [2, 7,
8]. Mo pesynbTaTtam NpoBegeHHOro AMHAMUYECKOro Ha-
OntogeHns cuMTaem, YTO y HaLero naumMeHTa Hexena-
TernbHble peakumn Ha hoHe NPOBEAEHUSI TapreTHOW Te-
panuu oTCyTCTBOBanu.

BesycnoBHo, nonaraem kpariHe BaXkHbIM Heobxoau-
MOCTb CTPOroro cobnofeHns BCex pekomeHaauuin no
MCMNONb30BaHUIO TApreTHOM Tepanun (Bpems, KpaTHOCTb,
[03MPOBKA), BaXXHOCTb Y€ro NnoayepkMBaEeTcsl B LENOM
psine paboT. YkasblBaeTcs, UTO 3T0 0COBEHHO akTyanbHO
y MaUMEHTOB C rEHETMYECKN OOYCMOBMEHHLIMU OCODOEH-
HOCTsSIMM MeTabonnama, YTo Yalle BCcero nposiBrsieTcs
B pUCKax pasBUTWS renatofiormyeckmx HapyweHun [15].
B npegcrtaBnsemom cnyyvae perynsipHblii AMHAMUYECKUIA
KOHTPOb NO3BOMNMIT FOBOPUTL 06 OTCYTCTBUM NOAOOHBLIX
OCIOXXHEHUN.

Takum obpasom, COBpeMeHHas TapretTHas Tepanusi
OTKPbIBAET HOBbIE MEPCMNEKTUBLI AN ONTUMMU3aLMK Te-
yeHnst MB, No3Bonsas He TONbKO 3HAYMTENbHO YNyYLLINTb
KNMHUYECKMe nokasaTtenu nauneHTa, Ho U KapAauHanbHO
MOBLICUTbL Ka4eCTBO €ro XusHu. BbICTpbIf, BbIpaXKeH-
HbIA N OONTOBPEMEHHbIN MOSTIOXUTENBHbIN KIMMHUYECKUN
ahdpekT Tepanuu TPOMHbIM KOMOVMHUPOBAHHbLIM Npena-
patom wuBakadTop/Te3akadTop/anekcakadpTop U uMBa-
KadpTop B NpeacTaBneHHOM KIMHUYEeCKOM HabnogeHun
MOSTHOCTBIO COrfacyeTcs C MOSIBMSOLWMMUCS B Cneumn-
anbHOM nuTepaTtype UccrefoBaHNs MM aBTOPOB M3 pas-
NWYHBIX CTpaH [2, 8, 12, 13, 14].

3akntoyeHue. Takum obpasom, coBpeMeHHas dap-
mMakoTepanus MB oTkpbina nepeg BpaydoM v NaunueHTom
COBEPLUEHHO YHUKamnbHblIE BO3MOXHOCTU, KOTOpbIE 3Ha-
MEHYIOT 3MOXy MPEeLM3NOHHON MeauuuHbl. Llenbio ne-
KapCTBEHHOIO BO3AENCTBUSI CTAHOBMUTCH reHeTudeckas
noromMka, B JaHHOM cryvae myTaumm reHa CFTR. Takoe
BO3[ENCTBUE MOMHOCTBIO MEHSsieT TeyeHne 3abonesa-
HWUSI, CTabMNM3NpPyeT HapyLlUEHHble BUTanbHble QYHK-
LUK, 4TO CO3[aEeT NPEANOCHINIKM K 0O6paTHOMY pasBuUTUIO
NaToriormyeckmx M3MeHeHu NopakKeHHbIX JTOKYCOB Op-
raHmama. XopoLuasa nepeHoCMMOCTb npenapara u oTcyT-
CTBME HEeXenaTerbHbIX peakuuin Npu ero npuMeHeHun
NMo3BOMNSET MOMOXUTENBHO pacLeHnBaTb MEePCneKkTUBbI
JanbHEenWwero nevYeHns C UCMoNb30BaHMEM TapreTHbIX
npenapaTos.

Bknap aBTOpoOB. BCce aBTOpbI NpUHMMany yvyactue
B paboTe Hag matepuanom u ctatben: KO.M. Cnuea-
KOBCKWUIA — KOHLeNTyanusauus, ynpaeneHne MpOeKTOM,
HanMcaHne — peueH3poBaHWe W peaakTUpOoBaHuE;
0.B. CnpopoBu4 — METOO0MOIMSA, Kypauust AaHHbIX, Ha-
nncaHve — nepBoHaYanbHbIv BapuaHT; E.V. Pynakosa —
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ncecnenosaHue, Kypauua OaHHbIX, (bopmaanbM
aHanuni, HanucaHue -— I'IepBOHaLIaJ'IbeIVI BapunaHT,

K.B. CnupunxunHa — popmMarnbHbIn aHanma, HanncaHve —
nepeoHavanbHbln BapuaHT; [.B. Pycckux — dopmars-
HbIi aHanu3, nporpaMMHoe obecneyeHuve.

KoHdnukT nHTepecoB. ABTOpbLI CTaTby NOATBEPAM-
1 OTCYTCTBUE KOHMMKTA MHTEPECOB, O KOTOPOM HEOb-
XOOMMO COOBLUTb.
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AHHoTaumA. [NpeacTaBneHHbIN KNMHUYECKMIA CIydalt HeoHaTarnbHOro NMCTEpPMo3a AEMOHCTPUPYET pe3ynbTaThl 3a-
no3aarnon AMarHOCTUKM 3TOro 3aboneBaHnsi Npu OTCYTCTBUM HACTOPOXKEHHOCTM B OTHOLLEHUN BPOXOEHHOW MHAEKLUN
BO BpeMsi HabntogeHus 3a 6epemerHon. ObpallleHO BHUMaHWE Ha TPYAHOCTM MOCTAaHOBKM AMarHo3a BpOXA4EHHOro nu-
CTepro3a Npv HeOCTaTOYHON MOTUBALIMM aKyLLEPOB BO BPEMSI OKa3aHWs MoOMOoLLM GepeMeHHON, HEB3Vpas Ha Hanm4me
hakTOpoB prcka aHTPON0300HO3a. B pe3ynbsraTte anarHo3 6bin NocTaBneH ToMnbKO Nocrne naeHTudgrKaumm Bo3dyamTe-
nsi ¢ nomoLypbto 6akTepronormyeckoro nccrnenoBaHunsi. OTcpodeHHas AnarHOCTUKa sSIBUNMach NPUYMHON reHepanusaumum
WHMEKLNM Y HOBOPOXKAEHHOIO, YTO NOTPebOoBaNo MHTEHCUBHOW Tepanuu. BeibpaHHble NeYebHbIN 1 AMarHOCTUYECKUIA
noaxofbl cnocobcTBOBany GrnaronpusaTHOMY pe3ynbraTy, HECMOTPSI Ha Yrpo3y A1s1 KU3HU pebeHka.

KnioueBble cnoBa: HOBOPOXAEHHbIN PEBEHOK, BHYTPUYTPOBHASA MHKIEKLMNS, HEOHATaMNbHBIA NUCTepKos, Listeria monocytogenes
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Abstract. The presented clinical case of neonatal listeriosis demonstrates the consequences of delayed diagnosis
in the absence of concern regarding congenital infection during monitoring of a pregnant woman. Attention is drawn
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