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NMPUB/NEKAlOT 3HaYNTE/IbHOE BHUMaHWE KJAMHULWUCTOB M yYeHbIX Mo BCeMy MUpPY. B mocnegHue rogbl Bce 60/bluyto akTyasbHOCTb NpuobpeTaet
HeobXx0AMMOCTb Yrny6/I€HHOrO N3yHYeHUA KAMHUYECKMX U NaToreHeTU4ecknx ocobeHHocTen M3/1, coBeplleHCTBOBaHNE CYLLECTBYHOLMUX U pas-
paboTKa HOBbIX 3$PEKTUBHBIX MEPCOHANIM3NPOBAHHBIX NOAXOAOB TAKTUKWN BeZeHUS 3TOM KaTeropum nayMeHToB, Ha OCHOBe Hanbosiee nepcnek-
TUBHbIX MULLEHE BO3/ENCTBUA, CPeAU KOTOPbIX BCe 60/1ee aKTUBHO pacCMaTpUBAOTCA FrEHETUYECKME U SMUreHETUYECKUE BapuaHTbl. ABTopamu
npoBe/eH HappPaTUBHbIN, ONMcaTe/IbHbIN 0630p AMTepaTypbl, HANPaB/EHHbIV Ha CUCTEMATU3ALMIO AaHHBIX 06 OCHOBHbIX M3BECTHbIX FEHETUYECKMX
1 3NUreHeTUYECKMUX MeXaHM3Max, BOB/IeHeHHbIX B MaToreHes u GopMmpoBaHme cneyupuiecknx KAMHu4eckmx npossaenunit U1 v M. Otgens-
HO BblZ€/IeHbl MyTaLMK B FeHaX, KOAMPYHOLMX TesloMepasbl, CMHTe3 $pakTopoB pubporeHesa, NoAMMOPHU3MbI FEHOB MYLIMHA, CypdpaKTaHTa sier-
KWUX, OCHOBHbI€ 3MUreHeTUYeCcKme N3MeHEeHNs, BOB/IeYeHHble B npoLiecchl pubporeHesa. MpoaHann3MpoBaHbl NepPCreKTUBbI FTeHeTUYECKUX U 3Nu-
reHeTUYeCKUX UCCNe0BaHNI AN HOBbIX GapMaKONOrMYECKUX NMOAXOAO0B U MOHUTOPUHIra dddeKTa ye AOCTYMHbIX MeTOAOB seyeHus. Mouck
MTepaTypHbIX MCTOYHMKOB NpoBoAMACA No 6a3aM AaHHbix Scopus, Web of Science, MedLine, The Cochrane Library, EMBASE, Global Health,
CyberLeninka n PUHLL, no kato4yeBbIM C10BaM, KMHTEPCTULMANbHBIE 3a601€BAHNA IETKUX», KUAUOMATUYECKUI NErOYHbIA GUOPO3», «rUnepceH-
CUTWBHbIA NMHEBMOHUT», «CeMelHbIN NIeroY4HbI GUOPO3», «reHeTUYeCKUA», «IMUreHeTUYeCKUI», «MpeLM3NOHHaA AMarHoCTUKa», «Tepanua»
¢ rny6buHoii novcka 20 ner.

Knrouyessbie cnosa: UHMepcMuyuanbHele 3a601eBaHuUA Ne€2KUX, UdUoNamu4ecKull 1e204HbIl pubpo3, 2unepceHcUMUBHbIU NHEBMOHUM, ceMeliHbIll
Ne204HbIl pubpos, 2eHemudeckull, snuzeHemuyeckuli, MUC5B, TERT, menomepsl, cyppakmaHm, mepanus

KoH$paukT nHTepecos
ABTOpbI 3aAB/IAOT, YTO AaHHas paboTa, eé TeMa, NPeAMET U COAEPIKaHMe He 3aTPar1BaloT KOHKYPUPYHOLLUX MHTEPECOB
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NcTouHunkmn $pnHaHcmpoBaHua
ABTOpr 3aABAAIOT 06 OTCYTCTBUN ¢MHaHCI/IpOBaHVI$| npu nposejeHnn nccnenosaHna

CraTbs nonyyeHa 22.08.2024 r.
OpobpeHa peLeHseHToM 23.09.2024 r.
MpuHaTa k ny6ankauyum 14.10.2024 r.

Ansa UNTUPOBAHUA: ApxaHrenbckas E.E., /lamuna C.B., KoxesHukosa E.O. v gp. NANONATUYECKUNW JIEFOYHBIA ®UBPO3 U TUMEPCEHCU-
TUBHBI MHEBMOHUT: HOBBIV B3I HA POJIb TEHETUYECKMX U SMUTEHETUYECKUX GAKTOPOB B PA3BUTWMN M TEYEHMW 3ABOJIEBA-
HWW. Apxueb BHyTpeHHeit MeguunHbl. 2024; 14(6): 405-418. DOI: 10.20514/2226-6704-2024-14-6-405-418. EDN: LYHBFO

Abstract

Given their ubiquitous progressive nature and unfavorable prognosis, interstitial lung diseases (ILD), especially such common variants as idiopathic
pulmonary fibrosis (IPF) and hypersensitivity pneumonitis (HP), rightly attract considerable attention from clinicians and scientists worldwide.
In recent years, the need for an in-depth study of the clinical and pathogenetic features of ILD, improvement of existing approaches and development
of effective personalized approaches to the management of this category of patients, based on the most promising targets of action, among which
genetic and epigenetic variants are increasingly being considered, has become increasingly important. The authors conducted a non-systematic,
descriptive review of the literature aimed at systematizing data on the main known genetic and epigenetic mechanisms involved in the pathogenesis and
formation of specific clinical manifestations of IPF and HP. Mutations in genes encoding telomerase, synthesis of fibrogenesis factors, polymorphisms
of mucin genes, lung surfactant are highlighted separately, and the main epigenetic changes involved in fibrogenesis processes are highlighted
separately. Prospects of genetic and epigenetic studies for new pharmacological approaches and monitoring the effect of already available treatment
methods are analyzed. The search for literature sources was conducted in the Scopus, Web of Science, MedLine, The Cochrane Library, EMBASE,
Global Health, CyberLeninka, and RSCI databases by the keywords “interstitial lung diseases”, “idiopathic pulmonary fibrosis”, “hypersensitivity

pneumonitis”, “familial pulmonary fibrosis”, * therapy” with a search depth of 20 years.

nou

genetic”,

" ou

epigenetic”,
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precision diagnostics”,
Key words: interstitial lung diseases, idiopathic pulmonary fibrosis, hypersensitivity pneumonitis, familial pulmonary fibrosis, genetic, epigenetic,
MUCS5B, TERT, telomeres, surfactant, therapy
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I'Tl — runepcencuTBHBIN MHeBMOHNUT, 11X — rucrornmros X, IVII — meckBaMaTMBHAA MHTEPCTHUIMATbHAA MTHEBMOHNA, V13]] — nHTepCcTHIIMATbHbIE
3aboneBanus nerkux, VIVIIT — npnonarndeckas MHTepCTUIMATbHASA THeBMOHA, VIJI® — npnonarndeckuit neroynsiit pudpos, KOII — kpunrorennas
opraHmsyiouas nHeBMoHusA, JIAM — mumbanrnoneitomnomaros, JIMIT — mumdongnas nHTEpCTULINANbHASA MTHeBMOHNA, JI® — merounsiit Gpubpos,
HUIT — Hecneunduyeckas MHTepCcTUIManbHas mHeBMoHMsA, OVIII — ocTpas mHTepcTMIManbHasA MHeBMOHMA, PB — pecnmparopsblit 6ponxut, Pb
V3JI- pecnimpaTOpHLI 6POHXNT, aCCOLMMPOBAHHBII C MHTEPCTULINANTbHBIM 3a60neBanyeM nerknx, C3CT — cucreMHble 3a60/1€BaHIA COEIMHUTENBHOI
tKaHu, CJI® — cemeitHble Cy4ay MAMOMATNYECKOTO TerogHoro ¢pubposa, PHO- a — daxrop Hekposa omyxomu anbda, PHCUIT — ¢ubposHbit TuIx
HecrerpUIecKoit MHTePCTUIANbHON THeBMOHMM, AE2 — kietkn anbBeonapHoro snutenus 11 tuma, ECM — BHekteTouHbIit Matpukc, EMT — ann-
Te/MNanbHO-Me3eHXMMabHbIi nepexof, FGFR — dakropa pocra ¢pnbpobmactos, GWAS — obiiereHoMHbIe acconmaTnBHble uccnegopannsa, HAT — ru-
croHanetuntpancdepassl, HDAC — rucronpeanernmassr, HDACi — unrnburops! ructonpeanernnas, HDM — rucrongemernnasst, HLA — ocHOBHOI
KoMIUTeKC rucrocoBmectumoctu, HMT — ructonmernnrpancdepassl, IL — nHrepreiikun, NGS — cekBeHnpoBanue HoBoro mokoneHns, PDGFR —
axropa pocra TpomboruToB, siRNA — mansie natepdepupyomue PHK, SNP — onHoHyK/1eoTuaHbIe momumopduambl, SP — erodHslit cypdaxTaHT,
SP-A — cypdaxranT nerkux A, SP-D — cypdaxranTa nerknx D, TGF-B — daxropa pocra onyxomu — 6era, TLR — Toll-mogo6usie pereniropsr, VEG-
FR — ¢axropa pocTa sHOTENNA COCYO0B

Beepenue
13-3a YpEe3MEPHOro BIJICB06O>KJI€HI/IH KoOJ/ytareHa ME3€HXI-

CeropHs 1Of; TEPMUHOM VHTepPCTUI[MA/IbHbIE 3a007Te-
Bauys serkux (V3JI) o6 befyHAIT TeTepPOreHHYI0 IPYIITy
3a00/1eBaHMII JIETKIX, XapAKTePU3YIOLNXCST Ha/N4IIeM He-
MHQPEKIMOHHBIX MHQWIBTPATOB, Yallle BCETO B JIETOYHOM
MHTePCTULVH U a/IbBEOJIaX, KOTOPbIe B HEKOTOPBIX C/Ty4asix
IIPOSIB/ISIIOTCS B BUfie I3BMEHEHMIT JIETOYHOTO PUCYHKA I He-
obparumoro ¢pubposa. K HacTosimieMy BpeMeHM M3BECTHO
6omee 200 Hozonornyeckux ¢popm M3J1, Ha OO KOTOPBIX
IIPUXOFUTCA CBbIIIE 15% B CTPYKTYype JIETOYHBIX 3a00/1eBa-
Huit [2]. Mopdonorndeckyt MHTEpCTULMANbHBI (1bpo3
JIETOYHOI TKAHM XapaKTepU3yeTcsi MpPOrpecCUpyIoLeit
3aMEHOIl JIETOYHON TKaHU (MOPO3HO-PYOLOBOI TKAHBIO

MaJIbHBIMU KJIeTKaMu, Muopuopobmactamm. ITOT mporecc
CO BpEMEHeM M3MEHsSET apXUTEKTYPy M (YHKIMIO Opra-
Ha, YTO, B COYETAHMN C COIYTCTBYIOIIUM ayTOMMMYHHBIM
BOCIIAJICHNEM B MHTEPCTULNU JIETKMX, COCOOCTBYeT pas-
BUTHIO BBIPQ)KEHHOI JBIXaTe/NbHON HEOCTAaTOYHOCTH, HO-
CTEIleHHO IIPOTPecCUpYIOLIell [0 Mepe pacIpOCTpaHeHMsA
BOCIIAJINTENBHOTO IIpollecca ¥ HapacTaHms (GpuOpo3HbIX
U3MeHEeHMIT B JIETKMX (2], IpMBOIS K 3HAYUTENBHON J[071e
HeO/IArONMpPISITHBIX B KIMHIYECKOM U IPOTHOCTUYIECKOM
wiaHe 3¢ ¢exros [8]. OcobeHHOCTN BapMaHTOB TeYeHMNsI
U ucxop 3a60/eBaHNMsI B 3HAYNTEIBHON CTEIEHN OIpefie-
JITIOTCsT KOHKPETHBIMI Ho3o7morndecknmu popmamnu V3JI,
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OB3OPHBIE CTATbHU

4YTO JUKTYeT HeOOXOZMMOCTb MAaKCUMAaJIbHO paHHe!l Be-
pudmKanuy ¥ IPOTHOSMPOBAHM TedeHMs 3abOIeBaHUA
(puc. 1).

Tak, cerogna Beiensior rpynny M3JI ¢ usBeCTHBIMU
IpUYMHAMY, B KOTOPYIO0 BKMo4eHs! I'T], cBA3aHHbII C BO3-
HeVICTBUAMM Pa3INYHBIX OPIraHNYECKUX (CIIOPHI IIECEHN,
A9pO30JIbHBII NTUYUII HOMET, HeTyOepKyIe3Hble MUKO-
6akTepun M MIp.) M HEOPraHMIECKUX BelecTB (MOKCHUT
KpeMHI, ac6eCT, IbIIb YTOIbHBIX MIAXT, OePU/UINIL U TBEP-
Jible METaJI/IbI), 4 TAKXKe PsAfia IeKapCTBEHHBIX IIPEIapaToB.
Taroke B oty e rpyniy orHocAT V3], chopmuposasm-
ecsi Ha ()OHe CHCTEMHBIX ayTOMMMYHHBIX PeBMATUIECKIX

3aboneBanmit [8, 42]. HoBas kmaccudukarums XpoHIIeCcKo-
ro I'll npenmonaraet BeigeneHue HegubpoTmdeckoro u du-
6poTnyeckoro BapmanToB. [Tlocegumnit, B CBO oYepenb, 10
K/IMHUKO-(QYHKIMOHATIBHBIM U BU3Ya/IUSUPYIOIINM IIPU-
3HaKaM MOXeT OBITb HEIPOrpecCUPYOLIM ¥ Iporpec-
cupyrowuM [3]. Omucansl Bapuantel VI3JI ¢ pasBurueM
mporpeccupyouiero ¢puéposa, MHAYLUPOBAHHOTLO JIeKap-
CTBaMJ, HaIIpUMep, aMUOApPOHOM [8], a TaioKe y HmalueH-
TOB C peBMATONUIHBIM aPTPUTOM I CUCTEMHOII CKIEpOfiep-
mueit [41]. Cpegu V3JI ¢ HeM3BeCTHOI TMOIOTHEN, WIN
UAMOTIATUYECKNX MHTEPCTUIMANbHBIX THeBMOoHMit (MINIT),
TaKKe BBIJE/AIOT MOATPYIITY C XPOHIYECKUM (PUOPO3HBIM

VHTopcrrusanbrae 3a6oneeanqa nénux (M31)

|

|

WU3N uasecrvon
amononvn (C3CT,
NOXBPCTRONHLIO ¥ AP.)

mwan

rpmcyni:zu;roxuo n “an
(capronaosmn 29.) (MAM.FUXusp)

Lpyrwe WAN
(ve-UNO)

WUNQ -~ nanonammyecon ndrowem Grnbpos;
[AVIN - RECKBAMATUBHAR MHTOPCTHUAANLIDR
nHeamMOHuR, PB-V3J ~ pecnnparoprasin
GPOHXHONNT, BCCOUNMPOBBMHMA C
MHTOPCTHUHANBHEM 23GONEBIHNOM NEMKMX;
onn — OCTP3R WHT! bHAR
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Pucynox 1. Knaccuguxavus V3]

ann

I

| Interstitial lung diseases (ILD) |

ILD of known etiology ’ w

Other ILD
(LAM, GCX and et al.)

Granulomatous ILD
(sarcoidosis and et al.)

(SCTD, drug and et al.)

Other IIP

IPF (not IPF)

| —

RB-ILD

cop

Lip

Figure 1. Classification of ILD

Note. ILD — interstitial lung diseases, IPF — idiopathic pulmonary fibrosis, ITP —

idiopathic interstitial pneumonia DIP — desquamative interstitial pneumonia, RB-ILD —

respiratory bronchitis associated with interstitial lung disease, AIP- acute interstitial pneumonia, COP — cryptogenic organizing pneumonia, NIP — non-specific interstitial
pneumonia, LIP — lymphoid interstitial pneumonia, SCTD — systemic connective tissue diseases, LAM — lymphangioleiomyomatosis, GCX — histiocytosis X
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PEeHTreHO-MOP(OIOrMYecKuM IAaTTEPHOM, B  KOTOPYIO
BK/IIOYEHbI OOBIYHAsA WMHTEPCTUIMANbHAA THEBMOHMS
(OUII) u Pubposuslit THI HecrenndnIecKoil MHTEPCTU-
nuanbHoit mHeBMoHuu (OHCUII). Apxum npencraBute-
nem VI3J1 ¢ pentreHo-mopdonornyeckum narrepaom ONII
apnaerca VIO, gna KOToOporo xapakTepHO IpOrpeccupo-
BaHue B 100 % cnyyaes. /114 cpaBuenus, B cnydae PHCUIT
IIPOTPECCUPOBaHNE OTMEYaeTCa auuib B 65% ciaydaes.
BonpmmmucTBo cnydyaes VIMII ABnA0TCA criopagdecKumuy,
OJIHAKO COITIACHO COBPEMEHHBIM IPeJICTaB/IeHNAM, TeHeTH -
yecKas IIPefpacIIoIoKeHHOCTb MOXKeT UTPATh CYLIeCTBEeH-
HYI0 POZIb He TO/IBKO B MaHM(eCTalui, HO X B BapyaHTe
teuenns M3JI [3, 8, 42].

YuuThIBasg NOBCEMECTHO IIPOTPECCUPYIOINI XapaKTep
M HeOMarONPUATHBIN POrHo3, V31 onpaBraHHO IpuBIIe-
Kal0T 3HAUMUTETbHOE BHJMAaHME YYEHBIX U KIMHUIUCTOB
mo BceMy mupy. PacmpocTtpanennocts M3JI xomebnerca
ot 0,63 go 7,6 Ha 100 000 wenoBex B CIIIA n EBporme [45,
47] co 3HaYNTEIbHBIM YBeTMYeHMEM 110 Mepe CTapeHMs Ha-
cenenns. Ilo pesynbraram HeJaBHETO MCCIENOBAHMA C JIC-
HO/Ib30BaHNMEM JJAHHBIX O I7I06aIbHOM 6peMeHM 6oesHel,
mokaszaHo, uto V3JI crmocobcrBoBamm passutuo 0,26 %
CMEPTHOCTM OT BceX NpmyuH B 2017 I., a KOIMYECTBO IO-
TePAHHBIX JIET )KM3HY, CBA3aHHbIX ¢ VI3]I, yBenmunaoch Ha
86 % 3a mocnenuue gBa gecsaruwierus [14]. ITo ganupim BO3,
conuanbuble notepu oT V3JI go mangmemun COVID-19,
ObUIN COITOCTABMMBI C TAKOBBIMM OT paka jnerkux [10].

YunuTbiBas BbICOKMUIT yPOBEHD VIHBAIMU3ALUN U CMep-
TH JIUL] TPYAOCIIOCOOHOTO BO3pacTa BCIIEACTBE IIPOrpec-
cupoBanysa TedeHusa J3JI u pasButmA HeoOpaTMMOro
¢ubposa 1erovyHON TKAaHM MPU HEOOXOZMMOCTV MaKCH-
MaJIbHOTO 3T0poBbecOepexkeHys Ha (POHe CYIIeCTBYIOLINX
nemorpaduyecknx Bbpi3oBoB B Poccuiickoit Depeparumy,
B IIOC/IEIHIE TObI BCe OOJIBIIYIO aKTyaIbHOCTD MpHobpe-
TaeT HeOOXOAMMOCTDb YITTyOJICHHOTO M3YYeHUA KIMHNIYe-
CKMX M TTaTOTeHeTHIeCKuX ocobenHocreit V3], coBepieH-
CTBOBaHMeE CYIIECTBYIOIUX 1 pa3paboTka sQeKTUBHBIX
MIOAXO/I0B TAKTVKY BEJIeHV 3TO} KaTerOpuy IAIVIeHTOB
[4, 44]. Tem He MeHee, HECMOTPSI Ha PAL JOCTIDKEHNIT B [IO-
HYIMaHMJ TaTOTeHEeTUYEeCKNX MeXaHM3MOB 3abo/eBaHNd,
0CTaeTCsA OKOHYATe/IbHO HeM3yYeHHbIM I'eHe3 3a00JIeBaHul
TAHHOI IPYIIIBI, IPY OYEBUIHOM ITIOHMMaHMM €T0 MHOTO-
KOMIIOHEHTHOCTY ¥ COYeTaHusA 3¢ (HeKTOB IeHeTUIeCKUX
Y SIUTEHeTNYeCKMX PaKTOPOB.

CoBpeMeHHBIN B3rAsIA

Ha IIaToreHes3 3adoneBaHUM

rpynnsr 13N

Yyenple n xmHuuuctel B passutun VJIO u ITI ce-
TOIHA aKTUBHO OOCY>XJAIOT pO/Ib TeHETUYEeCKOI Impeapac-
nonoxxeHHOCTH [53], pakTOpoB OKpysKaromiert cpenst [58]
U VI3MEHEHMII, CBA3AHHBIX C YCKOPEHHBIM CTapeHueM [22],
KOTOpbIe COBOKYITHO IIPUBOJAT K CIIOKHOMY SIIUTEHeTHU-
4eCKOMY IIeperporpaMMUPOBAHNUI0, CIOCOOCTBYIOIEMY
abeppaHTHOII aKTMBAaLMY SIUTEMANbHBIX KIeToK. Ilpu
aKTMBAIMM SNNTeNINA/IbHbIC KJIETKU CeKPETUPYIOT MHOXKe-
CTBO MeIMAaTOPOB, CIIOCOOCTBYIOUNX MUTpaLlny, HIponude-
pauyn u aktuBauuu ¢ubpobdmacToB U Muopudpo6IACTOB.
OTN KIETKY YCTOYMBBI K AIIONTOTIYECKNMM MeXaHU3MaM

U TIPOJIO/DKAIOT CEKPETMPOBATh KOMIIOHEHTBI BHEK/IETOY-
HOTO MaTpuKca [36]. BHeKIeTOUHBIIT MaTPUKC, B CBOIO O4e-
Penb, ABJIAETCA pe3epByapoM LIeJIoro psAxa GakTopoB POCTa,
BOBJICYEHHDBIX B Pea/I3alMI0 MEXaHM3MOB IIO/IOKUTETbHOM
06paTHOV CBSASM M ABJAIOMIUXCSA KOMIIOHEHTaMM Iiepe-
KPECTHBIX CUTHAJIbHBIX ITyTeN, 4TO JIOTIOTHUTENIBHO CIIO-
COOCTBYeT HEYKJIOHHOMY PeMOZENNPOBAHIIO TKAaHM TETKIUX
u mporpeccupoBanuio ¢puoéposa [36].

ITaTomornyeckum pe3ynbTaToM ABIAETCA 3aMeHa HOP-
MaJIbHOTO 3/TaCTUYHOTO BHEK/IETOUYHOTO MAaTPUKCA JIETKUX
M3MEHEHHBIM, 60raThiM GUOPUIIAPHBIM KOJ/ITareHOM [61].

B 11e710M, reTeporeHHble TeHETMYECKME BAPMAHTDl MOTYT
CHOCOOCTBOBATh PasBUTHIO M3MEHEHHON OpOHXO/IErOYHON
TKaHW, KOTOpas CTaHOBUTCA Oojiee BOCIPUVMYMBON K pe-
LIVJVBUPYIOMIMM MUKPOIIOBPEX/IEHMAM IIOf, BO3/IECTBIEM
Pa3NMYHBIX IIOTEHIMATbHBIX (PaKTOPOB OKPY>KaIOLIelT Cpefbl.

JlaHHbIT 0630p MOCBSIILEH AHAIN3Y PE3Y/IbTATOB COBPE-
MEHHBIX F€HETUYECKIUX M SMIUTe€HE TUIECKIX MICCTIENOBaHMIA,
BBINIOTHEHHBIX Y nanueHToB ¢ VIJID u I'Tl, koTophlit mo3Bo-
JIUT OIIPENe/TUTb IOTEHIIMATbHbIe MUILEHN JI/IS TAPTeTHBIX
BO3/IEJICTBMIT HAa XapaKTep TeYEHN U MCXOMIbI Y NALlMEHTOB
¢ M3JI, nanbonee 4acTo BCTPEYAIOMMMICA B IIPAKTUKE
Bpaua IyJIbMOHO/Ora, TakuMy Kak VIJIO u I'TIL.

I'eneTnyeckue pakTopsl
passurus UND u I'Tl

Ha ceropmsiumauii feHs y naryentos ¢ VIJI® 6su10 mpo-
BelleHO TPpY OOIIereHOMHBIX ACCOLMATUBHBIX MCCIENOBa-
HusA (GWAS), B Xofie KOTOPBIX ObUIN MIEHTU(PUIVPOBAHDI
OfHOHYK/IeoTHAHbIe momumop¢usmer (SNP) B pse moky-
COB, aCCOLIMMPOBAHHBIX C IIPeJPACIIONIOKEeHHOCTbIO K VIJID
[19, 38]. Ot BapraHTHI BK/II0Ya/M MyTanuy B rede MUC5B
[35,48,54]; B reHax, CBsI3aHHBIX C (DYHKIIVET BPOXKAEHHOTO
ummyHureta (TOLLIP, TLR3, ILIRN, IL8, TGFBI) [22, 40]
u Gapbeproit ¢yukiyeir snutenus (DSB DPP9) [4, 22]
a TaKXKe B TeHaX, IOJIep>KMBAOIIVX LIe/IOCTHOCTD TeIOMep
(TERT, TERC, OBFCI, TINF2, DKCI, RTEL1, PARN) [6, 13,
29, 31, 57], Bolpabotky cypdakranta (SFTPC, SFTPA2,
ABCA3) [23, 38] u perynauuio knerouHoro mykaa (KIF15,
MADILI, CDKNI1A) (7, 42] (puc. 2).

Tak, SNP rs35705950 B poMOTOpPHOIT 0671aCTH TeHa MY-
uuHa 5B (MUCS5B) 6b1n BrepBble neHTUGUIMPOBAH elile
B 2011 rogy B X0fje MCCIeTOBAHNsI OOIETeHOMHBIX CBA3El
U aCCOLMMPOBAH C 7-KpPaTHBIM yBe/INYEHNEM PUCKa pas-
Butusa VJI® [37]. C 2011 r. arot SNP B rene MUC5B 6b11
HOZITBEPYK/IEH B MHOTOYMC/IEHHBIX He3aBYCUMBIX MCCIIENIO-
BaHUSAX U JIO CUX ITOP CYUTAETCs Hanbosee 3HAYUTETbHBIM
(bakTOpOM prCKa, aCCOUUUPOBAHHBIM C pasButiem VJIO
[23, 43, 48, 54]. TakKe ps;FOM aBTOPOB COOOIATIOCH O Ta-
PafoKCabHOM IIpeyMYIIeCTBe BbKMBAEMOCTH ALIEHTOB
¢ MJI®, xoTOpble ABIAITCA TE€T€PO3UTOTHBIMM HOCUTETIS-
MM MMHOPHOTO a/I/Ie/iA 9TOrO TeHa, 10 CPAaBHEHMIO C IIa-
nueHTamu 6e3 Hero [7, 19]. OgHako, B Apyrux BbI6OpKax
nanueHToB ¢ VI3JI 610 POREMOHCTPUPOBAHO, YTO TOT
Ke BapMaHT MyTally IPUBOAUT K XY/LIeil BBDKIBAEMOCTHI
IpY MHTePCTUIVATIbHOI ITHEBMOHMI C Ay TOMMMYHHBIMU
IpU3HAKAMU U TEHAECHIMM K XY/lIell BBDKMBAEMOCTY TP
W3J1, accorumpoBaHHOM C 3a00/ieBaHMEM COEUHUTENb-
Holt TKaHu u xpoundecknm I'TI [5, 35].
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Figure 2.

Key profibrotic mecha-
nisms secondary to
mutations or polymor-
phisms in the genes of
telomerase, surfactant

proteins, mucin 5B.
Note. Mutations in TERT,
TERC, PARN and RTELI
reduce telomerase activity,
which leads to increased
telomere shortening. SFTPC,
SFTPAL, SFTPA2, ABCA3 are
involved in the modulation
and stabilization of alveolar
surfactant tension; when
altered, they can cause
increased endoplasmic
reticulum stress, which
ultimately leads to epithelial-
mesenchymal transitions
and apoptosis of type IT
alveolocytes. Polymorphisms
in the MUC5B gene are
responsible for mucociliary
dysfunction with impaired
clearance and increased mucus
production, predisposing
to bacterial overgrowth and
infection [63, modified]).
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B 2013 rogy B paMKax TOTO e 06IIeTeHOMHOIO ac-
conmatuBHOro uccrenoBannss GWAS ObUIM BBIABIEHDI
SNP emte ABYyX reHOB, CBA3aHHBIX C MEXKJIETOYHOI ajre-
sueit — DSP (mecmorutakutu) u DPP9 (AumenTuauImenti-
masa 9), accounuposanubix ¢ VJI® [19]. Bsuto mokasaso,
YTO MyTaluy, NPUBOAAILUE K IOTepe PYHKUNU B JPYTUX
TeCMOCOMHBIX TeHax, BKaoyasa DSG1, ycumnBaoT MpOfyK-
LVI0 MPOBOCIAIMTENBHBIX LUTOKMHOB U CIOCOOCTBYIOT
npuBIedeHnIo Qarountos [22, 37]. LIUTOKMHBI, KOTOpbIE
BBIPAOATHIBAIOTCS KaK IOBPEXJEHHBIMY SINUTE/NATbHBI-
MU KJIeTKaMy, TaK 1 aKTUBUPOBAHHBIMU a/IbBEOTISIPHBI-
MU KJIeTKaMl, B TOM 4MC/ie, TaKie IUTOKMHBI, KaK IL-IB,
IL-6 u IL-8, ycunuparT 3TOT MpoOLecC UKINIECKOTO IO-
Bpexxgenus [38]. BenencTBue aToro, anmTenaabHbI CI0i
a/lbBeOs yTpaurBaeT GapbepHYI0 (QYHKIMIO KaK B CBS3U
C TEHETUYECKOl MPefPacloNOoXeHHOCThIO, TaK U BCIIEJ-
CTBME YCHJICHHBIX BOCIIA/INTE/IbHBIX CUTHAJIOB.

Taxoke psoOM aBTOPOB OBUIO IPOLEMOHCTPUPOBA-
HO, uyTo npu VMJI® ymeeT MecTO HapyllleHUe Peryaalun
nepefiadyl CUTHAJIOB CeMEJICTBA ayTOBOCIAINUTEIbHBIX
Toll-1IofO6HBIX peLenTOPOB KaK CBSA3YIOLIErO 3BeHa MeX-
Iy BPOXJEHHBIM I aJalTUBHBIM VIMMYHHBIM OTBETOM.
[23, 38]. bouto npentndunnpoBano 10 GyHKIMOHATBHBIX
penennitopoB TLR, KoTOpble MMEIOT OTYET/IMBBIE acCOIMa-
LML PELIEITOP-/INTAH, PV 9TOM OHU JIOKAIU3YIOTCSI 60
Ha kretoynoit membpane (TLRI, 2, 4, 5, 6), nu6o B 3H70-
comanpHbix Komnaptmentax (TLR3, 7, 8, 9) misa pacros-
HaBaHNA Pa3/MYHbIX BHEK/ICTOUHBIX Y BHYTPUK/IETOYHBIX
CHUTHAJIOB COOTBETCTBEHHO [42]. BapuaHThI reHeTHYECKOTO
PVICKa, BIVAIOLINE HA Ilepefady curHanos cemerictsa TLR,
cBs13aHHBIX ¢ VIJI®, mpencTaBnensl Hinke (puc. 3).

B 2013 rogy, mo nanusiM GWAS, 6bUIM BBIABIEHBI elile
Tpu pacrpoctpaHeHHbIx SNP (rs111521887, 155743894,
rs574389) rena Genka, B3amMmopeiicTBytomero c¢ Toll-
nopro6ubiMu pereriropamu (TOLLIP), koTopble ObIIN CBsi3a-
HBI C BBICOKMM puckoM passutus VJI®, npu aTom ofuH n3
HUX (rs5743894) Taxoke ObUT aCCOLMMPOBAH C TIOBBIIICHHO
CMEPTHOCTBIO y /INI] C 3TUM 3aborneBanueM [19]. V3BecTHo,
uyTto TOLLIP axcmpeccupyeTcs IpeuMyIleCTBEHHO B albBe-
OJIAPHBIX MaKkpodarax 1 SIuTeNanbHbIX KleTKax. Kaxpli
u3 BbIsAB/IeHHBbIX SNP OblT CBsI3aH CO CHMYKEHVEM KCIIpec-
cun MPHK TOLLIP na 20-50% [19]. Ilockonsky TOLLIP
n MUC5B sBIAIOTCS CMEKHBIMM TeHaMM B 0071acTu Xpo-
Mocombpl 11pl5.5, TO MMeETCA NPOTUBOPEYMBLIE NaHHBIE
OTHOCHTE/IBHO TOTO, HAXONATCS /I X BapMaHTBHI B HEpaB-
HOBECHOM CLIETJIEHUN W/IV 00eCIIeynBai0T He3aBUCHMBbIE ac-
coumanu st pucka passutust VIJIO [18, 35, 43, 48]. Tem He
MeHee, MX 9KCITPeCccusi OblTa MOBBIIIIEHA B K/IETKaX SINTENNs
pu VJI®, 4to, BO3MOXKHO, OBIIO 00YC/IOBIEHO U [/INTENb-
HBIM BO3JI€/ICTBIEM ITaTOre€HOB [16, 24, 25, 39, 40, 43, 52].

HeorpemieMoil 4acTbl0 HOPMaabHOrO (YHKIVOHMU-
POBaHMs JIETKMX 4YeJloBeKa ¥ IpeoTBpallleHus KOJIIaIca
a/IbBEOJT IIPYU AbIXaHWUM SIB/IAETCS JIETOYHBIN CypdaKTaHT
(surfactant protein, SP). Xopouro n3BectHo, 4T0 Cypdax-
TAHT JIETKUX IIpefCcTaBisieT coboit 6oratoiit pocdommmu-
IaMM CyOCTpaT, BbIpabaThIBaeMblil B MCTAIbHBIX OTHEIaX
JBIXaTEeNbHBIX IyTell, anbBeonounuTamu. Ilpumepno 10%
cypdakranTa cOCTOUT U3 GENKOB, KOTOPble BbIpabaThIBa-
I0TCSL M CEeKPETUPYIOTCA KJIETKaMM a/IbBEOIAPHOIO 3INU-
termA I Tuna (AE2) m TepMuHaIbHBIMU CEKPETOPHBIMU

KIeTKaMM JbIXaTebHBIX myTedt [8, 42]. ®paknum cyp-
¢dakranTa merkux A (SP-A) u D (SP-D) sBmsrorcs dnena-
MU 0CO00TO ceMeliCTBa BPOXKCHHBIX UMMYHHBIX 0€/IKOB,
Ha3bIBaeMbIX KOJJIEKTMHAMM, Ha3BAaHHBIX B 4YeCTb Ka/lb-
1uii-cBA3bIBatoLlero C-KOHIIEBOTO JIEKTMHOBOTO JIOMEHa,
KOTOPBIN PACIIO3HAET COOTBETCTBYIOUIVE PEIeNnTOphl Ha
MOBEPXHOCTM IIATOT€HHBIX MMKPOOpraHmsMoB [23, 38].
boino noxasano, 4ro SP-A u SP-D onconusupyot pacmpo-
CTpaHeHHbIe OaKTepra[bHbIE VI BUPYCHBIE TATOTE€HbI 1 YCHU-
MMBalT (aronuTapHOE YHUUTOKEHME BPOXKIEHHBIMU
VMMMYHHBIMM KJIETKaMM, TaKMMU KaK Makpodaru u Heit-
tpodunel. Pefkue SNP B AByX CMeXXHBIX T€HaX, KOLUPYIO-
mux SP-A, SFTPA1 u SFTPA2, 6p111 OIMICAHBI B HECKOJIb-
Kux cnydasx cemerHoro JIO [4, 33]. Xors poib, KOTOPYIO
ot u gpyre SNP, cBssaHHBIe ¢ CypdaKTaHTOM, UTPAIOT
B pa3BuTuu cnopagmndeckoro MJI®, ocraercs HesAcHOIL. Ps-
IOM aBTOPOB COOOIIATIOCH, YTO y nanuenTos ¢ VJI® xoH-
neHtpanys SP-A B GpOHX0aNbBEONSIPHOM JTaBaxe OblrIa
CHVDKEHA TI0 CPaBHEHUIO CO 3[0POBBIMIU ITALlMIeHTaMU, TIPI
9TOM ypoBHU SP-A 06paTHO HMPOIOPIVIOHATIBHO KOPpen-
PYIOT C BBDKMBaEMOCTbIO ITALIMEHTOB [7, 38].

B ormane ot VJI®, y nanmenTos ¢ I'Tl ne mpoBopunoch
KaKMX-1160 111o6anbHbIx obmereHoMHbix GWAS ncceno-
BaHUII, HO B psijie paboT C TapreTHHIM reHOTUIIMPOBAHIEM
OBL/I BBISIBJIEH Pajj FEHOB, OTBETCTBEHHBIX 3a ITOBBIIIEHHYIO
BOCIPUMUMYMBOCTD K 9TOMY 3a060/1eBaHNUI0 C HeOmarompu-
STHBIM UCXOfOM. Tak, Hampumep, ObIJIO BBITOTHEHO WC-
C/IeloBaHMe C IIebI0 TapreTHoro BoLABaeHNs SNP B renax
OCHOBHOIO KoMmIuiekca rucrocoBmectumoctyt (HLA) [18].
Tak, B rere HLA-DRBI1 y marnenTtos ¢ I'TI 6611 BBLABICH
pAn SNP, cBA3aHHBIX C IepeHOCYNKOM OIpefie/IeHHbIX aH-
TUTEHOB U NMPOAyKLMeil pakTopa HEKpo3a OIyxonu anbda
(OPHO-a) [18].

B. Ley c coaBT. mokasanu, uto SNP npomoropa MUC5B,
CBS3aHHBIII C PEAPACIONI0KEHHOCTDIO K passuTuio VJIO,
HPUCYTCTBYeT y 3HAYUTENbHO OO/iee BBICOKON HOMM IIa-
nuenToB ¢ I'T] mo cpaBHEHMIO €O 37[0pOBOI KOHTPOILHOM
rpynmoit [35]. OpHako, B omindue oT nanuenTos ¢ VJIO,
HocyefHee 6BUTO ACCOIMMPOBAHO C TIOBBILIEHHBIM PYICKOM
cMmepTHOCTH Y nanueHTos ¢ I'Tl, XoTa cuia sroit accouna-
LMV BapbMPOBajIa B Pa3HBIX KOTOPTAX.

B uccnegoBanun GWAS 6butn upaeHTHUIMPOBAHBI
HOMMMOP(U3MBI T'€HOB, KOTOpble MOTYT BIUATH Ha BOC-
npunMunBocTb K VIJID. Tak, TpaHCKPUITOMHBIN aHAIN3
PHK, BbIZie/IleHHOII 13 JIETOYHO TKaHM 1 TTepudeprdecKoir
KpPOBU, BBIABMJI 9KCIIPECCUN T€HOB, BOBJICYEHHBIX B ITaTO-
renes u ucxonpsl VIJI® u I'Tl. 9T mccnegoBaHms mokasa-
JIM, 9TO B TO BpeMs Kak y nanueHTos ¢ VIJI® Habmopanach
MIOBBbINIIEHHAs PETY/ALUA TeHOB, YJacTBYIOUIMX B pPeMO-
IDeNMMpOBAaHUY TKaHell, alonTo3e U Iepefade CUTHAIOB
¢ubpobnacramu, y nanyentos ¢ I'T] Habmonanach NOBBI-
IIeHHasA PEeTy/lALMs IeHOB, BaKHBIX [yl MMMYHOJIOTMYe-
CKOJI QYHKILMY, BKIIOYAs Te, KOTOPbIE IePefaloT CUTHAIbI
T-xnerkamu, u ipyrue, cBsI3aHHbIE ¢ QYHKIME IIABHOIO
KOMIIJIEKCA TUCTOCOBMECTUMOCTH [38].

[Mocnenyromye  TPAaHCKPUIITOMHBIE — VICCIIEHOBaHMA
C MCITONb30BaHMEM OOPa3IOB JIETKNUX U IepudeprIecKon
KpoBy nanmenTos ¢ VJI® nopreepann posib reHoB, yya-
CTBYIOIIMX B IOBPEXIEHUN U PEeMOJeNMPOBAHNI AIbBEO-
JIIPHOTO SIUTENNS, TO eCTh B IaroreHese VMJIO [23].
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Figure 3. Pro-fibrous transmission of TLR signals [36, changed].
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V3 pomonHurensHbIX Kpurepues auddepeHimanmn
VIO ot gpyrux ¢dopm M3JI ¢ tenbio paspaboTKy MHCTPY-
MeHTa TEeHOMHOIO IIPOTHO3MPOBAHMUA BbDKIBAEMOCTHU
MAI[IEHTOB Ha OCHOBE JAHHBIX IepudepuuecKorr KpoBu
OB/ CIIONIb30BAH TPAaHCKPUIITOMHBIN aHamm3. [Ipumenss
IOBYX3TAIIHbI/I MHOTOLIEHTPOBBIN IIOAXON K OIIPENENeHNIO
u Bamupgauny, J.D. Herazo-Maya ¢ coaBT. ngeHTHGMUINIPO-
Ba/IM TeHHYIO CUTHATYPY, COCTOAILYIO U3 52-X muddepen-
L[aJIbHO SKCIIPECCUPYeMbIX I'€HOB, KOTOpas MOXKeT 3¢-
(beKTUBHO K/IACCUPUIIMPOBATH MAIVIEHTOB C BBICOKMUM VTN
HU3KJM PVICKOM CMEPTHOCTHY B TeUeHMe 4-JIeTHero mepuo-
ma Hab/rofeHst. DTa FeHHast CUTHATYPa MIMea CXOfHbIe Xa-
pakTepucTuky 9¢pPeKTUBHOCTY TeCTUPOBAHUA C BalUaN-
POBAHHOIT MOJIE/IbIO KJIMHITYECKOI'0 IPOrHO3MPOBaHyA [23]
Y 3HAUUTENbHO YIy4lINIa CYIeCTBYIOUIYIO KIMHNYIECKYIO
MOZieNb. 3aTeM 3TH MCCIeOBaTe/V MOATBEPANIN 3Ty CUT-
HaTypy u13 52-x reHoB B 6 neHTpax B CIIIA n Espomne. brino
MOKa3aHo, YTO Havyalo aHTUPMOPO3HOI Tepanuy CBsI3aHO
¢ OMaronpuATHON MORY/IALMEN CUTHATYpPbI reHa. MHorue
u3 auddepeHnnaTbHO IKCIPECCHPYEMBIX T€HOB, UEHTHU-
(GUIMPOBAHHBIX C IOMOIIBI0 3TOrO IOAXOJA, MMEIT pe-
mraolee 3HadeHMe /11 MMMYHOIOIMYECKON aKTHBAIUIL.
[TpepmomnaraeTcs, 4To HapylleHMe PETyIALMM UMMYHHOTO
OTBeTa MOXET B 3HAUUTE/IbHOI CTeIleH) CIIOCOOCTBOBATD
nporpeccupopanuio Tedenus VJID [50].

VsyueHne 6OMBIINMX CeMeil ¢ HECKONbKUMU TOPaXKeH-
HBIMU WIE€HAaMU IIPUBETIO K OTKPBITMIO MHOXXECTBA T'€HOB,
CBSI3aHHBIX C MOHOTEHETHYeCKMMM (POpMaMM CeMeiTHBIX
cnydaeB VJI® (CJI) u ynry4mmno Halle HOHMMAaHME Te-
HeTUYeCKNX OCHOB maHHOW ¢opmer M3JI. Ha ceropusam-
HUI1 JIeHb M3BECTHO CeMb T'€HOB, CBA3aHHBIX C Te/IOMEPaMM,
KoTOpble ObUIM BOB/IedeHbl B pasButue CJID y B3pocbIx
(TERT, TERC, RTELI, PARN, NAF1, TINF2, DKCI) [15, 33,
42, 59]. IlaToreHHbIe BapMaHTbI T€HOB, CBSI3aHHBIX C TEJIO-
MepaMM, CBA3aHbI C YPe3BbIYAIHO KOPOTKOIL, C IIONIPAaBKOII
Ha BO3PACT, UX JUIMHON, 1 IPepacIonaraloT K My/lIbTUCHU-
CTeMHOJ1 opraHHol aucdyHkumy, kmwodas JIO, nucdyHk-
LIMIO TIeYeHU U HeJOCTAaTOYHOCTh KOCTHOrO Mo3ra [50].

[TaToreHHble BAPMAHTHI, CBSI3AHHBIE C TeIOMepaMt, 06-
Hapy>XeHbl y ~30% Bcex popctBeHHukoB CJIO, mpuyuem
TERT siBnsiercst HanbosIee 4acTo nopakaeMbIM TeHOM 1 CO-
crasisier 1o 20% CJI® [40, 50]. HacnegoBaHue maroreH-
HOTO BapMaHTa, CBA3AHHOTO C TeJIOMepaMM, CO3/jaeT 3Ha-
YUTENBHBII pUCK pasButus V3], ogHako fpyrue GpakTopsl,
TaKle KaK BO3PacT, 11071, BO3JElICTBIIE OKPY>Kakollell Cpefibl
U JUIMHA TeJIOMep TAaK)Ke BHOCAT BKJ/IAJ| B BapuabebHOCTD
neHeTpaHTHOCTH [35, 58, 59]. BmecTe ¢ Tem, Koppemnsiuyst
reHotuna u ¢enoruma M3JI y nuiy ¢ maToreHHbIMYU Bapu-
aHTaMI, CBSI3AHHBIMI C TelioMepamn, cinabas. Xors VJIO
ABJAETCs Haybosee PacIpOCTPAHEHHBIM KIMHUYECKNMM
IMarHosoM cpeau popctBeHHukoB ¢ CJI®, Ha ero jomio
IPUXOAUTCSA MeHee IIOIOBMHBI Caydaes. [Ipyrasg 4acTb
Bkyodaer V3JI xak usBectusix ([Tl u M3JI, acconumpo-
BaHHBIE C 3a060/IEBAaHMSAMM COEQVMHUTENbHON TKAHIU), TaK
M Hem3BecTHBIX IpuunH (npnomarudeckas HCUII n npn-
OIIATHYECKNUII IUIEBPONAPEHXUMATO3HBII (1OP0a1acTos).
VHTepecHO, 4TO Ha/mM4Me pefKoTro BapMaHTa, CBA3aHHOTO
¢ tenomepamu ipu TERT, TERC, PARN wnu RTELI 6s110
CBA3aHO C OBICTPBIM IIpOrpeccupoOBaHMeM 3a0o0jIeBaHMsA
U HU3KON BBDKMBAEMOCTBIO OOJIbHBIX HE3aBMCUMO OT

mmarsosa [59]. 9To OTKpBITVe HOfpa3yMeBaeT, YTO Ha/U-
Yye MaTOreHHOTo BapyMaHTa B TeHe, CBSI3AHHOIO C TeloMe-
pamiu, IpeBaMpyeT Haj KIMHIYIECKUMM IIPOSIBICHVSIMI
3abomeBaHus, BKIoYas BapuaHT tedeHns VI3JI u o6mmit
nporHo3. HakorieHHble GaHHbIE IO3BOJLIOT IIPENIIONO-
JKUTh, 9TO FUCHYHKLNS TEIOMEpP He TOMBKO IIPERpacIIo-
maraeT K MaHudectanyn 3ab60eBaHNsI, HO TAK)XKe MOXET
IPEONPENENATh CKOPOCTb TPOrpeccHpoBanmst 3ab6oeBa-
HIIS M MHTPA3OHAIBbHOCTD Pubposa [15, 59].

AuureHerndyeckue 3¢ eKxTol

B pazsutuu UND u I'Tl

HecoMmHeHHO, OFHOI IMIIb F€HEeTUYECKOI MpepacIo-
JIO)KEHHOCT HeloCTaTOYHO A/ passutus JID u xapakre-
PUCTMKA OCOOEHHOCTel pasBUTUA 3a00JIeBaHMIl TPYIIIBI
VI3 B HacTosi1ee BpeMsI HEBO3MOXKHA 0€3 OLIeHKN SIINTe-
HeTn4ecKnx apheKToB. IKCIpeccrisi FeHOB KOHTPOIUPYeT-
sl LIeJIBIM PSAJIOM SIIMI'€HeTUYEeCKIX MEXaHU3MOB, KOOPANU-
HYPYIOMMX aKTUBALUIO WM IIOfABJIeHNe TPAHCKPUIILIN
reHoB (puc. 4). OnnreHeTNKa BAMsAET HAa MORY/IALUIO 9KC-
IIpeccuy TeHOB He3aBUCUMO OT nocnefosarensHocTy JTHK.
OnureHeTndeckre MOAMPMKALNMK B HACTOsIEe BpeMs
MO>KHO CTPYIIIIMPOBATh B TpU Tuma: Metunuposanue JHK
caittoB CpG, HOCTTpaHC/ALMOHHbIE Mopudukanmm ru-
ctoHoB 1 Hekopupywomue PHK. B papge mccnegosanmii
OBIIO ITOKA3aHO, YTO HECKOJIBKO TeHOB iuddepeHIaabHo
9KCIIpecCcUpyIoTcs B erkux mpu VJI3, 4yTo KacaeTcsa B oc-
HOBHOM IIyTeil Iepefjayyt BHYTPUKIETOUYHBIX CUTHAJIOB
¢axropa pocra onyxom — 6era (TGF-P), annrennansHo-
Me3eHXMMAIbHOTO Iepexofa, npomndepanun Gubpobia-
croB [28, 55, 62].

Tak, npumenenre TGF-f, ocuoBHOro ¢axropa, CIo-
cobcTBytomero passuruio VJI3, mosbimaer ypoBHM 6enka
DNMT1 u DNMT3a B ¢pubpobnacrax nerkux 6e3 usmeHe-
Hus ux skcnpeccuy MPHK ¢ momonipio pasmimyHbIX MOCT-
TPAHCKPUIILMOHHBIX MeXaH13MoB [31]. IIpn BospaeiicTBIN
TGF-B1 npopykums DNMT3a Bo3pacraeT 3a C4eT yBeln-
YeHUs CMHTe3a 1 TpaHcmanun 6enka. Hanporus, TGF-f1
MHAKTUBUPYeT ITIMKOT€HCUHTA3y KMHa3y-3[, KoTopas BbI-
3piBaeT MHrnOuposanye youksurnHaumuy DNMTI1 u ero
IPOTEACOMHYI0 JHerpajanyuio B ¢ubpobdmacTtax Ierkux.
JlaHHBIe MCCTeNOBaHNs JEMOHCTPUPYIOT 3HAUUMMYIO POJIb
merwmipoBanust [THK B marorenese MJI3. K maubonee
PacrpoCTpaHEHHbIM MOAM(UKALMAM THCTOHOB OTHOCAT
MeTIWINpPOBaHUe U alleTWINpOBaHye. MeTuiupoBaHue ru-
CTOHOB DPEryINpyeTcs OMHAMMUYECKMM B3aMMOHEIICTBYEM
MeX[y BYMs HabopaMu GpepMeHTOB: IMCTOHMETH/ITPAHC-
depasamn (HMT) u rucrongemernnazamn (HDM). Cur-
HaTypa alleTU/IMPOBAHNA IMICTOHOB B KJIeTKe 3Ha4MMa /I
MOZY/IALMY CTPYKTYPBL XpOMAaT/HA U SKCIPECCU TeHOB.
ITOT [UHAMMYECKUIT IPOLECC PeryampyeTcst GaaaHcOM
aKTMBHOCTY TIucTOHaunetuaTpancgepaser (HATS) u ru-
cronpeanetnnasel (HDAC). Cpenu HATs nanbonee mu-
POKO M3ydeHHBIM OenkoM siBisieTcst p300, KOTOpDIt CBS-
3aH C TPAHCKPUIILMOHHON aKTUBalMell MHOTOYVC/IEHHBIX
T€HOB B OTBET Ha KJICTOYHBIII CUTHA/IMHT. bbIIO ITOKa3aHo,
YTO IOBBIIIEHHAs aKTUBHOCTD ¥ 3Kcpeccus p300 accouu-
MPOBAHBl C pasIMyYHBIMK 3aboneBaHMUAMMU, Biaodas JID
[49] u ocTpblit pecnimpaTopHbIil fuUCTpecc-cuHapoM [12].
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Figure 4. Key mechanisms of epigenetic changes in the development and course of pulmonary fibrosis [modified, 67]

Note. ECM — extracellular matrix, EMT — epithelial-mesenchymal transition, TGF-p — transforming growth factor beta)

Kpome Toro, 65110 ITOKa3aHO, YTO TeHETUIECKUIT feduunT
n ¢dapmaxonorudeckoe MHrnbuposanme p300 ycTpaHsIoOT
¢ubpo3 nerkux Kax in vitro, Tak u in vivo [9]. Ponp Hexo-
nupytouyux PHK B marorenese MJI3 ceropus obuernpusHa-
Ha. MukpoPHK acconumpoBaHnbl MpaKTUYeCKU CO BCEMMU
cragmsaMu narorenesa VIJI3. Hampumep, let-7d, miR-200,
miR-26a 1 miR-375 acconumpoBaHbI ¢ IPOI[ECCOM pernapa-
LU SUUTENNA JIETKNX, SMNUTe/INaNTbHO-Me3eHXMalIbHbIM
nepexogoM (OMII); miR-21, miR-155, miR-26a, miR-27a-
3p, miR-9-5p — c aktuBanmes ¢pu6po6IACTOB 1 UX TPAHC-
nuddepennuposkoit k Mrodubpobdracram; miR-320a —
co crapennem kiaetok AECII n perymsiueit BeipaboTKu
KortareHa. Ilpu sToM nMmeromuecs K HaCTOAIEMY BpeMe-
HU JAHHBIE MOATBEPXKMAAIOT [Jya/IbHYIO IATOT€HETIYECKYI0
porns MukpoPHK u ywactme xax B ¢puOpOTHUECKUX, TaK
u B autndubpoTMyecknx npoueccax npu VI3 [9]. MHo-
rOYMCIeHHBbIe (PAaKTOPBI OKPY)KAIOLeil Cpefbl, TaKye Kak

[OBefleHYeCKe MATTePHBI, [ueTa, KOTOPOIl MpPUAEpPKN-
BaeTCsl MAI[MEHT, a TAKXKe IPUHNMMaeMble MM IIperapaTsl,
B IIMPOKOM CMBICTIE OTIpeTIeIsieMble KaK 9KCIIOCOM, (haKTo-
Pbl CTapeHMs, KOTOPbIE CErOfIHA TAKXXe aKTMBHO paccMa-
TPUBAIOTCSI C MOJIEKY/ISIPHBIX ITO3UI[MIT, MOTYT BBI3BIBATh
SMUTEHETUYECKUe MONU(PUKAIUM, TEM CAMbIM BN Ha
9KCIIPECCUIO [E€HOB.

Bce Omonormdueckye OCOOEHHOCTM, XapaKTepU3YIO-
mue ¢ubpPos B JIETKMX, MOKHO OOBACHUTH HAPYIIEHUEM
PEeryIsALum 9KCIPECCU TeHOB, CBSI3AHHBIM C SIIUTEHEeTH -
YeCKMMN MOAM(UKAUVMAMI. YUUTHIBAS AUHAMIIECKYIO
HOPUPOAY SHNUIEHEeTUYeCKUX MOAM(UKALVI, OHY Mpef-
CTaB/ISIIOT COOOII NPUBJIEKATE/IBHYIO Lie/b AJIS JIeYeHNs,
[IOCKO/IBKY SIUI€HETHYeCKNe METKVM MOIyT ObITh 0bpa-
I[eHbl BCIATH C [IOMOIIBIO CHENU(UIECKNX METOLOB JIe-
YeHUs1, HATIPUMeP, TaKMX KaK MHTUOUTOPHI TUCTOHIEAle-
tunas (HDACI) [11].
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Bonee Toro, ormenbHble SMMCUTHATYPBI AEICTBUTEND-
HO CTAQHOBSTCS CHelMUYHBIMK /11 3a00/IeBaHMs, U ST~
reHeTHYeCcKMit IpoGuab MOXKeT OBITh MCIIONB30BAH [IIs
HOATBEP>KEHNS KIMHIYECKOrO AMarHosa. BeisBieHne us-
MEHEHUIT MeTUIMPOBAHN, CBA3aHHBIX C Pa3BUTIEM 3a00-
JIEBaHUS, OCOOEHHO BaYKHO JIIsI TIATO/IOTMI, TECHO CBS3AH-
HBIX C BO3JIEMICTBMEM OKPY>KAIOLIell Cpefibl, KaK B CIy4ae
WJI®. Ilo maHHBIM SMUIEMUOIOTUYECKUX UCCIeOBAHNI,
IIPOfIEMOHCTPUPOBAaHA CBA3b MEX/y BO3/IE/ICTBIIEM BIIbIXa-
eMBIX 113 OKpY>Kalolllell cpefibl areHToB u passuruem MNJIO,
YTO CITPaBeJINBO [IsI CUTAPETHOTO ILIMA, APEBECHO MBI,
MEeTaJ/UIMYECKO MbUIM YacTUL, KPEMHMUS, TEKCTUIbHOM
MbUTA U, BO3MOXKHO, TIO/UTIOTAHTOB, CBOVICTBEHHBIX CeJlb-
CKOXO3SIICTBEHHBIM, (pepMepCKUM ¥ >KMBOTHOBOYECKUM
TeppuropusiM [17, 60, 63]. CurapeTHbIIT [bIM, B YaCTHOCTH,
CUNMTAETCA CaMBIM CHIBHBIM (DaKTOPOM pUCKa Pa3BUTHA
3a007IEBaHNs, UTO [TO3BOJISET MIPENIIONIOKUTD €T0 YPE3BHI-
YaiiHO 3HAYMMBIl 3¢ deKT Ha IMUTeHeTNIECKOM YPOBHE,
0COOEHHO 1A CIIyYaeB ¢ TeHeTUYeCKON IpepacIIoIoXKeH-
HOCTBIO K 3a607eBaumio [57, 63]. ViccnenoBaHus MeTUINPO-
BaHMA reHoMa 1ipu VJID mpono/mKaoTcs ¢ Leblo BbLABIe-
HIA KOHKPETHBIX M3MEHEHHBIX MOJIeiell MeTUINMPOBaHA,
KOTOpbIe MOTYT IIPOJIUTH CBET Ha BIIMSIHUE BO3JEICTBUSA
OKPYKaIoIlleil Cpefibl ¥ Ha ITaTOTeHeTNYeCKe MeXaHM3MbI,
nexarnue B ocHoBe pasButuA JIO. DnureneTnyeckue Cur-
HATypPbl MOTYT OBbITh IOTEHIMAIBHBIMY OMOMapKepaMut st
MOATBEP>KCHSI KJIMHIYECKOTO IMArHO3a, BBIABICHNS HO-
BBIX (DAPMAKO/IOTMYIECKIX METOROB JIeYeHUsI i1 obOpaile-
HUA BCIIATD SMUTEHeTMYECKMX M3MEHEHMIT Y1 MOHUTOPVHTIA
a¢dexTa yxe TOCTYIHBIX METONOB JICYCHNA.

CoBpeMeHHBIE TOAXOABI
K repanuu 13/ c yueTom
MIOTEeHIUAABHBIX 3¢ PeKTOB

reHeTU4YeCKnuX (pakKTopoB

ITo faHHBIM HeflABHETO MCCTIeOBAHS, OCHOBAHHOTO Ha
pesy/IbraTax CeKBeHMpOoBaHMA HOBOro mnokoneHus (NGS)
u 6uonHpOpMaTHIECKUX TOAXO0AAX, OBUIM OMMCAHBI HEKO-
TOpble TeHeTHYeCKIe U SINUIeHeTNIeCKIe MyTH, Ha KOTO-
pble CIIocobeH OKa3bIBaTh BIAMSHUE aHTU(UOPOTIIECKIIT
nperapar HuHTeRaHu6 [56].

Hunremaun6 upencrasiser co60ii MHIUMOUTOP THUPO-
3MHKMHA3bl, OKa3bIBAOLNIT aHTU(GUOPOTHIECKOE eIICTBIE
3a CYeT BO3AEICTBI ¥ BMELIATE/IbCTBA B peLierITop GakTo-
pa pocta pubpobmacto (FGFR), pererrrop dakropa pocra
tpombonntoB (PDGFR), penenrop ¢akropa pocra sHAO-
temua cocyfoB (VEGFR) u moTeHImanbHOro MHru6mpo-
Bauns curHanos TGF-P mst nogasnenns ECM [61]. Ilpnu-
MeYaTe/IbHO, YTO IIOCTIe JIeYeHNs] HUHTeZAaHMOOM aBTOPBI
uAeHTH(UIMPOBAIN YeThIPe TeHa C TOHVDKEHHOIT 9KCIIpec-
cuell M OOVH TeH C IIOBBIIIEHHON 3KCIpeccueli, KOTOpble
TeiiCTBYIOT Ha crefyiolue B3aumopeiictBusa MukpoPHK-
MPHK: E2F1, NPTX1, DDX11, PLXNA4 (mOHM>XeHHasl SKC-
npeccrst) n SLC25A23 (moBbIIIeHHAsT SKCIIPECCH).

Hannume OTHOCKTENIBHO PpeNKMX BapMaHTOB OJHO-
HYKJICOTH/HBIX [OMMMOP(U3MOB, CBI3AHHBIX C TEIOMeE-
pamMu, MM KOPOTKas [/IMHA TeJIOMep IIPefpaclonaramT
K 6oslee OBICTPOMY IIPOIPECCUPOBAHNIO 3a00/IeBaHUA KaK
npu VIJIO, tak u mpu I'T], ogHaKO 10 HACTOAIETO BpeMEHN

JAQHHBIX OTHOCUTETIBHO 9((EeKTUBHOCTI KOHKPETHBIX Me-
TOJ{OB JIeYeHIsI HEOCTATOYHO.

HepaBHO elje OofHO MHTepecHOe VICCIefOBaHME ObIIO
CoCpenoToueHo Ha 3G GeKTUBHOCTI U 6€30MacHOCTH HIH-
TepaHy6a u mupdeHngoHa B rpyIe manueHTos ¢ JID, nme-
IOIVX MyTallny B FeHaX TelioMepas. B aToit pabore aBTOpSHI
obHapyXuay, 410 0b6a aHTUPUOPO3HBIX TedeHNs] ObUIN
CBs3aHBI C YMEHbIUEHNEM CHIDKeHMs1 (OPCHUPOBAHHOIM
SKM3HEHHOI éMKOCTH JIETKUX, 0e3 HaO/IIONeHNA HEOK A H-
HBIX [1060YHBIX 3¢ ¢exToB [27]. OmHaKO CylecTBYyOLast
TAKTUKA [IPUMEHEHVsI IMMYHOCYIIPECCUBHBIX IIPEIapaToB
pasnnyaeTcs B 3aBUCUMOCTH OT KOHKPETHOI pOPMBI Opa-
JKEHVsI JIETKUX — TakK, IperapaTbl MMMYHOCYIIPECCHBHOM
Tepaluy 4acTo HasHavawooTcsa nanyenTam ¢ I'Tl ¢ nporpec-
CHPYIOLIMM TedeHNeM 3a00/neBaHus, B TO BpeMs Kak Ta-
Kas repamua npu VJIO He nokasana. [30]. besomacHocTb
1 3P PEKTUBHOCTD UMMYHOCYIIPECCUN Y TALVEHTOB C KO-
POTKMMI TeTIOMepaMy CUCTEMATIIECK] He TeCTUPOBAIach.
Heb6ornbie cepun cyvaeB MAaLIeHTOB C PEAKIIMI BapuaH-
tamy TERT n TERC o3BONMMIN MPEATIONOXKNUTD, YTO UMMY-
HOCYIIpeCCUBHAsI Tepamys OC/Ie TPAHCITAHTALNN JIETKIX
o mosoxy M3JI moxxeT 6BITb CBSI3aHA C BBICOKOI 9aCTOTOI
106049HbBIX 3¢ (eKTOB, BKIIOYAs HEFOCTATOYHOCTD KOCTHO-
rO MO3ra, TOKCMYHOCTD /1A TTedeHn 1 uHdexuym [15]. Oto
HOJHMMAET BONIPOC O (e30MaCHOCTV ¥ IEPEHOCHMOCTH
IZaHHOJT TepPaNeBTUYeCKOl CTPaTerny Al MALJMEeHTOB C KO-
POTKOII JJIMHOE TelioMep Ipy mmpokoM criekrpe V3JI. An-
TUQUOPO3HBIE TIpenaparsl, BKIYas NMPQPEeHN0H U HIH-
Tenann6, 3¢ GeKTUBHBI B 3aMeIeHNN CHIDKeHVST QYHKIINU
nerkux y manyentoB ¢ VJI® [30]. IInpdenupmon xopouo
nepeHocucs Hebonmpioi rpynmoit Hocuteneir TERT, HO
Heo0XofVIMBI 6071ee MacIITaOHbIe MICCTIEHOBAHMA /LA OIIpe-
meneHys 9 deKTMBHOCTI ero y maumenTos ¢ VIO, nme-
IOLMX IMCPYHKLMIO TeoMep. B ogHOM U3 mccmenoBanmii
OBUIO [TOKA3as10, YTO MMPDEHN/IOH TAK)KE MOXKET 3aMeJJISATh
CKOpocCTb nporpeccuposanysa IMII, Mogynupys HecKob-
KO TeHHO-VHAYLUMPOBAHHBIX NMPOodUOPOsHBIX myTeit [34].
[TupdeHnon MO>KeT IOJAB/IATh (epMEHTBI, Y4aCTBYIOLIVe
B OMII, takme xak SULF2, u moBsIIIaTh aKTMBHOCTDb aHTY-
¢ubpoTmyeckux reHos, Takux kak Gremlin 2 (GREM2),
KOTOpBIE BIIOC/IE[ICTBUI BBISBIBAIOT BOCCTAHOBJIEHNE IIO-
BPEX[EHHOTO a/lbBEOISIPHOTO AMUTENNS depe3 GpaKkTop po-
cra pubpobmactos-10, Tem cambiM mpefoTBpanias Gpuépos.
Bornee toro, EDN1 u 5-HTR2B, gBa reHa ¢ mpodu6posHsIm
IeliCTBMEM, CBsI3aHHbIE C OT/IIOXKEHMEM KOJIIareHa ¥ IIpo-
nndepanyeit Gpr6poOIACTOB, TAKKE CHIDKAIOTCSA TIOT Jieil-
cTBUeM mupdeHnIoHa.

ITocKo/IbKy MMeIOIMeCst IpeapaThl He CIIOCOOHBI BbI-
neantb VIJIO, HeCKOIbKO UCC/IENOBAHIT OBV IIOCBSIIEHbI
MICIIONIb30BAHMIO T€HHOJ Tepammy B KauyecTBe IIOTEHILIM-
QJIPHBIX IIOIXOMIOB K 0C/IabIeHNIO IMPOKOTO CIIEKTpa Ipo-
11eCCOB, BOB/IeYeHHbIX B ¢pubpo3. Ha cerogHAImHMIT feHb,
HECMOTpsI Ha IIOTEHLMA/NbHble INPEUMYIeCTBA TEeHHOI
Tepanuy, KIMHUYECKMEe MCIbITaHUA And jnedeHus VJIO
He MPOBOAMINCH. PaspaboTKa HOBBIX IIpenapaToB [is Jie-
venus VIJI® melicTBUTENbHO SBISAETCS CIOXKHONM 3amadeit
U3-3a CIOXKHOTO IIaTOTeHe3a 3a00/IeBaHMS M CIIOKHOCTH
MOJeNMpOBaHysl 3a00/eBaHysl y JXMBOTHBIX. B HacTos-
Ijee BpeMsl MMEIOIeCss MO/ XMBOTHBIX He SIBISIOT-
cs crienmbndeckumy mast VIJIO, a muirb BOCIPOM3BOIAT
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HeKoTOopble acnekThl JID, MCKycCTBEHHO BbBISBAHHOTO
PasIMYHBIMM  XVIMMYECKVMMY BeljecTBaMy (HaIpuMmep,
6neomyuyuom, OUTLL u nunononucaxapupom). Ilepso-
HayajIbHble JCCIeNOBAHMA, M3YdYalollyie NOTEeHIMaNIbHOe
puMeHeHye reHHol Tepamuu npu VIJIO, 6sumu cocpeno-
TOYEHbI Ha MHAYLMPOBAHNM IIe/1€BOI CBEPXIKCIIPECCHM Te-
HOB C VICIIOJIb30BaHMeM KaK HAHOYACTUL], TaK U BUPYCHBIX
BEKTOPOB [46, 64]. DTOT MOAXO/], B OCHOBHOM ObLI Hal[e/leH
Ha BOCHA/NTE/NbHBbIE IIyTH, BKIIOYAs CUTHAJIbHBIE IYTU
TGEF-B u FGF7 [5, 41].

CoBceM HETAaBHO MCIOTb30BaHNUE IONABIICHNSA T'CHOB
¢ momompio siRNA (manbix nuTepdepupyomux PHK)
mnst nedenust /IO 6b10 M3y4eHO B HECKOMBKUX MCCTIEHO-
BaHMAX, KOTOpble ommcam 3P¢GeKTUBHOCTb HECKOIbKIX
siRNA B couyetannn ¢ aHTUGUOPOZHBIMM COEVHEHUSMU
[py jIedYeHUN HeCKOnbkux acrektos JIO [20]. OueHs He-
MHOTME MCCNENOBAHNA U3ydaay MCronb3oBaHume miRNA
IS VHAYKIMM TOfABJIeHNUs sKcIpeccun reHoB npum JID
[64, 65]. DT mccnemoBaHMs MMOKa3amyu, 4TO Tepamusl Ha
ocHoBe MiRNA MokeT uMeTb GO/IbIION OTEHIMA IS
OJJHOBPEMEHHOTO TIO/JaB/IeH}s] HECKOJIbKIX T'€HOB, CBSI3aH-
HBIX ¢ pubposzom. OpHako meitoTporHblit a¢dexkt miRNA
Ha pas/IMYHble TPAHCKPUITHI I'eHOB (ellje He BCe OXapaKTe-
PV30BaHbI) BHI3bIBAaET OLIACEHNA 110 TOBOAY 6€30I1aCHOCTHI
TepaIneBTUIeCKOTO MCIOMb30BaHMA 3TuX ncRNA.

B menoM aTi mccienoBanus NOATBEP)KAAI0OT IPUMEHN-
MOCTb T€HHOI Tepanmy A/ IOfjaBlIeHMs IPOrpeccupoBa-
Hus pubposa. OgHAKO HY OFMH IMIOAXOJ TEHHON Tepannu
[0 HACTOSAIIETO BPeMEHV He IIPOJeMOHCTPUPOBAT BO3-
MO>XXHOCTY OOpaTUTh BCIIATDh YCTAaHOB/ICHHBIN (prOpos.

IlepcnexTnBel OyAyIIHIX
HNCCAEAOBaHHUMI

BosMo)XHOCTM 6ojlee [ieTalbHOTO M3Y4eHUs IeHeTHU-
YeCKOM U SMUreHeTu4ecKoit ocHOB JID cerogHs sABIAIOTCSA
AKTyaJ/IbHOJM K/IMHMYECKONM M HAy4HON 3ajiadell, peuieHue
KOTOPOI1 B OrrpKariieM OyfyIeM MOXeT ITIOMOYb KaK B M-
arHOCTHKe, TaK U B pa3paboTKe TapreTHOI Tepamuu 3a60-
JIeBaHMII JIETKUX, COIPOBOXKAAIONINXCA Gpubpo3oM.

OueBNHO, YTO TeHETUYECKUe JJAaHHbIE Y)Ke CETONH:
MOTYT CYIECTBEHHO JIOTIOJTHUTD Y>Ke CYLeCTBYIOLINE ajl-
roputMbl AnarHoctuku WMJI3, BeICTymas MOIEKyIApHBIM
6a3nucoMm MOpP(ONIOTUYECKUX, KIMHUYECKUX, MHCTPYMEH-
Ta/lIbHBIX laHHBIX. COITIACHO IOPOXKHOII KapTe AMarHOCTU-
YECKMX MEepONpPUATHI, NpeJiaraeMoit akcnepramu EBpo-
meiickoro pecnuparopuoro obmectsa (ERS) u ¢poupa JIO
(Pulmonary Fibrosis Foundation) [26], akTyanpHbIMK 110-
Ka3aHMAMM K TeHeTHYeCKOMY aHA/IN3Y ABJIAIOTCS CIemyIo-
mue: Hamu4ye Heo6bsicHUMoro V3JI B eTCKOM BO3pacTe;
Hanuuue y nanuenta V3JI, unensl cemby nanyuenTtos ¢ VI3J1
[epBOIl MIM BTOPOIl CTEIeHM POACTBA; /0001 MAIMeHT,
Y KOTOPOTO €CTb POJCTBEHHUK, SABIAIOMINIACA HOCUTEIEM
IIATOTeHHOT0/BEPOATHO MaToreHHoro BapmanTa V3JI; mro-
601 MAIVIeHT C MOJO03PeHMeM Ha CHHAPOM KOPOTKUX Te-
noMep (CMHAPOM KOpPOTKMX TeloMep BKI4aeT ¢puobpos
JIETKMX, TeMATO/IOTMYecKue 3ab0/IeBanmss 1 3a00/IeBaHIs
medyeHn); 000 MalMeHT ¢ KOPOTKOIL [/INHOI TelIoMeD,
Yy KOTOPOTO JIVHA TeJIOMep aHA/INU3UPYETCS O TeHeTHde-
CKOTO TeCTVMPOBAHIS; 000 MAL[MEHT C MAMOIATIIECKIM

¢ubpo3MpyOMNM  MHTEPCTUIVANBHBIM — 3a00/IeBaHNIEM
TIETKMX B Bo3pacre 710 50 jieT.

Hapany c npepiaraemoit 11arHoCTU4ecKoil JOPOXKHOM
KapTOii T€HETUYECKON JMATHOCTUKM, TAK)XKe ITyIbMOHOJIO-
TUYECKMM COOOIECTBOM PaccMaTpuBaeTCsl BOSMOXKHOCTD
IIPOBEIeHNA AMArHOCTUIECKOTO TeCTUPOBAHNUA C OIIpefe-
JIeHMeM TipefpacnonoxeHHocTy Kk MI3J1 npu Hammany cuH-
npoma Iepmancku-Ilynnaka, MOCKOIbKY IIpy IPaBUIbHOM
VHTepIpeTalNyl 3HAYUTEIbBHOIO 00beMa JaHHBIX T'eHOM-
HOTO MaccuBa OHU OYAYT MCIONb30BAHBI [Is IPOTHOCTHU-
YeCKOJ! OLIEHKY PMCKOB Pa3BUTHA 3a00/IeBaHNUA U NIPENOT-
BpAIEHNUs] ero ObICTPOIl MPOrpeccuy U MHBATMAN3ALNU
manueHToB [32]. B kauecTBe y)ke NPUMEHSIOUIXCS MOJX0-
[OB TEHETMYECKOJ IVMATHOCTUKI CETOfHSA y)Ke CYIeCTBY-
10T TIaHeN, BKIIOYAIOLIVe OIIpPefie/IeHHbII HAbOp TIeHOB,
HanpuMep, maHenb Interstitial Lung Disease, mpepnarae-
Mmas komnanueit Blueprint genetics (CIIIA), Bxmouaromas
cnepyrouye rensl: ABCA3 (16p13.3), CSF2RA (Xp22.33),
CSF2RB (22q12.3), DKC1 (Xq28), ELMOD2 (4q31.1),
HPS1 (10q24.2), HPS4 (22q12.1), ITGA3 (17q21.33), NF1
(17911.2), NKX2-1 (14q13.3), PARN (16p13.12), RTELI
(20q13.33), SFTPA1 (10922.3), SFTPA2 (10922.3), SFTPB
(2p11.2), SFTPC (8p21.3), SLC34A2 (4p15.2), SLC7A7
(14q11.2), SMPDI (11pl15.4), STAT3 (17921.2), TERC
(3926.2), TERT (5p15.33), TINF2 (14q12), TSCI (9934.13),
TSC2 (16p13.3) [1]. ITo mepe HaKOMIEHNs HOBBIX JAHHBIX
0 reHeTUYEeCKUX BapMaHTax MpegpacnonoxeHHocTu K MJ13
IIPOIO/DKACTCSI COBEPIIEHCTBOBAHNME U (POPMIPOBAHIE HO-
BbIX ITaHeJIell TeHeTUYEeCKO IMarHOCTUKI.

BospelicTBie Ha SIUTeHETHYECKME VM3MEHEeHMdA, CIO-
coOCTByIOINE PasBUTHIO U HporpeccupoBanuio JID, Tak-
JKe TIpefCTaB/IseT MHTEPECHYI IepCIeKTUBY HayYHBIX
U UCCTIENOBATENbCKUX PaspabOTOK [iIsi TAPTeTHOI IIpern-
3VMOHHOJI TePAINy 3TOI KaTerOpyiy MalueHToB [9].

3aknarodyeHue

CeropiHst Bce 6orblile BO3pacTaeT poO/Ib FeHETUYECKUX
U ATUTeHe TUYeCKIX MCC/IeOBAHMIL B M3YIEeHNUN TIaTOTeHe3a,
orpeieNieHnn 0COOEHHOCTeN TedeHNs 3a00IeBaHMIT U TPO-
rHO3e y manyeHTos ¢ VJI3. MHorue 13 reHoB 1 IyTeit, BO-
B/IeYeHHbIX B pasButie JID, ceromHs ctamy 13BecTHHI O/a-
rofapsl MX M3YYEHUIO B IIOTHOT€HOMHBIX MCC/IETOBaHMIAX.
bonpias 9acTb TeHOMHBIX JJaHHBIX, ITOTyY€HHBIX Ha CETOJI-
HAITHUI JeHb, OTHOCUTCA K mmanyenTaM ¢ MJID. B orHote-
Huy 60mbHbIX ¢ I'TI u gpyrumu popmamu V3J1 nposenero
KpaifHe MajIo aHAJIOTMYHBIX MccnenoBanuii. K HactoAmemy
BpeMeH) OTCYTCTBYeT efJHas CTaHJapTU3alys AMarHo-
CcTMYecKuX Kpurepues atux BapuanTos V3JI. Takxke ocTta-
I0TCsI HESICHBIMYI BOIIPOCBHI, Kacarlyecst cTpaTuduKanmmn
3TUX TPyII OONbHBIX B 3aBUCUMOCTY OT PMUCKa IpOrpec-
CHPYIOIEro TedeHus 3a00/IeBaHMs U CMEPTH, B TOM 4MCTIE
BbIsIBJIEHIE TeHEeTNIECKMX PaKTOPOB, @ MIMEHHO IIPEAUKTO-
POB HeOIaronpuATHOrO TedeHVs 3a00/IeBaHVA Y MallVieH-
T0B ¢ I'TL. Bce 6ombiree 4icio paboT MOCBAIIEHO M3YYEHIIO
3¢ eKTOB SMUreHeTHYeCKUX MOpuduKanmii, CoCOOHBIX
M3MEHSTD PUCK 3a00/IeBAHMII IIPY HATNYUY 9KOTTOTMIECKIX
TpurrepoB. Kpome TOro, amureHeTMdecKme MeXaHU3MBI
CIIOCOOHBI BIMATD TaK)Ke Ha pa3Butue u nporuos JIO. Me-
tunuposanne JHK ydactkos CpG, MoCcTTpaHCIAIOHHbIE

415



416

REVIEW ARTICLES

The Russian Archives of Internal Medicine ® Ne 6 e 2024

MopU(UKaIMM TUCTOHOB 1 IIOfiaB/IeHVe TeHOB HEeKORUpY-
tfomeit PHK — MexaHU3Mbl, aKTMBHO M3y4aeMble CErOfiH:A
npu ¢ubporeHese s MOKMCKA KaK MOTEHI[MaNa KIMHNYe-
CKOTO IIPUMEHEHNS B Ka4eCTBe OMOMapKepOB, TaK 1 B Kade-
CTBe MMIIIEeHell IeKapCTBEHHOI TepaIny, TOCKONIbKY JINTe-
HeTWYeCKye METKI MOXXHO 0OPaTUTh BCIIATh.

HakoHell, MOABIATCA JJAHHbIE O MOJIEKY/IAPHBIX ITy-
TIX KaK Ha TeHeTUYeCKOM, TaK M Ha SMIUTeHeTUYeCKOM
YPOBHSIX, KOTOpbIe COCTaB/ISIIOT OCHOBY 9((EeKTUBHOCTI
aHTNUOPO3HOT TePAIIIL.
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AMATHOCTUKA U MAPIIPYTUSALINS TAUUEHTOB
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Diagnosis and Routing of Patients
with Suspected Skin Cancer in Primary
Care Settings: Gaps and Perspectives

Pestome

PaHHsaA ANArHOCTUKaA 3/10Ka4eCTBEHHbIX onyxoneﬁ KOXW OCTaeTca aKTyaanon I'IpO6I1€MOI7I 3/jpaBOOXpaHeHnA BO BCEM MUpe. B nepsu4yHOM 3BeHe
3/ paBOOXpaHeHnA 3anoA03puUTb y NaLueHTa 3/10Ka4yecTBeHHoe HOB006pa3OBaHVIe (3HO) KOXW MOXHO Ha OCHOBaHUM AaHHbIX aHaMHe3a, OCMOTpa,
¢VI3VIKaanOFO 06CI16AOBaHVIﬂ. ﬂ,nﬂ NCKNOYEHNA UK NOATBEPXKAEHUA OHKOJ/IOrM4YecKoro npouecca HEOGXOAVIMO npoBecTn AepMaToCKonnyeckoe
nccnefoBaHne, KOTopoe BbIMONHAGT Bpay-AepMaToBeHepPOIor. Aanee, €C/IN OHKO/IOrMYEeCKMIA npouecc NCKNKYUTb Heb3A, NauneHTa HanpasaaoT
K OHKO/I0TY. YeTKO OpraHv30BaHHas MapLUIpyTU3aLua BbisB/IEHHbIX NALMEHTOB yAy4llaeT 61aronpuaTHbIN MporHo3. OAHaKo, 415 CHUXKEHUA NoKasa-
Tefielt BbICOKOMN 3anyLWweHHOCTW NO 3/10Ka4eCTBEHHbIM 06Pa30BaHMﬂM KOXU1 U onTMMMU3aLuu MaplipyTmsaymm naumeHToB nocsie o6pau.|,eva K Bpavy
nepBUYHOro 3B€Ha 34paBOOXpaHeHUA HEO6XOAMMO 06paTMTb BHMMaHue Ha caejytole MOMEHTbI: obAsaTenbHoe npoxoXxjeHne nepnoanyecKo-
ro I'IpOd)I/IﬂaKTI/NECKOFO OCMOTPpa, 0cob6eHHO B BO3pacTe CTaplue 40 NeT, noaHoe ¢M3I/IKaI1bHO€ o6cnep,OBaHMe C TwaTe/lbHbIM C60pOM aHaMHe3a
M MOJHbIN OCMOTP KOXW TepaneBTOM B paMKax AuUcCrnaHcepusauunun Ha anéMe B NepBMYHOM 3B€He 3/1paBOOXpaHeHuA; NnpuMeHeHne ob6s3aTenbHoro
/lepMaTOCKOMMYeCKOro nccie0BaHnaA ANa paHHel gnarHocTukm 3HO KoXuM BpayoM-/,epMaToOBEHEPO/IOroM, a NMpu BO3SMOXHOCTU — AUHaMUYeCKoe
KapTupoOBaHMe KON C aHa/IM30M UCKYCCTBEHHbIM UHTE/INIEKTOM; NOBbILLIEHNE I'IpOd)GCCVIOHEl/]bHOl”I n KOMMyHVIKElTVIBHOl"‘I noAroToBKM MeAUUMHCKOro
nepcoHana npu 06LI.|,EHIAM C nayneHToM, 0CO6eHHO C BnepBble ANAarHOCTUPOBAHHbLIM 3HO KOXW, MOCKO/IbKY NCUXOCOLMAbHbIe ¢aKTOPbI BAUAKOT Ha
OTHOLUeHMe nayuneHTa K COGCTBeHHOMy 3/10pOBbIO; NoAAEepXKaHMe NpeeMCTBEHHOCTU B pa60Te Bpa"lel‘/‘i—Tepal'leBTOB 7] BpaHeVI—AepMaTOBEHepOnOFOB
AN1A NOBbILLEHNA Ka4YecTBa U YCKOPeHUA OKasaHua KBanM(I)MLlVIpOBaHHOI‘/’I MeAMLU/IHCKOI‘/’I nomouiun; cosgaHume B NOJIMKANHUKAX LWKOA «3AOPOBaH KOXa»
ANA nosbllleHne MeAVILI,VIHCKOVI FPaMOTHOCTU HaceneHuAa c o6s3aTeNbHbIM MH¢OPMMPOBaHMe 06 onacHocTu ANA 340pOBbA N KU3HU 3HO KOXW, 06-
y4eH1eM HaBblKOB caM006cne,qosava KOXW; npuBaevyeHne TexXHO/I0rum 3/1eKTPOHHOr 0 3paBOOXPaHEeHUA B Ka4ecTBe A0MNO/IHNTE/IbHOrO NCTOYHUKa
MHpopMaLmn.

KntrodeBbie cnoBa: pak kosxu, MenaHoMa, duazHOCMUKa, NepBUYHOE 38eHO 30paBOOXPaHeHUSs, NPOPuUaKMUKa, depMamoCKonuUs, depMamocKonu-
yeckoe uccnedoBaHue, 3/10Kka4eCmBeHHbIe HOBOObPa30BaHUS KOXU, Mapwpymu3ayus nayueHmos

KoH$AukT nHtepecos
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Abstract

Early accurate detection of skin cancer is a growing global problem of health'’s services throughout the world. Malignant skin formation can be
suspected by using an anamnesis, visual inspection of the skin, and diffrent types of investigations in primary care settings. The dermatoscopic
examination is necessary for exclusion or confirmation skin cancer, which is performed by a dermatovenerologist. The patient is referred futher to an
oncologist in case the cancer cannot be excluded. Well-organized identification of patients with suspected skin cancer is accociated with favorable
prognosis. However, in order to reduce the rates of high neglect for malignant skin tumors and optimize the routing of patients after visiting a primary
care phisician, it is worth to pay attention to the following points: annual medical check-up examinations, especially among people of age is over
than 40 years; a complete physical examination, including thorough history and full body skin examination by general practition as part of a clinical
examination in a primary care settings; the use of mandatory dermoscopic examination by a dermatovenerologist for early diagnosis of skin cancer,
and, if possible, dynamic skin mapping with artificial intelligence analysis; increasing the professional and communicative skills, especially needed in
managing newly diagnosed skin cancer, since psychosocial factors influence the patient’s attitude towards his/her own health; maintaining continuity
between general practitioners and dermatovenerologists to improve the quality of medical care; creation of “Healthy Skin” schools in clinics to
increase the medical literacy of the population concerning the education regarding the danger of skin cancer, training in skin self-examination skills;
using e-health technologies as an additional source of information.

Key words: cancer, melanoma, diagnosis, primary care settings, prevention, dermatoscopy, dermatoscopic examination, malignant neoplasms of the
skin, patient routing
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3HO — 3nokauectBeHHOe HOBOOOpasoBaHue, 'BY3 — TocymapcTBeHHOE G10/KeTHOE YUpeX/ieHNne 3paBooxpanenns, Y3/ — YabTpasBykoBoe mccre-
nosanne, MHITIJK — MockoBckmit Hay9HO-TIpaKTHIecKuit LIeHTp lepMaTOBeHepOIoruy 1 KOCMeToNorn JlemapTaMeHTa 3/ipaBOOXpaHEHN TOPOfa
Mockssr, ITAOIT — Ilentp ambynaropHoit onkomorndeckoit momoru, MSPCDC — Moscow Scientific and Practical Center of Dermatovenereology and
Cosmetology, OCCC — Outpatient Cancer Care Center, HMO — HemnpepriBHoe MepuiuHcKoe obpaszosanne, YOV — YnbrpaduoneroBoe usiyuenne,
®TAQY BO PHVMY nm. H.J. ITuporosa MunszpaBa Poccun — PepiepanbHoe rocyapcTBeHHOE aBTOHOMHOE 00pa3soBaTe/IbHOE YUPEXKIeHNMe BHICIIETO
obpasoBaHmsA «POCCHIICKIIT HAIIMOHAIBHBIN NCCTEIOBATENbCKII MEAUIIMHCKMIT yHUBepcuTeT nmern H.VL. ITnporosa» MuHNCTepCTBA 3[[paBOOXPAHEHIA

Poccniickoit Pegepannn, 30K — 3gopossiit 06pas xusun, PTBOY BO «I[IVIMY» — DefiepanbHOe ToCyAapCcTBeHHOE GI0keTHOe 06pasoBaTebHOe
ydIpexyieHue Boicuero o6pasoBanms «IIpMBODKCKIIT MCCIEIOBATENbCKII MeANLMHCKIIT yHuBepcuTeT», CNN — Convolutional Neural Network
*—@—o
BBCACHI/IC 3aIyIIEeHHOCTH 0 MestaHoMe 3a 2022 rop coctaBun 19,2 %

HecMmoTpsa Ha coBepIIeHCTBOBAaHME IMATHOCTUKHU 3710-
KadeCcTBeHHbIX HOBooOpasoBauuit (3HO) xoxxu B Poccun
3a MOCTIefiHee MeCATUIETHE, TTOKa3aTe/ BBICOKON 3amy-
LIEHHOCTY OITyXOJIeil BU3yambHON JTOKaMM3alyy COXPaHA-
10Tcsl. MeaHoMa KOXM He SIBIAETCS CaMoil pacIpocTpa-
HEHHOJ OITyXOJIbI0, OJHAKO JIETa/JIbHOCTh B TeY€HUE rofia
C MOMEHTA YCTAHOB/IEHN JYIaTHO3a MeaHOMBI B 2022 rogy
cocraBuma 7,5% [1].

CpaBHuTenbHbIll aHanmu3 cveprHoctu ot 3HO B Mo-
ckBe 3a 2019-2021 roppl mokasaj, 4TO MeJITaHOMa KOXKI SIB-
naetca Begyieit matonoruert 3HO koxxu 1o BKIay B JOIIO
cMepreit oT 0611iero Yrcia ymepmnx [2].

B 2022 ropy B Poccun guarnos menanoMbl Koxku Ha III
craguu ObUI mocTaBieH B 11,3% OT Bcex BIepBble BBLAB-
JICHHBIX CTy4aes, Ha IV cragym — B 7,9 % [1]. IlokasaTenn

[1]. ExerogHO yBeIUYMBAETCSA KONMMYECTBO IEPBUYHO-
MHOKecTBeHHBIX 3HO, B TOM uncie mepBMYHO-MHOXe-
crBensbix 3HO koxu [3]. B Poccun B 2022 rony BrepBbie
BBIAB/IEHO 68 165 mepBUMYHO-MHOXECTBEHHBIX OIyXOJIeii,
4yTO cocraBnsger 10,9% oOT Bcex BIEpBbIE BBIABIEHHBIX
3HO [1].

OpHoit 13 BegyIux Ipo6/eM yBelIudeHns pacIpocTpa-
HEHHOCTI 3a00/1eBaHMIT KOXXI SIB/ISIETCSI HU3KAsl OCBELOM-
JEHHOCTDb HaceleHus o (aKTopax pMUCKa ¥ 0COOEHHOCTAX
o6pasa XU3HU, KOTOpPble MOI'YT IPUBOAUTb K PasBUTHLIO
naromornu Koxu, B Tom uucie, 3HO. IIpodunaktideckas
Y IIPOCBETUTENbCKas paboTa MMeeT 0COOEHHO BayKHOE 3Ha-
YeHNe B IO[POCTKOBOM BO3pacTe — B IEPNO, KOI7ia elre
bOpMMPYIOTCS CTEPEOTUIIBI [TOBeTeHNs [4].

AKTyanbHBIMU IIpOOTIeMaMyl  3[paBOOXpaHEHNS BO
BCEM MHUpe OCTaeTCs M3ydeHMe (HaKTOPOB, BIMAIOMINX
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Ha 3anymeHHocTh 3HO Ko, a TakKe IOMCK HOBBIX pe-
HIEHMIT [ YIydlleHusA KauecTBa paHHel AMarHOCTUKU
n npodunaktuku. llenssMu gaHHOI CTAThM SBJSIOTCS 00-
30p BO3MOXKHBIX IIPMYMH BBICOKOII 3anyieHHoCTH 1o 3HO
KOXXM, BK/TI0Yasl MeTaHOMY, TIOMCK MOAXON0B K COBepIleH-
CTBOBAHMIO MapLIPYTH3alMy HAlMeHTOB IoC/Ie obpalie-
HIUA K Bpady MepBMYHOTO 3BE€HA 3[IpaBOOXPAHEHU U BO3-
MO>XXHOCTb IIpodumaktuky 3HO Koy B IepBIUYHOM 3BeHE
3[]paBOOXPaHEHNA.

MeTopoNOTHS IIOHCKA
VICTOYHUKOB ANIT€PATYPHI

IToyCK ITOTHOTEKCTOBBIX TYO/IMKALVIT Ha PYCCKOM U aH-
IJIMJICKOM fI3bIKaX B OTKPBITOM JIOCTyIIe 3a nepuop 2016-
2024 rr. mpoBefien B 6asax pganHbix Elibrary m National
Library of Medicine ¢ ucrnonb3oBaHneM CIeLYIOLNX KO-
YeBbIX C/IOB U X KOMOMHAIIL: 37I0Ka4eCTBEHHbIE HOBOOO-
pa3oBaHMsA KOXXI, METaHOMA, AMAarHOCTUKA, MEAMIIMHCKAs
IPaMOTHOCTD, IIEPBUYHOE 3BEHO 3/IpaBOOXpaHEeHNs, MpO-
¢dumakTrka. B urorosbiit aHanus Bolta 51 nyonmKkans 1o
u3ydJaeMoit mpobieme.

3A0KaYeCcTBEHHBIE
HOBOOOPAa30BaHUSI KOXKHU

Koxa sIBIsieTcsi caMbIM KPYIIHBIM OPraHOM de/IOBeKa
¢ 00111eit Maccoit y B3pOCIoro Ao 3,6 KT U IIOIIAIbI0 OKOJIO
2 M? [5]. Koxxa mpencraBieHa TpeMsl C/IOSMI: SIVEPMU-
COM, COCTOSAMMM Ha 95 % 13 KepaTMHOLUTOB U pAfa Kile-
TOK Apyrux nuddepoHoB (MeTaHOLUTDI, KIeTKN Mepkerts,
kietky JlaHreprauca); epMoii, B COCTaB KOTOPOI BXOLAT
KOJUIar€HOBBIE, 9/IaCTIYeCKIe BOJIOKHA, KPOBEHOCHbIE CO-
CyObl, HepBHble OKOHYAHNS, Ke/le3bl; IMIIOfEPMOIL, OCy-
I[eCTB/ISIIONIEN B3aMMOCBSI3b IePMbI C IIOAJIEKAIIVIMI TKa-
Hamu [5, 6].

3ab07eBaHysI KOXKM BCTPEYAIOTCS Y MUUIOHOB JTIOfE
B MIpe BO BCEX BO3PACTHBIX TPYIIIAX U BKIOYAIOT B CeOst
pasIuyHble IAaTOMOTUY, B TOM YNUC/Ie OCTpble ¥ XPOHMUe-
ckue 3aboneBanus, nobpoxadectBennore u 3HO koxxum u ee
puUaaTkos (7, 8].

HeomnnacTudeckre M3MeHEHUS KOXIU U ee IPUSATKOB
KpajiHe pasHOOOpasHbI ¥ MOTYT BO3HMKATb BO BCEX CJIO-
SIX M KJIeTKaX. B 3aBMCMMOCTM OT TMCTOTeHe3a MPUHSTO
BBIE/ATh ONUTeNManbHble (6a3anbHOKIETOYHBIN Ak,
IUIOCKOK/IETOYHBII PaK, PaK IIPUJATKOB KOXKIT) U HEJINTe-
nanbHble (MenaHoMa, capkoma, pubpocapkoMa, neromn-
OCapKoMa, aHIIOCapKOMa, CapkoMa HesicHoro reresa) 3HO
koxn [9]. ITpu popMupoBaHNM OTYETOB O COCTOSIHUM OH-
KOJIOTMYECKOI CY>KObI U aHaIM3e CTATUCTUYECKUX ITOKa-
3areneil npuHATO Bce 3HO KOXM 1 ee NpUAATKOB pasfie-
JIATh Ha METAHOMY ¥ HeMeTTaHOMHbIE OITYXOJIN, YIUTbIBAsS
BBICOKME [T0KA3aTe/Iy JIeTAIbHOCTU [P MeJIaHOMe B Tede-
HIe rOfja C MOMEHTA YCTaHOBJICHS IarHo3a.

MenanoMa ABJI€TCs KpaliHe OIIACHOV OITyXOJIbIO, BO3-
HUKAIOIell B pesy/braTe 37I0Ka4eCTBEHHON TpaHcdopMa-
LV ¥ HEKOHTPOIMPYeMOIT Iposrdepanny MelTaHOLUTOB.
MenaHoma XapaKTepU3yeTCsl arpecCUBHBIM POCTOM, BBI-
COKOJT CKITOHHOCTBIO K OBICTpOMY MMMQOTeHHOMY U Te-
MATOT€HHOMY METAaCTa3VPOBAHUIO, HeOIArONpUsTHBIM

IIPOTHO30M IIPM HECBOEBPEMEHHO HAyaTOM JIEYEHUMU.
Kiundeckn Ha KoXKe BBIAENAIOT deTbipe (GOPMBI Mea-
HOMBI: ITOBEPXHOCTHO PACHPOCTPaHANIYIOCA, Y3/IOBYIO,
37I0KQUeCTBEHHYIO JIEHTUTO-METAHOMY M aKpajbHO-JIEH-
TUTMHO3HYI0 MenaHoMmy [10]. Oxomo 70 % oT Bcex crydaes
Me/TaHOMBI KOXX) COCTaBJIA€T IIOBEPXHOCTHO PAaCIpPOCTpa-
HAWIASACA MeTaHOMa, KOTOpas XapaKTepusyeTcs IBYMS
¢dasamm pocTa: pagyanbHbIM ¥ BepTuKanbHbIM [10]. BbI-
JKMBAeMOCTb MAIMEHTOB C MOBEPXHOCTHO PacIpOCTPaHA-
IOIIeIICsT MEJTAHOMOIT B pa/iiabHOIL (hase pocTa B TeUeHNe
IIATH 7IeT TPV CBOEBPEMEHHO Ha4YaTOM JIEY€HUY COCTABIIA-
eT 95 %, npu TpancopMarn u3 pagranpHoil pasel pocra
B BEPTUKA/TbHYIO BBDKMBAEMOCTb CHIDKaercsa o 40-60 %
[11, 12]. TIocKO/IBKY MeNIaHOLMTBI TAKXKe JIOKAIU3YIOTCH
B JIYKOBMI[AX BOJIOCSHBIX (DOIMKY/IOB, CeTYaTKe I71asa,
BHYTPEHHEM YXe, LIEHTPaJbHO} HEPBHON CHUCTEME, BO3-
MO>KHO pasBUTUE HEKO>KHOI ()OPMbI MeTTaHOMBI, XapaKTe-
PU3YIOIIeiiCs MPOrpecCUPYIOLIMM POCTOM 1 Hebmarompu-
ATHBIM TeyeHueM [13-18].

Arnold M. ¢ coaBropamy MpOBeIN IIOMY/LALJOHHOE
SMMJEMUONIOTUYECKOE ICCIEOBAHNE, IPOAHATN3NPOBaB
cTaTucT4ecKne Januple 3a 2020 rof, ¥ IpUIUIA K BBIBO-
Ly, 9TO 3a060/1eBaeMOCTh METTAHOMOJ B 3HAUYMTENbHOI CTe-
MIeHN COCPENOTOYeHa B BBICOKOPA3BUTBIX CTpaHaX, Ipe-
VIMYIECTBEHHO HaCENEHHBIX JIIOIbMI CO CBETIION KOXeN I,
CIIeflOBATENIbHO, 60JIee BBICOKIIM PUCKOM 1 6ojiee BHICOKOI
BOCIIPUVMMYMBOCTBI0 K KaHIIEPOT€HHOMY BO3JEiCTBUIO
conHe4Ho paamauuu. VccmemoBaTenyu BBIABMIN 3aMeT-
Hble reorpaduyecKye pasniuuus B IOKasaTelnAx 3aboe-
BAeMOCT) M CMEPTHOCTM IO CTpaHaM M PeruoHaM MUpa,
Py 3TOM CaMas BBICOKas 3a00/IeBaeMOCTb MeTaHOMOIX
KOXV HaO/MIofanach Cpeiy CBETIOKOXKETo Hace/eHus AB-
crpanunu, Hosoit 3emanaun, crpad 3amagHoit 1 CeBepHOI
Espons! ([Jauus, Hopserus, Hupepnangsr) u CeBepHoI
Amepukn. HampoTus, MeTaHOMa KOXM OCTaBaiach PeKoil
B 6ombumHcTBe cTpaH Adpuky, FOxHoit 1 LleHTpanbHOI
Amepuxu, Asyn. Hanbonpiumii ypoBeHb CMEPTHOCTM OT
MeTaHOMbI 3aduKcuposaH B HoBoit 3emanpum: 5 ciydaes
Ha 100 000 gyenoseko-net. Tem He MeHee, ITToOanbHas L0
CMepTell 10 OTHOIICHMIO K 3a00JIeBLIVMM OCTaBaaach He-
IIPONOPIIVIOHAIBHO BBICOKOT B A3uy 1 Adpuike 110 cpaBHe-
HUIO C [PYTUMHU perroHaMu mMupa [19]. ABTopsI mocunTa-
mm, 9to B 2020 rogy y 325 000 genoBex (174 000 My>x4uH,
151 000 >xeHIMH) BO BceM Mupe Oblla JMarHOCTMPOBAHA
MelaHoMa, 1 npuMepHo 57 000 genosek (32 000 My>X4uH,
25 000 >keHIIMH) yMep/Iu OT 3TOro 3aboneBaHus. VI3 Bcex
BHOBb [MarHOCTMPOBaHHbIX ciay4aes B 2020 rogy 259 000
(79,7%) 6prmu nuua crapiie 50 seT, @ U3 BCEX CMeEpPTeN
B 2020 rogy— 50 000 uemosex (87,7%) Obumi crapire
50 net. ITo ouenkam Arnold M. ¢ coaBropamu, k 2040 rogy
YICIO BHOBb IMArHOCTUPOBAHHBIX CITy4aeB MeTaHOMBI
yBenuuurcs 6onee yeM Ha 50% — mo 510 000. Anaro-
TUYHBIM 00pasoM, MO OIeHKAaM, CMEPTHOCTb OT MeJIaHO-
MBI BO3pacTeT NpUMepHO Ha 68 % — ¢ 57 000 B 2020 roxy
1o 96 000 B 2040 rogy — mpu ycrnoBMM, YTO IIOKa3aTeln
2020 roja OCTaHYTCs CTAOMIBHBIMU. DT IIPOTHO3BI ObUIN
paccuMTaHbl, MCKIIOYUTETHHO VICXOMIA U3 MPEeNIIONO0KEHNA
006 M3MEHeHUAX YNCTICHHOCTY HAaCe/IeHNs MIIPa M BO3PacCT-
HOJI CTPYKTYPBI, ¥ HE YUYUTBIBA/IN BO3MOXKHbIE N3MEHEHIIA
BO3PACTHOI 3ab0meBaeMOCTN B I700AIBHOM MaciiTabe

421



422

REVIEW ARTICLES

The Russian Archives of Internal Medicine ® Ne 6 e 2024

Pucynox 1. A — MakpocHumoxk: 6a3anvHOKAEMOUHbLTL PaK Koxcu Hoca, y3nosas gpopma, pPTINOMO, II cm.; B —
MaxpocHumox: 6a3anvHoKIeMOouHbLi pak Koxcu susoma, y3nosas gopma pTINOMO, I cm.; B— MaxpocHumok:
N7I0CKOKTIEMOUHbLTL PaK KoY nepedHeti 2pyoHotl cmenku, pT2NOMO, IT cm

Figure 1. A — Macro photograph: basal cell carcinoma of the nasal skin, nodular form, pTINOMO, II art.; B — Macro
photograph: basal cell carcinoma of the skin of the abdomen, nodular form pTINOMO, I art.; C — Macro photograph:
squamous cell carcinoma of the skin of the anterior chest wall, pT2NOMO, II art

wiu BHyTpuU cTpaH. CHIDKeHHUe 3a060/1eBaeMOCTY M CMepT-
HOCTM B I71006a7bHOM Maciutabe HO/DKHO IpeBBICUTD 2 %,
4TOOBI FapaHTUPOBATh, YTO B 2040 rofy caydaeB MenaHO-
MBI 6y11eT MeHblue, yem B 2020 rogy.

Hanbomee pacmpocTpaHeHHBIMU
3HO ko ABSAI0TCS 6a3aTbHOK/IETOUHBI PaK U MTIOCKO-
KJIETOYHBIII PaK, KOTOPbIE XapaKTePU3YIOTCsl pasHOOOpas-
HOJI K/IMHMYeCKOT KapTuHOI (PrcyHOK 1).

B Poccun Ha xoHer; 2021 roga 06beM KOHTMHIEHTA T1a-
[[MEHTOB, HAXOMAIIMXCA Ha JUCIIAHCEPHOM HaGIIOfeHNN
¢ HeMmennaHoMHbIMU 3HO koxu, coctasui 10,8 %, 3aHumas
Bropoe MecTo nociae 3HO Mono4HOI Xxeressl, a B 061Ieit
CTPYKType 3a00jIeBaeMOCTI Ha 06a 110j1a —IepBoe MeCTO
(12,7%) [1]. Pannasa gumarHoctrka HememaHoMHbix 3HO
KOXKI 3HaYMTE/IbHO YIYYIIAeT IIPOTHO3 1 KaYeCTBO XKI3HNI
manueHTos [20].

HEME/TAHOMHbBIMUI

CoBpeMeHHbIE BO3MOXKHOCTU

anarHocTuku 3HO koxxku

B YCAOBUAX IIEPBUYTHOTO 3BE€HA

3APABOOXPAHEHU A

Omyxonu BM3ya/nbHOI JIOKaNM3aluM, B MEPBYIO Ode-
Ppefib OIyXOo/M KOXKM, BO3MOXKHO JMarHOCTVPOBATh y Halu-
eHTa y>Ke IIpy o6pallleHNN B IIePBIYHOE 3BEHO 37PaBOOX-
panenus [21]. CymecTBYIOT IPOCThIE VI HOHATHBIE BpayaM
HEepPBUYHOTO 3B€HA CYMIITOMBI, IO3BOJIAOIINE BOBPEM 3a-
TIOf{03PUTD OHKOJIOTMYECKNIH mporecc. Tak cummToM «rafi-
KOTO YTE€HKa» MOXXHO BBISIBUTD IIPU OOII[eM 0CMOTPE KOXKI
HalyenTa 6e3 MCIoNb30BaHMA CIIelMaTbHOTO 060pyIoBa-
HuA (Pucynok 2).

IIpn cBOEBpeMEHHOJ KOHTPOJIBHONM MaplIpyTHU3a-
VM U3 TIePBUYHOTO 3BEHA 3JI[PAaBOOXPAHEHNA B OHKO-
JIOTMYEeCKYI0 CTyXX0y MalMeHTy YCIeBAlT INPOBOSUTH

IVMAaTHOCTUKY U JajibHeillllee jle4eHNe JO PasBUTIA MeTa-
CTa30B ¥ KM3HEYTPOXKAIOUINX COCTOSIIMNIA.

ITpy oTCyTCTBMM BBIpa’KEHHOTO KIVHWYECKOTO IIPOSB-
JIEHNS OHKOJIOTMYECKOTO IPOoIiecca Ha KOXKe 3alOf03PNUTh
3HO Koy MOXXHO 10 ZaHHBIM aHaMHe3a, ITOMHOro (u3n-
Ka/IbHOTO 00C/IeoBaHys, BK/II0Yas IIa/IbIalio IuMdaTn-
YeCKIX Y3/I0B, e PMAaTOCKOIINYECKOTO 00C/IeTOBAHIISL

[Ipu cb6ope aHaMHe3a HEOOXOMMO ONPELENTUTD, BXO-
JOUT M ManuyeHT B Tpynny pucka no 3HO koxun. JJaHHBIN
BBIBOJ, MOYKHO CHIe/laTb Ha OCHOBAHMMU CTEAYIOIUX BO-
npocos: «bbimm mu y Bac n Bamnx poacrsennukos 3HO
kok1n? CKObKO BpeMeHU B rOfy Bbl mpoBoinTe Ha aKTUB-
HoM conaie? Ectp u B Bateit pabore nmpodeccronanpHast
BpenHOCTB? IloaBunuch v y Bac HoBble 06pa3oBaHus Ha
KoXKe 3a mociegHue nonrofga?! Kak 3a mocmemHee Bpems
U3MEHM/IICD CylllecTByIomye HeBychl? Ilocemaere mmu Bl
conapuit? IlpuHnumMaere 1 Bol MMMYHOCYIIPECCUBHYIO Te-
pammio?». Hanmane Ha KoXe [TOCIEOEPALIMIOHHBIX PyOI[0B
TpebyeT TIIATeTbHOTO YTOYHEH I OHKOIOTMYECKOTO aHaM-
He3a, IOCKO/IbKY KOMMYECTBO MePBUYHO-MHOXKECTBEHHBIX
3HO Heyk/IOHHO pacTeT, ¥ OHKOHACTOPOKEHHOCTD IO OT-
HOIIEHVIO K Nal[VIeHTaM, ITOJTyIMBIIVM XMPyprudecKoe je-
YeHIe 110 OBOJY OHKOJIOTMM [O/DKHA OBITH MOBBILIEHHOI
[3] (Pucynku 2, 3).

ITpn ocMOTpe KOXHOTO MOKPOBA B YCTOBUAX IepPBUY-
HOTO 3B€HA 3[JPABOOXPAHEHMsA KIMHMYECKMII MMArHO3
Me/TaHOMBI MOXKHO TIPEMIIONIOKUTh Ha OCHOBAHUY KOMOM-
HaIlMJl pe3y/IbTaToOB TPeX aHa/INM30B IMUTMEHTNPOBAHHOTO
06pasoBaHMs: BU3YAJIbHBIN aHAIN3 KaXXIOTO IOPasKeHMs
B OTHEIbHOCTY — 3KCIIEPTU3a HEBOOPYKEHHBIM ITa30M
(mpaBmno ABCDE); BHYTpMMHIVBUAYaAbHBIA CPaBHU-
TE/IbHBIIl aHAIN3 — IOUCK MUTMEHTVPOBAHHOTO HOBOOO-
Ppa3oBaHMs, KOTOpOe He IOXO0XKe Ha IPYTHe Y TOTO JKe Haln-
eHTa (CHMIITOM «TaJJKOTO YTeHKa», «KPACHOI IIAIIOYKI»);
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Pucynox 2. A — O630pHbLil MAKPOCHUMOK KONCU HUBOMA NAYUEHMA.
Hpuuet{aﬂne. Ha xoxe )xuBoTa KPaCHBIM KPYTOM OTMEYEHO APKO-KOPUYIHEBOE IMATHO, 3HAYNTE/NDHO OTINYAIOIIEECA OT JPYTruX 06pa305aHm71 Koxu. CUMIIToMm «TaJKOTO YTE€HKa».
Ha koxke X1BOTa II0C/Ie0IIepal|MOHHBLIT py6elr (3penoknerounas mumdoma cenesenknu B 2015 roxy, cnmeHaxTomus); B — O630pHbIi MAKPOCHMMOK KOXKM CIIMHBI ITAL[MeHTa.
Ha ko>xe cimHbBI MHOXKeCTBEHHbIE 06pa305aHM;1 Pas3IM9IHOro IMaMeTpa, OMHOTUIIHDIE ITO CBOeIt CTPYKTYpE€; B— MaKpOCHl/IMOK METaHOMBI KOXXY Ha )XMBOTE MAMEHTA, C435,
TxNxMO; I' — JlepMOCKOIIMYEeCKMIT CHMOK MeJTaHOMBI KOXKI Ha JKMBOTE, yBenuuene X 20. Bemoit cTpenkoii oTMedeH HePOBHBIIT Kpaii 06pasoBaHMs; KPAaCHOI CTPEIKOM —
6€IIO-F0}IY6a$I Byab; CHHEI CTPEIIK()IZ — IMOINXPOMMU; H — I'mcronmormyeckoe HnccnenoBanne yﬂaHéHHOI‘O MaTepiazna: rHe3ja aTUIINYHbIX METaHOIUTOB C HCP&BHOMCPHOP'I
IUTMeHTAIMel, YacTh KIeTOK 6e3 MUrMeHTa, y APYTUX MUIMEHT HaKAI/IMBAeTCA B BIie TPAHYI B IjuToIIasme. Yeenudenue X 200; E — O630pHbIit MAaKPOCHUMOK KOXKI XUBOTA
TMalnMeHTa II0C/IE XMPYPIrMI€CKOTO IMPOKOTo MCCEIEHN METAHOMBI KOXXHI C TIIACTUKON )ICClJCKTa KOXXHO-MBPIIIEYHBIM TOCKYTOM Ha COCY)I]/ICTO]?'I HOXKe

Figure 2. A — Overview macro photograph of the patient’s abdominal skin.
Note. A bright brown spot is marked on the skin of the abdomen with a red circle, which differs significantly from other skin formations. The symptom of the “ugly duckling”.
Postoperative scar on the skin of the abdomen (mature cell lymphoma of the spleen in 2015, splenectomy); b — Overview macro-image of the skin of the patient’s back. There are
multiple formations of different diameters on the skin of the back, of the same type in their structure; B— A macro photograph of melanoma of the skin on the patient’s abdomen,
C43.5, TxXNxMO0; I — A dermoscopic image of melanoma of the skin on the abdomen, magnification x 20. A white arrow marks the uneven edge of the formation; a red arrow
indicates a blue-white veil; a blue arrow indicates polychromy; /I — Histological examination of the removed material: nests of atypical melanocytes with uneven pigmentation,
some cells without pigment, in others the pigment accumulates in the form of granules in the cytoplasm. Magnification x 200; E — Overview macro-image of the patient’s
abdominal skin after surgical wide excision of skin melanoma with repair of the defect with a musculoskeletal flap on the vascular pedicle

XPOHOJIOTMYECKIUIT aHA/IN3 U3MEHEHMIT — MOMCK OBICTPOro
U HeJJaBHETO M3MeHeHVs JAHHOTO MUTMEHTHOTO 06pa3oBa-
HIIsI, KOTOPO€E MOXKeT OBITH ITOfTBEP)KAEHO IAIVIEHTOM M/TI
[IOKYMEHTA/IbHO, B CPABHEHMN C IIpeAbIAymuMI poTorpa-
duamu [22].

IMpun nopospernn Ha 3HO xoxu HEO6XOAMMO HMpOBe-
CTU fiepMaTocKonmyeckoe uccnegopanue. CormacHo ITpu-
ka3y Munncrepcrsa sgpaBooxpanenns PO ot 15 Hos6pst
2012 . N 924u «O6 yrBepxpenun Ilopsifka oKasaHuUs

MEUIIMHCKOI IIOMOIIY HACeJIeHMI0 1O MPOGWIo «aep-
MaTOBEHEPOJIOTUA»» JIEPMATOCKONMYIECKOE JICC/IEfOBaHMe
MIPOBOAMTCA BpauOM-[,€pMaTOBEHEPO/IOTOM B PaMKax Ilep-
BUYHONM CIelalM3/POBAHHOM Me[UKO-CAHUTAPHON IIO-
MOIIM HACENeHNIO, U [JePMaTOCKOIl BK/IIOYEH B CTaHAApT
OCHAIIEHNA KOHCY/IbTaTMBHO-AMArHOCTUYECKOTO OTere-
HIsI KOXXHO-BEHEPOIOTHYecKoro aucrnancepa [23]. Ianu-
€HTOB M3 NEPBMYHOTO 3B€HA 3[paBOOXPAaHEHNA MapIIpy-
TU3MPYIOT K Bpauy-fepMaroBeneposory (PucyHok 4).
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[IpurienbHast [€PMATOCKOIVsI IIOZO3PUTEIbHBIX Ha
3/7I0Ka4eCTBEHHOCTh 00pa3oBaHmii KOXu TpebyeT OT Bpa-
Ja-JlepMaTOBEHEPOIOra IyOOKUX 3HaHWIT U IHpodeccu-
OHA/IBHOTO OIBITA, U Hambonee spdekTUBHA /IS paHHeI
AMATHOCTUKY II0OBEPXHOCTHO-PACIIPOCTPAHSIIONINXCST Me-
manoM. CIenyuanbHOCTh «Bpad-AePMAaTOBEHEPOIOr» He
OTHOCUTCS K TIEPBUYHOMY 3BEHY 3[[paBOOXPAHEHMNs, [03-
TOMY B YC/IOBUSIX HOIMK/IVHIUKIY JePMATOCKOIINYECKOe VIC-
C/le[lOBaHNe MIPOBOAUT Bpad OOIeil MPAKTUKY, YTO MOXKET
CHUBUTD AMATHOCTMYECKYI0 3HAYMMOCTb B CWUJIy HEKOp-
PEKTHOI MHTEpIpeTanyy MOTyIeHHBIX NAaHHBIX. Kpome
TOrO, BeCbMa 3HA4YNTE/IbHBI BPEMEHHbIe 3aTpaThl Ha fiep-
MAaTOCKOITIYeCKOe MCCTIEfJOBAaHIE BCETO KOKHOTO MOKPOBa
¢ onucanneM u GOTOPMKCALVEl TONTyIeHHBIX U300paxe-
HIIL, KOTOpble 3aHMMAIT B 3aBUCHUMOCTH OT KOJIMYECTBA
ob6pasoBanuit or 20 MMHYT /O 2 9aCOB Y OJHOTO MAIVEHTa.
B mepBrYHOM 3BeHe 3paBOXpaHeHNs He IpopaboTaH BO-
poc GoToduKcay ZepMaTOCKONYEeCKIX U300paskeHMit
U XpaHeHNs IIOJTyYeHHbIX CHUMKOB B KapTe narnenTa. Her-
ath H.M.M.T.B. ¢ coaBropamu (2018) mpoBeu ompoc Bpa-
4eil obuero npoduis, paboraromux B National hospital
of Sri Lanka (Harnmonanbhas Gompamia Ilpu-Jlankm),

Pucynox 3. A — Maxpocrhumoxk
00pA306aHUS KONU HUBOMA

y nayuenma, npoxoousuLezo
onepamusHoe sievenue om
KAPUUHOMbL NPAMOLL KUIKU

6 2021 200y.

IIpumevanne. YepHoit muHMel

06BejieHbI MeCTa B3ATUSA MAaHY-OMOTICHI;

b — JlepmMaTockonmmyeckmit CHUMOK
06pa3soBaHMs KOXI KMBOTA, yBeNYeHNe
% 20; B — T'mcronmornyeckoe uccneopanie
Marepuasna maHd-6uoncum: GpparMeHTb KoK
C MIHBa3MBHBIM POCTOM IJIOCKOK/IETOUHO
KapiiHOMbI G2 € 09aTOBBIM OPOTOBEHMEM;
I' — MakpoCHMMOK KOXM KMBOTA

nocie OHEPGTMBHDI‘O JIe4YeHU A.
ITocneonepaloHHbIif py6er.

Figure 3. A — Macro-image of
abdominal skin formation in

a patient undergoing surgical
treatment for rectal carcinoma
in 2021.

Note. The black line encircles the places
where the punch biopsy was taken; b —
Dermatoscopic image of the formation of

the abdominal skin, magnification x 20;

B — Histological examination of the punch
biopsy material: skin fragments with invasive
growth of squamous cell carcinoma G2 with
focal keratinization; I' — A macrograph of
the abdominal skin after surgical treatment.
Postoperative scar

U TIOJTyYM/IV JJAHHBIE, YTO 6onee 95,2 % Bpadeil He cYUTa-
10T 00s3aTeNIbHBIM [ePMaTOCKOIINYECKOe JCCIefOBaHe
B PYTMHHOJ IIpaKTMKe Ha IEePBUYHOM IpueMe. bbuto BbI-
ABJIEHO, YTO TONBKO 10 % Bpaveil MepBMYHOTO 3BEHA IPO-
BOJAT IIO/IHBIIL OCMOTP BCErO KOXKHOTO IIOKPOBa U TOJIBKO
18 % Bpaueli MpOBOJAT Ha IpMEME CaHUTAPHO-IIPOCBETH-
TENbCKYI0 Pab0Ty, MHPOPMUPYS MALMEHTOB O PUCKE Ypes-
MEpPHOro IpeOBIBaHMS Ha CONMHIE 6e3 COOTBETCTBYIOLEI
3amuThI [24].

[Tpumep addexruBHOCTN panHel guarHoctuky 3HO
KOXXII C IOMOLIbIO JIEPMATOCKOIMYECKOIO MCCIE0BAHNA
BpauoM-JlepMaTOBEHEepOIOTOM NPUBENN KOJIIETH U3 OTfe-
nenns onkopepmaronoruu ['BY3 «lentp crmennanmsnpo-
BaHHBIX BUIOB MeNULIMHCKON momoly uMmenn B.II. Asa-
eBa» (. TBepp). CormacHO PeTPOCIEKTMBHOMY aHAIU3Y
MEIMIIMHCKON JoKyMeHTanuu 500 aM6ynaTopr1x nanmn-
€HTOB, B Bo3pacTe OT 16 1o 85 yeT, 06paTUBIINXCs K Bpa-
4y-JAepMaTOBEHEPOJIOTY, BeRyliell IpUYNHOM obpaleHs
611 ipodmmakTdeckuit ocMoTp [25]. C momogpio rep-
MaTOCKOIMYECKOTO MCC/IeflOBAHMSA C MTOCTIEAYIOIUM TUCTO-
JIOTMYECKMM TOATBEPKIEeHNEM AuarHosa y 9,8 % manuen-
ToB 6pn BoIsiBNeHbl 3HO KoXu. VI3 HIX MeTaHOMa KOXN
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BA30ABHOKAETOYHBIN MAOCKOKAETOYHbBIN AVHOMUYEeCcKoe HaBAIOAEHUE Y MNepeu4Hag NPOPUAAKTUKA.
PAK KOXW PAK KOXU BPA4Q-A€PMATOBEHEPOAOTA LLkoAa «3a0poBAs KOXA»
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MOAUKAMHUKA. Mauuenr Ko>xHo-BeHepoAornyeckum MepBUYHbIN OHKOAOTUYECKUIA
Bpay nepsoro AUCHIAHCEp. KabuHeT. Bpay-oHkoAor
KOHTaKTa (BOIM, . Bpay-pAepmMaToBeHEepPOAOT
BPQY-TEPANEBT YHOCTKOBbIN)

Pucynox 4. Aneopumm mapuipymu3sayuu nayuenma npu nodosperuu Ha 3HO koxcu

TIpumeuanne: 3HO — 3mokauecTBeHHOE HOBOOOPA30BAHME KOXKI

Basal cell skin Squamous cell Dynamic observation by Primary prevention.
cancer skin cancer a dermatovenerologist School «Healthy Skin»

> = 2 Merkel cell N
Melanoma carcinoma ~

2

b o O i Sa
Polyclinic. Patient Dermatovenerologic Primary oncological
The doctor of the first dispensary. doctor's office.
contact (general Dermatovenerologist Oncologist
practitioner, district physician)

Figure 4. Patient routing algorithm in case of suspected malignant neoplasms of the skin
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Oputa guarHoctupoBaHa B 18,3% ciaydaes, 6asajbHOKIIE-
TOYHBIIA PaK KOXXU — B 75,5 % cy4aes, IJI0CKOK/IETOYHBI
pak Koxxu — B 6,2 % cirydaeB. Y OOBLIMHCTBA IALIEHTOB
(96 %) co 3HO xoxxu Bospact 6p11 crapure 40 net. Pe3ysb-
TaTbl NPOBE/IEHHOTO MCCIEOBAHNUA MOATBEPKAAOT 1ieTie-
COOOPa3HOCTb IPUMEHEHNs [ePMAaTOCKOMMYECKOTO JIC-
CTIeOBAHIISI [Tl paHHel OMarHOCTVKY HOBOOOpa3oBaHMil
KOXI ¥ HeOOXOVIMOCTD 00513aTe/IbHOTO IIPOXOKAEHMS IIe-
PUMOAMYECKOTO MPOQIIAKTUYECKOTO OCMOTPa, 0COOEHHO
B Bo3zpacre crapuie 40 yer.

B rocypapcTBeHHBIX MEIVIMHCKIX OPTaHN3AIVAX IIPU
HePBUYHOM 0OpaIlleHN N, B YaCTHOCTI B CHCTEME 3[PaBOOX-
paHeHns MOCKBbI, OFHMM 13 HOPMATVBHBIX aKTOB, peIva-
MEHTUPYIOIINX OPTaHU3AIMI0 OKa3aHNUA OHKOIOTMIECKO
MEeIMIIVIHCKON IIOMOLIM, SIB/IAeTCA IpuKas [emaprameHTa
3apaBooxpaHenys I. Mockssl ot 15.01.2020 . Ne 16 «O6
OKa3aHUM MEeJVIIMHCKOM IIOMOLIM IO IPOQUI0 «OHKO-
7OTUsA» B MEJUIVHCKMX OPTaHM3ALUAX TOCY[AapCTBEHHOI
CHUCTeMBI 3[paBOOXpaHeHMA ropopa Mocksbl». B moky-
MeHTe yTBep>K/IeHbI IepedeHb obcnenoBanuit (Tabmma 1)
U1 maunyenTa ¢ tunumdHbMu 1ua 3HO Koxu skamobamu
JWIN TIPUSHAKAMU, CPOKY OOC/IeJOBAaHVA VM KOHCY/IbTallN
Bpaya-OHKO/IOTa HpPM IOATBEPK/IEHUM IpPefBAPUTETIbHO

Tabauua 1. Ilepeuenv ianob/npusHaxos
3710KAUeCcmMBeHH020 HOB000PA308AHUS KO,
mpebyouux HemeoneHH020 06c1e008aHUS NAYUEHMA

noctapnedHoro amaruosa 3HO. Ina 3HO koxku aToT I1e-
puoJ, coCTaBAeT 6 IHEI.

[Tpu Hamumm o601 >xanobsl/mpusnaka Ha 3HO koxu
MapUIPYTU3aLys MALMEHTOB IIPOBOAUTCS IO ATOPUTMY,
ykasaHHOMY B Tabnuie (Tabmuua 2).

J1s1 TOBBIIIEHNA KadecTBa OKA3aHMA MeVIHCKO
HOMOIIY C L[e/IbI0 PaHHeN AMarHOCTUKU U 3PPeKTUBHO-
ro JIeYeHMsI OHKOJNOIMYeCKUX 3abojieBaHUIT pa3paboTaH
npoekT «IlepCOHaIbHBII MTOMOIHNK», 00eCIeqnBarOIiiL
COIIPOBOXK/IEHME MallJieHTa B IIePUOJ, OT HMOATBEPKIECHNA
IMarHo3a B IepBUYHOM 3BeHE 3paBOOXPAHEHM 10 TIOCTa-
HOBKII Ha JIUCIIAHCEPHBII YUeT Yy Bpaya-OHKOJIOra.

Ina puarsoctuky 3HO Koy Bpauyu epBUYHOTO 3BeHa
MOCKOBCKOTO 3/IpaBOOXpPaHEHNA UCIIONb3YIOT HOCTYITHbIE
KIMHIYIECKNe MeTOfbl OOCTIeOBaHNs «HEBOOPYXEHHBIM
[JIa30M» U ONTHUYECKNUe CUCTEMBI C/1aboro yBenn4eHMs
(/y1IBI), KOTOpBIE BXOZAT B 00s13aTe/IbHBIIL IIepedeHb [IPU-
6opoB Bpaduert oOielt mpakTuKu. lepMaTrockommdeckoe
VICCTIEIOBAHNA IPOBOJUTCA B paMKaX KOMIUIEKCHOTO 00-
CrefloBaHMsA IAIMEHTOB B MaBWIbOHAX «3poposasg Mo-
CKBa» ¥ B KaOMHETaX MEMI[MHCKOI POPUITAKTIKI.

Table 1. List of complaints/signs of malignant
neoplasm of the skin requiring immediate examination
of the patient

N

/i JKamo6a/maHHbIe 06bEKTHBHOIO OCMOTpPA

Ne Complaint/objective examination data

1. IIurmeHTHOE 06pasoBaHye C OBICTPHIM POCTOM

2. IIurmeHTHOE 06pa3oBaHMe C M3MEHEHMEM KOHPUTY ALK
IpaHuI]

3. ITurmentHoe 06pa30BaHI/Ie C pa3HbIMU OTTEHKAMMU LIBE€TA
B IIpe€nenax naHHoro OﬁpaSOBaHVIH

3yn B 06/1acTyt IUrMEHTHOTO 06pa3oBaAHIIS
YyBCTBO XOKEHMA B 06/1aCTY MUTMEHTHOTO 06pasoBaHMsA

,HI'II/[TEI'IBHO HE 3aKMBawIasg A3Ba KOXN

N s

Bonesnennsie u KpOBOTOYAlIME A3BbI, YIIVIOTHEHU A, KOPKI
Ha ITOBEPXHOCTN KOXN (05066HHO KOXXU TOTOBBI, IJ_IeI/I)

8. YnnoTHeHMe T0KaaIbHOTO Y4dacTKa KOXn

9. Kpacnas xaiiMa BOKpYT M060r0 06eMHOT0 06pa3oBaHmsa

1. Pigmented formation with rapid growth

2. Pigmented formation with a change in the configuration of the
boundaries

bl

Pigment formation with different shades of color within a given
formation

Itching in the area of pigment formation
Burning sensation in the area of pigment formation

Long-term non-healing skin ulcer

N v R

Painful and bleeding ulcers, seals, crusts on the surface of the
skin (especially the scalp, neck)

®

Sealing of the local area of the skin

9. Aredborder around any volumetric formation

Ta6nuua 2. Ilepeuerv uccne006aHuti/KOHCYyIbManyuti npu
Hanuuuu 1060t sanobv/npusnaxa na 3HO xoxu

N O6sa3arenpbHoe HomonHUTeNbHOE
Hasnauenne
n/n MCcCnefoBaHMe McCIefoBaHme
1. Tlommxnumuuka Ocmotrp Bpaya  [lepmaTocKomms
2. Qunman Ocmotrp Bpaua  dyopeciieHTHaA
MHIIIOK MATHOCTUKA
oA JHepmaTockonms .
3. MHIIIOOK Ocmortp Bpaua Bupeopepmarockonus
OnyopeciieHTHAA
JepmaTockonms yopecn
AMATHOCTUKA
Y3U xoxn
4. IAOIL Ocmortp Bpaua

Table 2. List of examination / consultations in
the presence of any complaint / sign of malignant
neoplasm of the skin

N Destina- Mandatory Additional
tion examination examination
1. Polyclinic  Doctor’s examination =~ Dermatoscopy

2. MSPCDC  Doctor’s examination  Fluorescent diagnostics
Branch Dermatoscopy
3. MSPCDC  Doctor’s examination  Videodermatoscopy
Dermatosco Fluorescent diagnostics
Py Ultrasound of the skin
4. 0OCCC Doctor’s examination

Ilpumevanne: SHO — MHITIJIK — MockoBsckuit Hay4HO-mpaKTudeckuit LlenTp
JlepPMaTOBEHEPOIOT MM 1 KocMeTomornu JlenapraMeHTa 3paBOOXpaHeH s TOPO/ia
Mocxkser, IJAOIT — 11eHTp aM6y/IaTOpHOIT OHKOIOTMYeCKOi moMoru, Y3V —
YIBTPa3ByKOBOE UCCIEOBAHNUE

Note: MSPCDC — Moscow Scientific and Practical Center of Dermatovenereology and
Cosmetology, OCCC — Outpatient Cancer Care Center
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OB3OPHBIE CTATbHU

Bo3MOKHBIE ITOAXOABI

K yCOBEPIIIEHCTBOBAHU IO
MapIIPyTU3aluy IAIlJNEHTOB
mocnae o0paiieHus K Bpavdy
MNEePBUYHOTIO 3B€HA
3APABOOXpPaHEHUS

HesBka manyeHTa K Bpady-IZepMaTOBEHEPOJIOTY /1IN
K Bpady-OHKOJIOTY IOC/Ie oOpalleHNst K Bpady HMepBUYHO-
TO 3BEHA 3[paBOOXPAHEHNsA ABJIAETCH CepPbE3HBIM Ipobe-
JIOM B MaplIpyTHU3aluy MalyeHTa ¢ nopospenneM Ha 3SHO
KOXX11. YacTb MalMeHTOB, laykKe IpY MPaBUIbHO IIOCTaB/IeH-
HOM JiiarHo3e «MelmaHOMa» Ha IEPBIYHOM IIpUeMe y Bpada
IepBIYHOIO 3BE€HA MIN Bpaya-JepMaTOBEHeposIora Ipef-
[OYMTAaeT He 00pallaThCsl K Bpayy-OHKOJIOTY B CUITY CYOD-
eKTUBHBIX [IPUYNH: CTPAX, OTCYTCTBUE CBOOOIHOrO BpeMe-
HI JUIA IJIATEIBHOTO JIedeHMsI, HeKelaH1e auIIpoBaTh
CBOJI VaTHO3 Ilepell POACTBEHHMKAMU ¥ KOJ/UIETaMy, Ha-
7M4ne APYrux 3a00IeBaHNUIA, IEPBOCTEIIEHHBIX 10 MHEHUIO
HAI[IeHTOB, OTPaHMYeHHas MOOMIbHOCTb, aHO30THOSVIA
U ipyrve. B utore faHHbIe IaIVIeHThI BCe-TaKy ITONA/JAI0T
K Bpady-OHKOJIOTY, HO y>Ke Ha MO3JHMX CTafiuAX OHKOJIO-
TMYeCKOro IIPolLiecca, KOIja BOSMOXKHOCTb OKa3aH!s IOMO-
I CyLIeCTBEHHO OrpaHM4eHa. BepoAaTHOCTD Hebmaromnpu-
ATHOTO IPOTHO3a BO3pacTaeT B CIy4ae, eCIM OT MOMEHTa
IIOCTAHOBKM [MarHo3a IO XMPYPIUYECKOro BMellaTellb-
cTBa IpoxoputT Gojee AByX Mecsues [26]. Ilpu obpaire-
HUM B KOMMepYecKMe KIMHMKM K BpadyaM-KOCMETOJIOTaM,
KaK IIPaBWIO, Bpad He MMeeT BO3MOXKHOCTM HallpaBUTh
maruenTa 1mo ¢opme Ne 057/y B IepBUYHBIN OHKOIOTHU-
YecKUit KabMHeT U TOJIbKO B YCTHOI popMe peKoMeHAyeT
00paTUTBCA K Bpady-OHKO/IOTY. [lajiee OTBETCTBEHHOCTb 32
CBOEBpEMEHHOe obpallieH1e K BPady-OHKOJIOTY JIeKUT Ha
camoM nanyeHTe. Co CBOeil CTOPOHBI, NAIMEHT MOXXET I10
PasHBIM IPUUNMHAM OTK/IAJbIBATD Aa/IbHENIINe 06CTIefoBa-
HIA ¥ JIedeHe, KOTOpOoe IIPU CBOEBPEMEHHOM 06pallleHnu
3HaunTenbHO addextuBHee [27].

Vpentudukanuy ¢GHakTopoB, CBSA3AHHBIX C MO3LHUM
obpaljeHMeM K Bpady, ObIIO IIOCBSIIEHO JCCIE[OBaHIME
O’Shea S.J. n coaBt. (2017) [28]. ABTOpBI MCCIENOBAHNIA
aKIeHTUPYIOT BHYMaHMe Ha HeobxopmmocTy MHGOpMU-
pOBaHMsA IIVPOKMX CJIOEB HACeJIeHVS O CYLIeCTBOBAaHMU
3HO xoXu 1 0 BO3MOXXHOII TpaHC(HOpPMALUN CYIIeCTBY-
IOLIMX HEBYCOB, B IIEPBYIO O4Yepe/ib U3MEHEHUN AuaMeTpa
(D) mo 6 mm u 60nee u somonyn (E). [TpoBogunocs aH-
KeTupoBaHme 159 manyenTos (47 % nuiia My>CKOro II0Ja)
B Bo3pacre ot 24 mo 90 ner (B cpemHeM 62 ropa), cpemn
KOTOPBIX y 15 % MemaHOMa TOKa/mM30Banach B 06/1acTu ro-
noBbl 1 1ieyn, y 30% — rtynosuiia, y 24% — Ha BEPXHUX
1y 28% — Ha HIDKHMX KOHEYHOCTAX. Y 5 MaIlMeHTOB JIO-
Kaynusauus He 6bl1a 3adukcruposana. [TosgHee obpaieHne
K Bpauy (cmycts 3 Mecsinia) orMeTnn 40 (27 %) manyeHToB.
CaMBbIM pacIpOCTPaHEHHBIM IIPU3HAKOM METaHOMBI, O KO-
TOPOM COOOIIIA/IN OIIPOLIEHHbIE, OBIIO YBe/IMYeHNE HEBYCa
B imametpe. bonee monoBuHbl pecrioneHToB (55%) co-
o6um 0 $paKTopax, u3-3a KOTOPBIX OHIM He 06parianuch
K Bpady: yBEPEHHOCTb, YTO Y HUX HUBKUII PUCK OOJIE3HIL,
OTCYTCTBYE OOLIero HeJIOMOTaHYI S, He)Ke/laHue OeCIIOKOUTD
Bpava. IIpy aTOM manueHTsl B BO3pacTe 65 JIeT U cTaplie

Jallje CBOeBPEMEHHO 0OPAIa/INCh K Bpady U pexxe OTKIIa-
IbIBAJIM JIedeHMe, YeM MIa B Bo3pacTe fo 40 fer.

B Hacrosmiee BpeMs 00CY>KHAIOTCA IICUXOCOLMATbHbIE
¢axTopsl (06s13aTenbCTBA IO PAbOTE, YXOJ 32 MATEHbKIMU
[eTbMM) B Ka4eCTBE BO3MOXKHBIX IIPEIIATCTBUI /I CBOEB-
PeMeHHOro OOpalljeHNs K Bpady JIMI] MOJIOLOTO BO3PACTa.
B cBs3u ¢ aTnM, 6071ee B3BEIIEHHBIN IMOAXO[ K OLleHKe IICH-
XOCOLMA/IIbHOTO OJIaroIoayyuns IMalieHTa MOXKeT IIOBBI-
cnth 93¢ PEeKTUBHOCTD OOLIEHNs C MALMEHTOM U ybenuTh
€ro CBOEBPEeMEHHO 00paIathcs K Bpady [29].

bapuuosa A.H. n coasr. (2023) npoBenu ncciefoBanme
MH()OPMMPOBAHHOCTY Bpavell PasHBbIX CIEIMATbHOCTEN
v L 6e3 BBICIIETO MEUIIMHCKOTO 06pa3oBaHmsA o paKTo-
pax pucka passutua 3HO Koxu, mopsgke MapuIpyTnsa-
LM} TALMEHTOB 1 Mepax MpoguIakTUKu. Bpio onpolireHo
463 yenoseka B Bo3pacre oT 20 0 72 J1eT, Cpeay KOTOPhIX
81% >xenmyH. IIpaBuabHbBIE OTBETHI 3apETUCTPUPOBAHBI
B 72,7 % cy4yaeB, OfIHAKO BepHbIE OTBETHI HA BCE BONIPOCHI
npepgoctaBuau muib 0,9 % onpomeHHbIX. MakcuManbHO
HeBepPHbIe OTBETHI KACA/INCh IMPODIIAKTIIECKOro 0b6cye-
posanus [30]. Tlo MHeHNUIO aBTOPOB, HEOOXOAMMO JOIOI-
HUTe/IbHOE O0ydeHMe MENUIVHCKOTO IIePCOHaIa, B TOM
upcie B cucteme HMO (HempepbIBHOE MeIMI[MHCKOE 00-
pasoBanue), puddepeniyuanbaoil amarHoctuke 3HO
KOXU, TOPS/IKY MapIIPyTU3aL[1V BbIABICHHBIX IIAI[VICHTOB
U MepaM POUIAKTUKIL.

Kpowme toro, 6ornee mupokoe BHepeHUe 00YYarOMIX
OHJIAJIH KypCOB IO NPMHIMIIAM paHHEN IMarHOCTUKMN
3HO ko1 Taxoke MOXKeT BHECTY JOIIOTHUTENbHBIN BK/IaJ
B yJIy4llleHNe SIeMIOIOTNYecKol curyaryn [31].

IToaxoabI K IpoduAraAKTUKE
3HO koxmu

[Tpobnema npodunaktukyu 3HO koxu sBIAeTCA IIO-
6anpHoit. ObuieeBpornerickass opraHmsanys Euromela-
noma paspaborana IepBUYHYI0 NPO(UIAKTUKY, HALIPaB-
JIEHHYIO Ha CTYMY/IMPOBaHIe U MOOI[peHNe IPaBUIbHOTO
[IOBefeHVIsI JIIOfIel, IIO/{BEPraoIiXCsl YIbTParoneTOBOMY
nanydenuio (YOU). [Ina o6benuHeHNs U MOBBILIEHNS 9¢-
(dexTMBHOCTY PabOTHI CHELVAICTOB, 3aHVMAIOIIXCA U3-
ydeHyeM, MPOUIaKTUKOI, TedeHreM ¥ peabmminTarueit
MaIMeHTOB C IMarHo3oM MenaHoMma, B Poccuu ¢ 2016 ropa
paboTaeT acconmanus CrenyanucToB Mo mpobreMam Me-
naHoMbl «Memanoma ITPO» [3]. Bo MHOIMX MeQMIMHCKIX
yupexaennax Poccun exerogHo mposopntcs «lleHb Me-
JTAHOMBI», B PaMKax KOTOPOTO BCe Keyawline 6ecraaTHo
MOTYT IpoliTi panHiow auarHoctuky 3HO koxn. ITpume-
PpOM IpOBefeHNA JAHHOTO MEPONPUATUA ABNACTCA «[JeHb
MenlaHoMbl» Ha 6ase ®TAOY BO PHMMY um. H.U. Ilu-
porosa Munsppasa Poccun (epepanbHoe rocypapcTBeH-
HOe aBTOHOMHOEe 006pasoBaTe/bHOE YIPEXKIeHME BBICIIETO
obpaszoBanusa «Poccuiickuil HaIVOHATbHBIN JCCIE[OBa-
TeIbCKUI MeJUUMHCKUI yHuBepcuteT uMenn H.U. TIu-
poroBa» MuHUCTEpCTBa 3[paBooxpaHeHusa Poccuiickoit
Depeparnyn), KOTOPBI IPOBOAUT Kadenpa HepMaToBeHe-
ponorvn umenn axkagemuka F0.K. Ckpunknza nede6HOrO
¢dakynprera. B KauecTBe mprmepa npoPMIAKTUKI MOXKHO
IIPUBECTY OIBIT 3apYOEKHBIX KOJIIET 3 ABCTpanuy, Ife Ha
3aKOHOJATe/IbHOM ypoBHe ¢ 2015 ropa ObUIM 3ampeleHs
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KOMMepYeCcKye COMSAPUI, YTO B COBOKYITHOCTH C APYTUMU
npoMIAKTUYECKMMY MepaMy, IIPUBENO K CHIDKEHUIO 3a-
6071eBaeMOCT) MHBA3VMBHOJ MEIAHOMOIl B BO3pacTe MO
40 ner [32, 33].

[Tpodmnakruka 3HO xoxxu npencrasisieT co60il KOM-
IUIEKC PasHOOOPA3HBIX MEPOIPVSTHUIL, HAIPABIEHHBIX Ha
CoXpaHeHIe I YKpeIUIeH!e 300poBbs YenoBeka. Heorbem-
JIEMBIMI COCTABJIAIOLIMY IPOPUIAKTUKY ABIAIOTCSA CTle-
IOBaHMe IPUHIMIAM 340poBoro obpasa skmsum (30XK),
npefynpexieHne pasBUTUA IOTEHIMATbHO ONACHBIX /A
3100poBbs (HaKTOPOB PUCKa 3a00/IeBaHNIT, YCTpaHEHNE BO3-
IeICTBIUS HETaTUBHBIX (PAKTOPOB OKPY>KAIOLIEl Cpefbl Ha
3710poBbe uyenoBeka. Cpefy IPUOPUTETHBIX HAIpaB/IeHUI
IpoIIAKTUKY CIIefyeT BBIIINTh KOMIUIEKC Mep, obecIie-
uyyBaromyx gopmuposanne 30K, caHMTapHO-IPOTUBO-
IMMAEMUYECKIe MepOIpUATHS, IHepuoandeckye npodu-
JIAKTMYeCKIe OCMOTPBI, JUCIaHCepHOe Habmomenne. Kak
IpPaBUIO, B YC/IOBUAX MENMUIVHCKON OpraHM3aluy, Ipo-
¢dumakTIYecKye MepONPHUATUA IPOBOAATCA MHANBUYa/Ib-
HO C K&XK/IPIM 4€/I0OBEKOM WM B IPYIIIE MAlMeHTOB, a Ha
HONY/IAMOHHOM YPOBHE — PACIpOCTPAHAIOTCA Ha Hace-
JIeHNE B 1I€JIOM, B TOM 4JCTIe IOIPOCTKOB. B coBOKymHOCTH,
TaKMe TOIXO/BI IeKAT B OCHOBE COXPaHEHMs OOIIeCTBEeH-
HOTO 37I0pOBbs [34].

[TpocBerurensckast pabora C MalMeHTaMM, HAXOMs-
IMMMCS B TPyIIe pHUCKa IO MeTaHOMe, 3aK/II0YaeTcs

YKPEM/IEHUE

B aKTUBHOM BHE[[PEHNV METOJIOB II€PBUYHOI, BTOPUYIHON
U TpeTuyHoI npodpumaktuky (PucyHok 5) [35-37].

OO111enpUHATO OCHOBOIIONIATATOLIEN 3a/ja4eil TIepBuY-
Hoit npodumaktuky 3HO Koxu sB/IsfeTCst OrpaHNdYeHMe
BO3JEICTBMA Ha KOXY YIbTPaduoneTOBOr0 M3IydeHIs
(YOU) [38]. 3agavamy BTOPUYHON NPOPUIAKTUKY SIB-
JSIIOTCS: OMCIIaHCepu3anyst ¥ IpodUIaKTUIecKe OCMO-
TPBI, JUHAMUYECKOe HAOMIOfieHne 3a MO[03PUTENbHBIMMI
HOBOOOPA30BaHMSIMI KOXKI, OCMOTP BPavyOM-[iepMaTOBe-
HEpOJIOTOM C IIe/Ibl0 PaHHel AMArHOCTUKMU. 3afiauM Tpe-
TUYHON NpO(MIaKTUKM: ObecledeHne MpeRynpexaeHs
petnpusos 3HO koxu, CHIDKeHNMe BO3HENCTBUS (HAKTO-
POB puUCKa, MOBBIIIEHNE KayecTBa XKM3HM MalMeHTOB, CO-
omonenne npuHnunos 3O0JK, peryasgpHoe mocelieHye
U cOOTIIofieHNe PeKOMEH ALl Bpada-/fepMaTOBEHEPOIIOra,
Bpada-OHKOJIOTA.

BasxupiM MoMmeHTOM B npodmnaktrike 3HO xoxn sB-
nsietcss GopmMupoBaHue MPaBUIBHONM KOHLENIMM OTBET-
CTBEHHOTO OTHOIIEHMA K CBOEMY 3[J0pOBbIO, 3aK/II0YAI0-
wesicst B cobmiopernu 30XK, BBIIOMTHEHNY pEeKOMEHIALNI
Bpaya 110 00C/IefoBaHMIo U TedeHnIo. bornee BHMMaTenpHOe
OTHOIIEHNE NalJeHTa K CBOEMY 3/[0pPOBbI0 IO3BOINT W3-
MEHHUTb €Tr0 HeTaTMBHOE OTHOIIeHUEe K peKOMeHAIuAM
Bpaya u 6ojsiee OTBETCTBEHHO MOJAXOMUTH K BBIIIOTHEHNIO
Ha3HA4YeHUI ¥ PeKOMEeHJaliii, B YaCTHOCTY, TPV MapuIpy-
Tusanyu B cnydae BoisasaeHuy 3HO koxu [39].

3A0POBbA

|
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NMPO®UNTAKTUKA

l
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3TAN Goneswnei: Gonesueii:
300pOBOE HaceneHue nHAUBKA(bI) U3 rPYNNbl pUcKa
3A0AYA MNpepoTepawars GakTopst MpeaoTepawats
PUCKa Ha NONYAALUMOHHOM 6
ypoeHe Y ML C OAHUM UK
HECKONbKUMU paKkTopamm
puUcKa

BTOPUYHAA
MPOOUNTIAKTUKA

l

TPETUYHAA

NPOOUTAKTUKA

l

Knuhuueckoe 3abonesanune:
XapaKTepHbIE NPU3HAKM U
CHMMNTOMbI

CHu3uTb 33601€83EMOCTb U
CMEPTHOCTb II0AEH,
cTpapaiowmx 3abonesanuem,
npeaorepauwan byayuue
OC/IOKHEHUA

BOCCTAHOBJ/IEHUE

WHBAZIMQHOCTD

CMEPTb

Pucynox 5. Memoouv nepsutHoti, 8mopu4Hoti u mpemuunoti npopunaxmuxu. Adanmuposano us Perez M., Abisaad ].A.,
Rojas K.D. et al. Skin cancer: Primary, secondary, and tertiary prevention. Part I. ] Am Acad Dermatol. 2022;87(2):255-268.

doi: 10.1016/j.jaad.2021.12.066
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Figure 5. Methods of primary, secondary and tertiary prevention. Adapted from Perez M., Abisaad ].A., Rojas K.D. et al.
Skin cancer: Primary, secondary, and tertiary prevention. Part I. ] Am Acad Dermatol. 2022;87(2):255-268. doi: 10.1016/j.
jaad.2021.12.066
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OB3OPHBIE CTATbHU

He BbI3bIBaeT cOMHEHMIT (DAKT, YTO CHIDKEHUE CMEPT-
HOCTM BO3MOXKHO 33 CYeT YCTpaHeHM: BO3MOXKHBIX IIpHU-
unH 3HO ko1, B CBA3M C YeM MOBBIILIEHNEe IPAMOTHOCTH
B BOIIPOCAX 3/]0POBbs HACE/IEHNA ABIIAETCSA OFHON U3 IPU-
OPUTETHBIX 3aJla4 B TaKTMKe BefleH)dA IAIMeHTOB B Iep-
BIYHOM 3BeHe 37jpaBooxpaHeHms [40].

Hamnune gocTaTouHOro BpeMeHM /st paboThl C Maly-
€HTOM, 4YTOOBI 3aJaTh IPUIIE/IbHbIE BOIIPOCHI, JeMOHCTpA-
LVIsI TIPMEMOB CaMOOOC/IEOBAHNS KOXI U TMMQpATIIECKIX
Y37I0B TakoKe SBJIAIOTCSA BAXKHEIIINM YCTOBUEM IIPOQU-
JIAKTUKM U TIOBBIMIEHN MEJUIVHCKON rpamMoTHOCTH. Ca-
MOOGC/IefOBaHNe MAMEHTOM KOXI, KaK 3¢ ¢eKTuBHas
IIOBeJIeHYeCKas CTPATeryus, PacCMAaTpUBAeTCA B KadyecTBe
MIOTEHIMATbHO IOT€3HOTO MHCTPYMEHTA IJIA CHIDKEHNA
PUCKa peuuauBa M CEpbE3HBIX IOCIENCTBUII METaHOMBI,
II03BOJIAA MALMEHTaM CaMOCTOATENbHO OOHAPY>KUBATD I10-
JO3pUTeNbHbIE HEBYCHI, TOPAsKEHVS MM M3MEHEHNS KOXIL.
JlokasaHo, 4TO MAIMEHTHI C METAHOMOI, 0OHAPYKUBIIIVE
PeLMAMBEL METAHOMBI CAMOCTOATEIBHO, MeN 60Jiee BbI-
COKYIO BBDKVBAeMOCTD, YeM IAIMEHTDl, Y KOTOPBIX pely-
IUB OBUI BBISBIIEH BpadoM [41].

HaBbIkM MemUIIMHCKOM TI'PaMOTHOCTY IIPeACTaBIAIOT
c060it CTereHb, B KOTOPOIT JIIOAM MOTYT HOMy4aTb, 0Opa-
6aTbIBaTh 1M MOHVMATb OCHOBHYI0 MEAVILIMHCKYI0 MH()Op-
MAIVI0, HeOOXO[UMYIO ISl IIPUHSTIS COOTBETCTBYIOMINX
pellIeHNiT B OTHOLIEHNM COXPaHEHMA ¥ YKpeIUIeHNs co0-
CTBEHHOTO 3[]JOpOBbs. AKTUBHOE J IIOCTOSIHHOE O3HaKOM-
JleHMe Bpadveil, 0COOEHHO IEPBUYHOIO 3BEHA 3[[PABOOX-
paHeHusA, M HMPOKUX C/IOeB HaceleHMs C IpU3HAKAMU
n kputepraMn 3HO KoM Ha paHHUX 3Tamax PasBUTKA:
maMATKN ¢ u3obpakenneM 1 ¢oTtorpadusiMm MeTaHOMBDI
B CTQIMM PAAMaIbHOTO POCTA HA PA3HbIX YYaCTKaX Tela Ha
pabodem cTore Bpaya, IIyOIMKALNY CTAaTell B HAYIHO-TIPAK-
TUYECKUX >KyPHaJIax Ui Bpadell o6Ieit IPaKTUKYU 1 Bpa-
Yeil-TepareBTOB O NPUHIUIIAX U BO3MOXKHOCTAX PAHHETO
06HAPY)KeHNST METAHOMBI KOXXI, JOCTYITHAS M KOPPEKTHAs
nHdopMarsa Ha oQULMATbHBIX caliTaX, 06pasoBaTenbHbIe
BeOVMHAPBI, OPraHN30BaHHBIE HE3aBUCHUMBIMI 9KCIIEPTAMU
B 0071aCTH 3[[paBOOXPAHEHMs, OPraHM3aLMsI MOCEI[eHIs
BeOMHApOB paboTopaTeneM, MOTYT CIYXWUTb 3ddexTns-
HBIM METOZ[OM IIOBbIIeHNsT nHpopmuposanuHoctu o 3HO
KoxKu [42].

ITanumenram c BnepBble auarHoctupoBaHHbiMu 3HO
KOXXI1 HeOOXO[VIMO TIPEOCTABIIATD IIOJIHYIO Y MCYePIIbIBa-
IOIYI0 MHPOPMAILUIO 0 3a60/IeBaHMY, 00513aTeIbHOM /lede-
HUI 11 COOTIIOEHNN PEKOMEHALNII JIeYallero Bpava. Stege
H. ¢ xommeramu (2022) mOCTaBUIN 1{€IbI0 PETPOCIIEKTHB-
HOTO aHa/M3a MEMIIVHCKONM JOKyMeHTauuy 714 nmanueH-
ToB (40,9 % >xeHuuHbI) co 3HO koxu, B Bo3pacte oT 18 1o
89 net (cpemuuit Bospact 61,8 1eT), n3ydeHne NCTOYHNKOB
uHpopManyMy O 3KOpoBbe. Y OOBUIMHCTBA IAIVIEHTOB
(76,9 %) 6bUTa OMATHOCTMPOBAHA 37IOKAYECTBEHHAS Mera-
HoMa. HesaB1crMo oT BO3pacTa, OCHOBHYIO NH(OPMAINIO
0 3a00/IeBaHMY HALMEHTHI IIOJYYalIy OT Bpada-OHKOJIOTa
(n=526) n Bpaua obujeit mpakTuku (n=374). Mudopma-
M0 13 MHTepHeTa nony4an 301 4enoBex, HO YacToTa ero
UCIIONIb30BAHMA MHTEPHET-PECYPCOB YMEHDIIATACh C BO3-
pactoM p = 0,052. VI Hao60pOT, Muila B BO3pacTe CTaplie
65 yeT wamle monydanu MHGOPMALUIO OT Bpada obuiel
IpaKkTUKY, 4eM Oojee Momopble yuacTHuku (p = 0,043).

Takum 06pasom, HaIueHTbl Golee MOJIOZOrO BO3pacTa
JTydIlle OfITOTOB/IEHbI K MOMCKY MHPOPMALIUN O 3[J0POBbE
B MHTepHeTe. KpoMe Toro, y 60mee 06pa3oBaHHBIX y4acT-
HIKOB 3HAYUTENbHO Y/IYYLINIOCh IIOHMMaHMe MH(pOpMa-
11, CBA3AHHOM CO 37[0poBbeM. TeXHOIOrnM 37IeKTPOHHOTO
30paBOOXPaHEHNs CTAHOBATCA BCe OoJIee pacIpoCTpaHeH-
HBIMJ B KauyecTBe OCHOBHOTO VMCTOYHMKA MH(OPMAINIL,
B CBA3MU C 4eM KpajiHe BaXXHO 00y4arh manyenTos co 3HO
KOXXJ [PAMOTHOCTH, B TOM YICJIe U1 B 00/IaCTH 9/IEKTPOHHO-
TO 3/IpaBOOXPAHEHNA, /Il IPUHATUA CAMOCTOATENLHOTO,
000CHOBaHHOTO pelleHys U IpuobpeTeHus OoblIel yBe-
PEHHOCTH B )KM3HN CO CBOMM 3aboeBaHmeM [43].

Emé omHmMM BayKHBIM acIIeKTOM SABJIAETCA U3ydeHMe B3a-
MMOCBA3) HaBBIKOB MENUIIVHCKOJ I'PaMOTHOCTU U YPOB-
HA BocnpuAtuA manyueHToM co 3HO KoXXM HeraTuBHOI
uHpOpMaLMU O COCTOSIHMM CBOero 3mopoBbs. Iloxasa-
HO, Y4TO HAaBBIKM MEJUIMHCKON I'PAaMOTHOCTU BIMAIOT HA
KOTHUTMBHOE BOCIPMATHE MHpOpPMAIMu O 3ab0/meBaHNu
(OMI 0,75, 95% 11 0,58, 0,96), a nuua ¢ BbICIINM 00pa3o-
BaHIeM 3Ha4YUTE/IbHO peXke IyMalOT O pPe3y/IbTaTaX FeHeTH-
geckux TectoB (P = -0,66) 1 MeHbllle OBEP>KEHBI CTPECCY
(B = -1,15). OrmeueHa B3aumocss3b (p <0,001) Mexxmy Me-
AMIVHCKOJ IPAMOTHOCTBIO ¥ PYICKOM Pa3BUTIA MeTaHOMBI,
B/IMAIOLIAS Ha YaCTOTY MBIC/IENt O Pe3y/IbTaTax TecToB [44].

Takum o6paszom, mpoduaakTuyecKue MeponpuUsTUS
MOTYT OTCpOUNTD nporpeccuposanne 3HO xoxu, a MOBbI-
IIeHe MeIMIIMHCKOV IPAMOTHOCTY HaCe/IeHUA B KOMIIEK-
ce MepoNpHATHIL 110 CHIDKEHNIO 3amylieHHocTu mo 3HO
KOXKI TpebyeT Ha/lbHelIIero yCuaeHns U IpopaboTKY AaH-
HOJI IIpOG/IeMBIL.

IlepcnieKTUBBI yAyUYIIEHU A
panHen pAnarsoctuku 3HO
KOXKH

B Hactosmmit MmomeHnT B Poccuu paspabaTbIBaOTCs

U BHE[[PAIOTCA B IPAKTUKY COBpEMEHHbIE MHHOBALMIOHHbIE

MeTopbl paHHel auarHoctuky 3HO xoxun. Opnaxo, mid

CHIDKEHIA TI0KasaTesls BbICOKON 3amymeHHocTu mo 3HO

KOXJ HeOoOXO[VIMO YCWIUTh paboTy B MEpBUYHOM 3BEHE

3[IpaBOOXPaHEHN 110 KOHTPOIbHON MapIIPyTU3aly Bbl-

ABJIEHHOTO NalMenTa ¢ mogospenueM Ha 3SHO xoxu B ce-

I[a/IM3/[POBAHHOE OHKOJIOTMYECKOe YUPeX/eHNe, a TaKxKe

HOBBICUTD IPO(PECCHOHATIBHYIO ¥ KOMMYHUKATUBHYIO [Of-

TOTOBKY MEJVIIHCKOTO IIEPCOHA/Ia HAPA/y C IOBbILIEHUEM

MEIVMIIVHCKON I'PaMOTHOCTY HaCeIeHNA.
3apyb6esxHble KOIErN Tak)Ke OTMEYaloT Psifi aClIeKTOB,

KOTOpble HeOOXOAMMO YCUINTD B IEPBUYHOM 3BEHE 3[pa-

BOOXpaHEHN: I IOBBILIEHNA KadeCcTBa PaHHel MarHo-

cruky 3HO xoxu, cpefit KOTOPBIX:

1. mpodwnakTuka (peryrspHble NpoduIaKTUIecK1e Oc-
MOTPBI B TPYIIAX C BBICOKMM PUCKOM IIO MeTaHOME,
MOHUTOPMHTI IAIVIEHTOB C IOBPEXJEHHON KOXeil OT
BoapericTByg YOV u/vwm npodeccnoHanbHbIxX GakTo-
POB pucKa);

2. paHHAA AMarHOCTMKA (IIOBBILIEHNE KadyecTBa MHTEp-
IIpeTaluyu IEePMATOCKOINYECKOTO MCCIEOBAHNA, [M-
HaMM4ecKoe KapTUpOBaHye KOXXI B TPYIIINaxX PyUCKa);

3. MapmpyTusanusa (CHIDKEHMe 3aJepXKKu BpeMeHU
MeXIy KOHCY/IbTalMell Bpaya IEepBMYHOIO 3BEHA
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u GyoIICHeit, OTIPABKOI GMOICUM 1 OTyYeHIeM Aua-

THO33, TOBefleHMeM JIMarHo3a [0 CBefleHns HallMeHTa,

CHIDKEHME BPEMEeHMU HAIpaB/IeHMA K Bpady-OHKOJIOTY

VI Ha4a/IOM JIEYEHN);

4. mpollecc MEXIMYHOCTHBIX OTHOLIEHWI Bpay/HMalMeHT

(acrrexTsl 0bIIIEeHNS C anenTaMmn) [45].

3HaunmbIM (akTOpoM /1 paHHero BbisBreHus 3HO
KOXI SIBJIAETCSI HABBIK caMooOcienoBanys. B HacTosmuil
MOMEHT aKTHBHO paspabarsiBaioTcsi HOBble IT mpofgyKThI,
C IIpUMeHeHMeM HepoCeT ¥ HOBEIero MporpaMMHOro
obecrievyeHs, B TOM 4YUC/Ie AJI1 CMapT(OHOB, IIO3BOJIAIO-
I¥ie TI0/Ib30BATE/IAM CAMOCTOATE/ILHO IIPOBOANTD AVCTAH-
IIMIOHHDIJI CKPMHUHT 06pasOBaHMII KOXY U IIOMOTAOIIe
IIPUHUMATb pelIeHMe O HeOOXOAMMOCTM OYHOIO BM3UTA
K Bpauy. IIprMepoM Takoro MOOMIbHOTO IPUIOKEHNUS MO-
XKeT ObITb Ipunoxenue «IIpo ponyHkm», paspaboraHHOe
Ha Kadenpe KOXKHBIX U BeHepudeckux 6omesueit ®IBOY
BO ®I'bOY BO «IIpuBomKckuil 1ccnefoBaTeIbCKUit Me-
munyHCKui yHuBepcuter» «IIVMIMVY». Kak mpasuo, He-
BpPOXX[ICHHBIE ~METAHOLUTAPHbIE HEBYCHI
B JIETCTBE, PacTyT B PaHHEM B3POCIOM BO3pacTe, 3aTeM
[IPEKPAIIAIOT CBOI POCT U MX JUAMETP OOBITHO COCTAB/ISIET
MeHee 5 MM. DBOMIOLMA CYLIECTBYIOIIX Ha KOXKe HEBYCOB
MHTepIpeTUPYeTCA NMalyeHTaMy HeofHO3HadyHo. C OfHO
CTOPOHBI, YaCTh IAIVMEHTOB CTPajaeT KaHiepogoOert,
C Ipyroil — 4acThb HAllMEHTOB MTHOPMPYET JaxKke Cylle-
CTBEHHbIe M3MeHeHusA (TpaHcopmanys GopMbl, IpaHML,
yBe/IN4YeHue B pa3Mepe), He IpyaaBas UM 3HadeHuA. JacTob
HEBYCOB, JIOKa/JM30BAaHHBIX Ha KOXK€ BOJIOCUCTOI YacTH
TOJIOBBI, CIIVHBI, IIOJIOBBIX OpraHax, TPYLHOILOCTYIIHA IJIS
CaMOCTOATE/IbHOTO OCMOTPA MALMEHTOM, M JUINTEIbHOe
BpeMs IIPOUCXOAALUe M3MEHEHNsI MOTYT OCTaBaThCsl He-
3aMe4YeHHBIMH. [lepCcIIeKTVBHBIM BUANTCA CO3[aHNUe LIKO-
nbl «30poBas KoXKa» Ha 6ase IOMMKINHUKK, KOTOPYIO
OyZmeT KypupoBaTb Bpad-JlepMaTOBEHEPOIOr U BeCTM Ca-
HUTAPHO-IPOCBETUTETIBHYI0 PAOOTY C IIMPOKUMIU CIOAMU
Hace/leHns.

Hanbonee 3¢ ¢dexTVBHBIM MeTOLOM paHHEil IMarHo-
ctuku 3HO koxu, BK/IIo4asA pefKue T0Kann3alum, OCTaeT-
cs1 TpOMIAKTIYECKUIT OCMOTP MalyieHTa BpadoM-/iepMa-
TOBEHEPOJIOTOM C JICIIO/Ib30BAHVEM JIepMaTOCKOIIIYeCKOr 0
uccnenoBanus [46]. B mocimegHme Tofpl B KIMHUYECKYIO
IpPaKTUKy  Bpadeil-JepMaTOBEHEPOJIIOTOB  BHEAPSIOTCA
¢ poBOe IePMATOCKONNIECKOe UCCIeOBAHNE, XapaKTe-
pu3ylolieecs BBICOKOI 4yBCTBUTEIBHOCTBIO U Crierudud-
HOCTBIO, U1 UICKYCCTBEHHBIII MHTE/UIEKT, KOTOPbIe IOMOTAIOT
B IPVHATUM PELIeHNs NpU IPOBefeHMN NpOopUIaKTIIe-
CKMX OCMOTPOB I Ja/IbHeiIIell MapIIpyTU3aliuyl IaljyeH-
TOB C IOJO03PUTETbHBIMU HOBoo6pasoBaHM;1MM KoXu [21,
47-49]. [Ina oueHky TpaHCPOPMALNMM METaHOLMTAPHBIX
HEBYCOB U OIIpefe/ieHus HOBOOOPa3OBaHMII KOXU «de
novo» TPUMEHsIETCS KapTUPOBaHIE KOXXHOIO IOKPOBa
¢ dorodukcanmeil IepMATOCKONNIECKUX M300paKeHNUI
[50]. TlaumeHTaM CO MHO>KECTBEHHBIMY HEBYCaMU KOXU
(50 u 6omee) kapTupoBaHue KOXu 60mee 3¢ HeKTUBHO 1O
pAny IpUYMH: PYTMHHAs [epMaTOCKONMA KaKIOTo He-
Byca TpebyeT GOIBIIOrO KOINYECTBA BPEMEHM, OIUCATh
TOYHYIO JIOKAJIM3AIMI0 HEBYCOB [OCTATOYHO CJIOXKHO,
¢dorodukcanua M3MeHeHMI 3aTpyfgHeHa. B HacTosmuil

IIOABJIAKTCA

MOMEHT IIpOLeypa KapTMPOBAaHMA KOXI sB/IAETCA HaM-
6oree yno6HOIT, OHAKO TPebyeT 3aKyIIKM JOPOrOCTOsIIIIe-
ro 060pyIOBaHMA.

VlckyccTBeHHbIE HEMIPOHHBIE CETH HAILIM CBOE IIPMMe-
HeHMe BO MHOTUX cepax >KU3HeMeATeIbHOCTY YeNoBeKa,
BK/IIOYAsl ¥ CUCTEMY OKa3aHMA MEAMIMHCKON ITOMOIINL.
Maremarnyeckass MOJ€/Ib MCKYCCTBEHHOV HENPOHHO
CeTU U TeJIeMeAMNIIMHCKIEe TeXHOJIOTUN MO3BOJIAIOT IIPOBe-
cTu paHHOK guarHoctuky 3HO koxu Ha unpoBbIX 130-
OpaXeHMsAX Yy LIMPOKUX CloeB HaceneHus. CBepXTOYHbIC
MCKyccTBeHHBble HevipoHHbIe cety (Convolutional Neural
Network, CNN) npogeMOHCTppOBaIy BBICOKUIT IOTEH-
uan B aBTOMaTusuMpoBaHHoON AmarHoctuke 3HO xoxu,
Omaroaps aHaMM3y M300paXKeHWIT ¢ IPOCTPAHCTBEHHON
CTpyKTYypOIL [22, 47, 50, 51].

ITocne obpaieHns K Bpady HepBUYHOTO 3BeHA 3[pa-
BOOXPAHEHNUs] INEPCIHEKTUBHBIM BUAUTCA 00sI3aTebHOE
unpopmuposaHue o nogospernu Ha 3HO u ybexpeHne
HalMeHTa O HeOOXOAMMOCTU CIIeOBaHMs BCeM PEeKOMEH-
JauysAM Bpada ¢ 00s13aTeNbHBIM COXPAaHEHMEM «0OPaTHOI
CBA3U».

3aknaroueHue

Bricokas samymennocts o 3HO xoxu, BKmouas Me-
JTAHOMY, ABJAETCA KOMIIJIEKCHOM MeJIMKO-COLMaIbHOI
npo6eMoil, BKIIOYAOIIell HeJOCTAaTOYHYI0 IOfTOTOBKY
MEIUILINHCKOTO TIePCOHAIa; CabyI0 MHPOPMUPOBAHHOCTD
MAIVIEHTOB O B@KHOCTYM HPOXOXKIEHMA INPOPUIAKTIIE-
CKIX OCMOTPOB J1 CepbE3HOCTM 3abojeBaHMsA; IPOOeEbl
MapUIPYTU3ALUY BbIABIEHHOTO B IIEPBMYHOM 3BEHE 3[[pa-
BOOXPaHEHN MallMeHTa B CIelManu3ypoBaHHOE OHKOJIO-
I'MYeCKOe YUPeX/eHNe; OTCYTCTBIE Y MAllM€HTOB HaBbIKOB
«caMo0OCIeToBaHMsI» KOXKI; OTCYTCTBUE LIKOJBI «30pO-
Basi KOXa» J/Is IIMPOKUX C/IOEB HAaCeleHNs.

Hna cHWKeHMs BBICOKOI 3amymeHHocty 1o 3HO
KOXU, BK/II0Yas METAHOMY, ¥ ONTUMMU3ALUM MapLIPYyTH-
3aIVM TTAIMEeHTOB MOCTIe OOpaIeHNs K Bpady HepBUIHOTO
3B€Ha 3J]PaBOOXPAHEHNS HEOOXOAMNMO:

1. obsA3aTenbHOE NPOXOXK/IEHNE TIEPUOAIIECKOTO TPpOdM-
JIAKTUYECKOTO OCMOTPa, 0COOEHHO B BO3pacTe CTaplie
40 ner;

2. momHoe QusnKambHOE 00CIeNOBaHME C TIIATETbHBIM
c60poM aHaMHe3a ¥ ITO/THBIIT OCMOTP KOXKY TEPALIEBTOM
B paMKaX [MCIaHCepU3aluy Ha NpuéMe B IIEPBUYHOM
3BEHE 3/[PaBOOXPAHEHNS;

3. mpuMeHeHMe O0s3aTENBHOIO [E€PMATOCKOIMUYIECKOTO
uccnefoBanus nsa paHHel amarHoctuku 3HO xoxn
Bpa4YOM-/IEPMATOBEHEPOIOTOM, a IIPM BO3MOXKHOCTU
IVMHAMMYEeCKOe KapTUPOBAaHME KOXU C aHAIM30M MC-
KYCCTBEHHBIM MHTE/IIEKTOM;

4. mosbleHNe MPOECCHOHANBHOI M KOMMYHUKATHBHOI
HOATOTOBKM MEIMIIVHCKOTO IepCOHaIa MpU OOIeHN
C MaLMeHTOM, OCOOEHHO C BIIepBbIE AMarHOCTHPOBAH-
HeIM 3HO KOXXU, HOCKONBKY ICHMXOCOIMANbHble (ak-
TOPBI BAVAOT Ha OTHOIIEHME MaI[ieHTa K COOCTBEHHO-
MY 3[OPOBbIO;

5. TOffiep)KaHUe IIPEeMCTBEHHOCTM B paboTe Bpaueii-
TepaneBTOB 1  Bpaueil-JepMaTOBEHEPOIOTOB  Jis
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TIOBBIIIEHNMA Ka4eCTBA U YCKOPEHNA OKa3aHMs KBajll-
$uLMPOBAHHO MEIVIIMHCKOI ITOMOLIY;

6. co3faHMe B IOMMK/IMHUKAX LIKON «3[J0POBas KOXKa»
I/ TIOBBIIIEHNE MeNMIIMHCKONM TPaMOTHOCTU Hacese-
HU ¢ 00s13aTeIbHBIM MH(OPMIUpPOBaHe 06 OIIaCHOCTH
st 3popoBbst 1 xu3Hu 3HO xoxxu, o6ydeHnem HaBbI-
KOB CaM0OO0OC/IeOBaHNA KOXII;

7. TIpUBJIEYCHME TEXHOJIOTMII 3/EKTPOHHOTO 3[[PaBOOX-
paHeHNA B KadecTBe JOIOTHUTEIBHOTO MCTOYHUKA
MHPOPMALINIL.
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The Possibilities of Using the Reds System
in Clinical Practice

Pesome

MpeacTaBieH 0630p MTepaTypbl, B KOTOPOW OMMUCHIBAETCA YHMKa/IbHAA MO6W/IbHAA HEMHBA3MBHAA CUCTEMA ANS U3MEPEHWS COBOKYMHOro 06bEMa
XUAKOCTU B Nérkux — ReDS, nccnegopanue eé 3¢ppeKTUBHOCTM Ha KUBOTHbIX, 06POBO/IbLLAX, @ TAKKE OMbIT MPUMEHEHUSA B KIMHUYECKON NPaKTHKE.
MpoBeAé&H aHaIM3 OTeYeCTBEHHbIX U 3apy6eXHbIX IMTEpaTypHbIX UCTOYHMKOB nopTanosB PubMed, Web of Science, Nature, ony611koBaHHbIX B nepu-
o/, 2012-2024 ropgos. ExxeroaHo Bo BCéM MUpe HabogaeTcA TeHAEHLMA K YBENMYEHMIO YncNa 6O/BbHBIX C XPOHUYECKOW CepAeYHOIN He0CTaTOuHO-
cTbto. KtoueBoli Npo61eMoi ANarHoCTUYECKOro MOMCKa OCTAéTCA paHHEe BbifBIEHWNE €KOMMEHCALMN XPOHNYECKOWN CepAeYHOM HeA0CTaTOYHOCTHU.
OAHVM 13 HaAEXHbIX U PAHHUX MapKEPOB HafBUratOLWENCA OCTPO AEKOMMEHCALMM XPOHUYECKOWN CepAEYHON Hef0CTaTOYHOCTU CTYXKUT MOHUTO-
PVIHT MoKasaTesif 06bEMa KUAKOCTU B NErKUX. OnpegeneHne nokasaTens o6bEMa XKUAKOCTU MOXKET CAYXUTb KPUTEPUEM NPOBEAEHUA KOPPEKLUM
NPOBOAMMOIA Tepanuu, 4To, B CBOKO OYEPeAb, AOMKHO MOBAMATL HAa YacTOTY MOBTOPHbIX rocnuTanunsauuii. Takum o6pasoM, KU3HEHHO HeobXxoan-
MbIM A/11 fla/IbHENLLIEero BeJeHNs NaLMeHToB C OCTPON eKoMMeHcaL el XPOHUYECKOM CepAeyHO HeA0CTaTOYHOCTU ABNAETCA KOHTPO/b BOJIEMUM,
a TakXe BbIfiB/IeHME U KOIMYECTBEHHOE onpe/enieHune cTeneHn 3actod. OLeHKa o6bEMa KUAKOCTU ABNACTCA K/OYeBbIM GaKTOPOM NMpU BeeHUN
NaLMeHTOB C XPOHNYECKON CepAeyHON HeJ0CTaTOYHOCTBIO B CTALMOHAPHBIX M aMby1IaTOPHBIX YC10BUAX. MOHUTOPUHT ReDS 3HaunTensHO CHMKaeT
BEPOATHOCTb MOBTOPHOW rOCNUTaAM3aLMN C XPOHUYECKOWN CEpAEYHOW HEAOCTAaTOYHOCTLIO B TeYeHUe 3 MecALEB MOC/e BbIMUCKW, MO CPaBHEHUIO
C MaLMeHTaMu, y KOTOpbIX He MPOBOAMIOCh UCCNIej0BaHMeE Ha cucTeMe ReDS.

KnroueBbie cnoBa: ReDS, omék nézkux, cepoeyHas He00CMamoYHOCMb, dUazHOCMUKa OMEKa NE2KuUX
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Abstract

Areview of the literature is presented, which describes a unique mobile non-invasive system for measuring the total volume of fluid in the lungs ReDS,
a study of its effectiveness on animals and volunteers, as well as experience of use in clinical practice. An analysis of domestic and foreign literary
sources of the portals PubMed, Web of Science, Nature, published in the period from 2012-2024, was carried out. Every year around the world there
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is a tendency to increase the number of patients with chronic heart failure. The key problem of the diagnostic search remains the early detection
of decompensation of chronic heart failure. One of the reliable and early markers of impending acute decompensation of chronic heart failure is
monitoring of the fluid volume in the lungs. Determining the fluid volume indicator can serve as a criterion for adjusting the therapy, which, in turn,
should affect the frequency of re-hospitalizations. Thus, vital for the further management of patients with acute decompensation of chronic heart

failure is the control of volume, as well as the identification and quantification of the degree of congestion. Fluid volume assessment is a key factor
in the management of patients with chronic heart failure in inpatient and outpatient settings. ReDS monitoring significantly reduces the likelihood of
readmission to hospital with chronic heart failure within 3 months compared with patients not tested on the ReDS system.

Key words: ReDS, pulmonary edema, heart failure, diagnosis of pulmonary edema
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OJIXCH — ocTpas meKOMIIeH IV XPOHIYECKOIT cepAiedHol HefocTaTouHoCcTy, XCH — XpoHmdeckas cepiedHas HeJOCTaTOYHOCTD

@

Beepenue

ExxerogHO BO BCEM Mupe HaOMIOHAETCS TEHEHIVA
K YBE/IMYEHNIO IVC/Ia OOIBHBIX C XPOHIYECKOI CepPIedHOI
HepocratoyHocthio (XCH). Ilo cratucrtuxe, pacupocrpa-
nénnoctb XCH B Poccniickoit @epepauyy B 2022 ropy co-
craBwia 7,2 % [1]. Jexomnencauyss XCH crana npuanHoi
TOCIIMTANIN3ALUN B CTALIMIOHAPbI KAPAMOIOIMYECKOTO I Te-
pamneBTudeckoro npogueit 8 4,9 % Bcex ciaydaes. B 82%
C7y4aeB HpM IIOBTOPHOI TOCHOUTAIM3ALMM IIAlMEeHTOB
¢ XCH BbIsBIISICS T€KOMITEHCUPOBAHHBIN OTEK JIETKUX [2].

KiroueBoit mpo6/1eMoit AMarHoCTUYeCKOro MOMCKa OCTa-
€Tcs panHee BplABneHne gekomnencauyy XCH. Opnum us
HaJI&KHBIX 1 PaHHMX MapKepOB HAJIBUTAIOLIENICS OCTPOI
IEKOMIIEHCAllMl XPOHMYECKON CEepHleYHON HELOCTATOYHO-
ctu (OIXCH) cmyXuT MOHUTOPMHT IIOKazaTensi 00béMa
xupkoct B yérkux. OmpeneneHne mokasaremsi o6béMa
JKUJIKOCTH MOXKET CIY>KUTb KpUTepUeM IIPOBEJieHUs KOp-
PeKIVI IIPOBOAVMOI TEPAIINY, YTO, B CBOIO OUePefb, HOTDK-
HO IIOB/INATH HA YaCTOTY MOBTOPHBIX FOCIMTaIM3anuii [3].

Takum 06pasoM, >KUSHEHHO HEOOXONMMBIM /ISl alb-
Helero BegeHus mnanueHToB ¢ OJXCH saBisercsa KOH-
TPO/b BOJNEMMM, a TaK)XKe BbIABJIEHNE M KOIMYECTBEHHOE
onpepeneHye cTernenn 3acros. OueHka 06béMa KUIKOCTH
SABJIACTCSA KII0YeBBIM (aKTOPOM IIpM BeeHNU! HAlMeHTOB
¢ XCH B cTanMoHapHBIX 11 B aMOYaTOPHBIX YCTOBUSX [4].

buodmusnydeckas ocHOBa
rexHonroruu ReDS

CoBpeMeHHbIEe HEMHBA3VMBHbIE METO/bI OLIEHKM 3aCTOS
KMIKOCTY B JIETKMX BK/TIOYAIOT (U3MKaNIbHOE 00CIenoBa-
HUe, PEeHTTeHOrpayI0 OpPraHOB I'PYJHON KJIETKU M U3Me-
peHMe YPOBHs MO3TOBOTO HAaTpMITypeTHYecKOro IenTuza
B-Tuma, a Taxke KOMIIBIOTEPHYIO TOMOrpaduio opraHos
TPYIHOI K/IeTKH [5].

B 2015 rogy B CIIIA 6buta 3aperncTpupoBaHa TEXHO-
JIOTVisi HEMHBA3VBHOIO M3MEPEHUsA COBOKYIIHOIO O0b-
éma >xupkoctu B nérkux ReDS™ (coxpaménno or remote

dielectric sensing, T.e. «MCTaHIMOHHOE [JUIEKTPUIECKOE
u3MepeHne» — MOOWIbHAS CUCTEMA Jisi HEMHBA3UBHOTO
V3MEPEHNS COBOKYITHOTO 00bEMA JKUIKOCTH B JIETKNX), KO-
TOpas MOXKeT ABMATHCSA a/IbTePHATUBOI BbIIlIeTIepedCIeH-
HBIM MeTOfjaM M IIPMMEHATbCA B CTalMIOHape, Ha aMOyra-
TOPHOM 3Talle OKa3aHMA MEAUIINHCKON IMOMOIIY, a TaKXKe
B JJOMAIIIHUX YCTOBMAX [6].

Texuomoruss ReDS (Sensible Medical Innovations Ltd,
Heranwst, Vispannb) usmepsieT JUameKTpudecKie CBOMCTBA
TKaHeil. [laHHas TeXHOMOrMs OblTa CO3/jaHa CHelMannCcTa-
MU OT/ie/a UCCIeNOBaHuiT 1 paspaboTok us Vspamns nHa
OCHOBe BOeHHOII TexHomorunu «See through wall», mosso-
JIAIOLeil 0OHAPYXXMBATh OMONIOIMYeCcKiie 0OBEKThl CKBO3b
creHbl. XOTsI OHa Oblla IpefCTaBIeHA IMIMPOKON 061e-
CTBEHHOCTM Ha KPYTIHeJIell MeX/yHapOJHOI BbICTaBKe
II0 Ha3eMHOIT I BO3[[yIIHO-IeCAaHTHOIT 060poHe 11 6e3omac-
Hocty Eurosatory Tonmpko B 2022 romy, mepBas my6nmka-
1V1s1, OIMCBIBAOIasl MPUHINII paboThl «See through wall»,
nosBuIack B 2005 roxy [7].

YcrporictBo ReDS cocrout us AByX HaTYMKOB, 3aKpe-
IVIEHHBIX B JKIIeTe, KOTOPBIN MALMeHT HajieBaeT I U3-
MepEeHM TPOJIO/DKUTENBHOCTDIO OKOO 90 cexynp. [laTumkm
pacrosnararoTcs crepenyt — Ha TPyAu, M C3aiX — Ha CIIMHe,
C TIpaBOJ CTOPOHBI TY/IOBUINA ManyeHTa. yKnmeT mogxmova-
€TCsI C TOMOLIBIO Kabertst K KOHCO/M MOHMTOpa. Kaxkpsiit nat-
YMK IIpefCcTaBiieT co00il HeOOMbIIoe KPYIIoe YCTPOIICTBO,
CIIOCOOHOE TIepeiaBaTh ¥ IEPEXBAThIBATH SHEPIUIO, OTpa-
>KEHHYIO OT JIETOYHOI TKAaHV UM IIepefjaBaeMyIo Yyepes Hee.

HenHBasuBHOe u3MepeHue XUAKOCTY B JIETKMUX C IIO-
mo1bio ReDS mponcxoant crepyomum 06pasom: FaTInK
MOChIIAeT B OPTaHM3M 37IEKTPOMArHUTHBIE CUTHA/IbI MaIoi
MOIIIHOCTH, a IIepeXBauyeHHble CUTHA/Ibl OTPAXKAIOT JUIJIEK-
TpUUECKIe CBOJCTBA TKaHell, Ha KOTOpble OOsblile BCEro
BIMsIET UX XUJKOCTHOEe cofiepxumoe [8]. mamexTpude-
CKMiT K09 PUIMEHT MaTepuaaa HMpefCcTaB/IeH 4acTOTHO-
3aBUCUMBIM KOMIUIEKCHBIM YMC/IOM, ONMCBHIBAIOLIVIM €ro
B3aJMIMOJIEVICTBYIE C 9IEKTPOMArHUTHOV SHEPTyel, BKIYas
CTETeHN IOIJIOUIEHNs, OTPAKEHNUA U Yiep>KaHUA SHEPI WM.
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PasHble TKaHM XapaKTepU3YIOTCSA pasHbIMU AMIIEKTpHUde-
ckumu Koapounyentamn. [IocKonbKy Bofja nMeeT 0OYeHb
BBICOKUIT JimaneKTpuyuecknit koadduiment (oxomo 80),
AuaIeKTpudecKre Ko3(UIMEHTbI TKAHel OIPeNeIsIoTCs
[IPEUMYLIeCTBEHHO COfep)KaHMeM B HUX Skupkoctu. Ha-
IpuMep, 3[0pOBas >KMUpOBas TKaHb C HUSKUM COMepKa-
HUEM >KMAKOCTH XapaKTepu3yeTcsl OTHOCUTENBHO HU3KIAM
IUSTEKTPUIECKUM KO3 PUIVIEHTOM, TOT/ja KaK 3I0pOoBasdt
MBIIII€YHAsI TKaHb, OTHOCUTEIBHO 6OrarTast >KUAKOCTBIO, Xa-
paxTepusyercsi 60/mee BBICOKUM AMITIEKTPUIECKIM KO3b-
dunmentom. [uanexrpudecknit KoadduimeHT 1ErouHONM
TKaHM OIPEENIeTCS ANUIIEKTPUIECKUMIU KOoa(uiimeH-
TaMI KaXJIOTO U3 €€ KOMIIOHEHTOB I ¥IX KOHIIeHTpaIyel
(HampuMep, KPOBb, MAPEHXMMA JIETKMX, BO3AYX U MX OT-
HOCHUTeIbHBIE KOHI[eHTparun). [I0CKO/IbKy BO3LYX MMeeT
CaMBblIil HUSKUII [USTEKTpUIecKnit koadpduiuent, a gus-
JIeKTpUYecKye Ko3(QPUIMEHTbl OCTAIbHBIX KOMIOHEHTOB
KPOBM TIPYIMEPHO OfMHAKOBBI M 3HAYMTENIBHO BBILIE, YeM
y BO3[yXa, MO>KHO TOBOPUTb O TOM, YTO JIETOYHAasA TKaHb
COCTONT 13 [IBYX TUIIOB BBICOKOKOHTPACTHBIX KOMIIOHEH-
ToB. CrefoBaTe/bHO, BO3AYX [eaeT JUSNeKTPUIeCKUI
K09(GUIMeHT JIErOYHON TKAHM OYEeHb IYBCTBUTEIBHBIM
M IPSIMBIM MHANKATOPOM 00BEMHOTO COOTHOILIEHIST SKIUT-
KOCTY ¥ BO3AyXa, TO €CTb IIOKasaTeleM KOHLIEHTpaluu
JKUJIKOCTH. BpICOKas 4yBCTBUTENIBHOCTD 9TOTO IapaMeTpa
K KOHIIEHTPALMI XXUIKOCTHU SIBAETCS PUSNIECKON OCHO-
BOI IIp€JII0IaraeMoii BbICOKOI TOYHOCTHU Ipnbopa B 06Ha-
py>XeHum OTéKa NErKUX UM €ro MporpeccupoBaHusA C Tede-
HueM BpeMmeHn [9].

Oo6aacts npuMmeHenust ReDS

IMTpumenenne cucremsl ReDS no3sossiet nsmepsiTs ab-
CO/IIOTHOE 3HAY€HME YPOBHS JKUIKOCTY B JETKUX. YBEIN-
YeHMe KOMMYECTBA >KUJKOCTY B JEIKUX CBUMETETbCTBYET
o mexommneHcauyuy XCH.

Begymum MapkepoM pasBUTHA U IMATHOCTMKM Ce€p-
JE€YHOJ HEJOCTAaTOYHOCTY ABJIAETCA IOKas3aTelb AMypesa.
boio mpoBefieHO KIMHMYECKOE MCCeoBaHME CHCTEMbI
ReDS Ha 106pOBONIbLIAX, 1I€/IbI0 KOTOPOTO AB/IAIACh OLIEHKA
criocobHOCTH TOKasareselt cucteMsl ReDS koppennposarsb
Kak ¢ xmmHndecknM tedeHreM OJIXCH, mpossnaommmc
3acToeM JIETKUX, TaK U C M3MEHEHMeM COCTOSHUA OaaHca
>KkgKocTH. [lokasareny KOHLEHTpauun >XUKOCTY B JIETKUX
y maunenTos ¢ OIXCH, no ganabiM cuctemsl ReDS, xoppe-
TIMPOBAJIV CUJIbHO CBA3DIO C IMype3oM nanyeHTos. Ha nmpo-
TSDKEHUM BCeV TOCIIMTAMN3alNi IToKa3aTeny cucteMbl ReDS
AEeMOHCTPUPOBAIN TIOIOKUTENbHYIO IMHAMMKY M COOTBET-
CTBOBA/IM KIMHMYECKOMY Y/IY4IIEHMIO NMAaIVIEHTOB, a IIPU
CpaBHEHMM MCXOJHBIX IIOKaszareneil cucteMbl ReDS u npu
BBIIVICKE BBIAB/IATIOCh 3HAYUTE/IbHOE yy4lienye [10].

CpaBHuTEeAbHAS
AVIATHOCTHYE€CKasl HEHHOCTH
cucreMmbl ReDS

BaxHoiI 3amadeit mpuMeHeHns cucteMbl ReDS aBnaet-
Csl COMOCTaBJIeHMe e€ MoKa3aTesieil ¢ JaHHBIMU IPYTUX Me-
TOJUK M3MEPEeHMS KUJKOCTU B JETKUX, a TAKXKe KOppesi-
1y ¢ ApyruMu MeTopmkamu auarnoctuku XCH B nemom.

B HacTosAmee BpemsA 30/I0THIM CTaHIAPTOM HM3Mepe-
HUsA KUIKOCTY B NIETKUX SABJIAETCS METOJ, KOMIIbIOTEPHON
tomorpadum. ViccnemoBaHue cBssell mokasarenein ReDS
Y KOMITBIOTEPHOIT TOMOTrpadut IpOBOAUINCH MHOTM 32-
PYOEXKHBIMY, @ TAK)Ke OT€YeCTBEHHBIMM YYEHBIMIL.

B 2013 ropy BbIIIa HayYHas CTaTbsA, B KOTOPOJ IIPO-
BOIW/IACH OLleHKa 3 dexTnBHOCTI cucTeMbl ReDS Ha xu-
BOTHBIX M Ha HalMeHTax-fobpoBonmblax. VccnegoBaHime
MO3BO/IM/IO CPAaBHUTH JAHHbIE KOMIIBIOTEPHONM TOMOTIpa-
¢un n ReDS. Pesynbratsl, nomydenHsle cuctemoit ReDS,
MTOKa3a/y BBICOKYIO UyBCTBUTENbHOCTD K MISMEHEHMAM CO-
HepKaHMA JEroYHOM >XMAKOCTY. CpaBHUTENbHBIN aHAIN3
nokasareseii cucreMbl ReDS 1 JaHHBIX KOMIIBIOTEPHOIT TO-
Morpauy Ha MOJeN CepIeYHOI HelOCTaTOYHOCTH Y CBU-
Hell IpOJEeMOHCTpUPOBaN, 4To TexHomorusa ReDS Touna
B OOHAapy’>KeHMM H3MEHEHNJI KOHLIEHTPAaLMU >KUAKOCTHU
B JIETKMX, O 4éM CBUIETETIbCTBYIOT BBICOKME K03 duum-
entbl koppersinnu ICC (koadduiineHT BHYTPUKIACCOBOI
koppemsauuu) u [Tupcona, pasusie 0,95 [9].

B 2016 ropy B xypHane International Journal of Car-
diology 6bia omy6nukoBaHa CTaTbsi, B KOTOPOIT IPUBO-
JOWIACh BanujalyA TE€XHONOTUM JUINIEKTPUYECKOTO W3-
Mepennsa ReDS pnsa xonnuecTBeHHON OIEHKM COCTOSHUA
JIETOYHOI JKUAKOCTU IIyTEM CPABHEHMSA C KOMIIbIOTEPHOI
TOMOrpadell I'Py[HOI KJIETK! BBICOKOTO paspelleHNs
y HaIYIeHTOB C OCTPOJ CepAeYHOil HEeZOCTATOYHOCTHIO
u 6e3 Heé. [laHHOE MCCIeOBaHNe IPOIEMOHCTPUPOBAJIO,
YTO KO/IMYECTBEHHOE OIIpefielieHNe COMEP>KaHUA KU
KOCTM ¢ momompbio cucrembl ReDS TecHo koppenmpyer
C JJaHHBIMM KOMIIBIOTEPHOII TOMOrpaduu Ipu Kommde-
CTBEHHOM OIIpefe/ICHUN COLEP)KaHUsA JTETOYHON KULKO-
crm [11].

B npyrom uccneposanum, mpyu CpaBHEHUM KOPPELALUN
nokasaresneit ReDS ¢ maHHBIMM KOMIIbIOTEPHOI TOMOTpa-
¢uy, 6BUI0 BBIABICHO, YTO TOYHOCTD M3MEPEHUIT TEXHOJIO-
run ReDS comocraBuma ¢ pesynbTaTaMyi KOMIIbIOTEPHOI
ToMorpadui, ypoBeHb KOPPeALuM cOCTaBsgeT 94 %. Otu
JAHHbIE MOATBEPXKJAIOT BO3MOXKHOCTYM 3aMEHBI KOMIIBIO-
TepHOIT ToMorpadum obcmemoBaHmeM Ha cucteme ReDS
UL M3MepeHMs aOCOMIOTHOTO 3HAYEHN A YPOBHSI SKUAKOCTHI
B Mérkmx [12].

Yro kacaercs fpyrux MeTofioB guarHocTuky XCH, Ha-
npumep, 3ouauposanus no CyoHy-Tanny, To 6bu10 ommy-
O/MKOBAHO WCCIEHOBaHNE, IO pe3ylbTaTaM KOTOPOTO
Y4EHBIMY OBbIT CHeNIaH BBIBOJ], YTO B HEKOTOPBIX CTydasx
ReDS-nmnarsoctnka MoKeT ObITb JCIIO/NIb30BaHA B Kade-
CTBE HEMHBA3VMBHON aJbTEPHATMBBI 30HAVPOBAHMIO IIO
Cyony-lanny, tax Kak Oblna OOHapy>KeHa KOppemsauys
MeXy IOKasaTenAaMu cuctembl ReDS n maBnenuem saxmm-
HUBaHUA B NETOYHBIX KanmmunApax. [lokasarenb cucreMbr
ReDS B npepenax HOpMbI MMeeT BBICOKYI0 IIPOTHOCTUYE-
CKYIO LIEHHOCTD (95 %), CBUIETENbCTBYIONIYIO O IaB/IeHUN
3aK/IMHUBAHNUA B JIETOYHBIX KAWIIAPax MeHee 18 MM pT.
cT. [13, 14].

[TpoananusupoBas pes3y/nbTaThl M BBHIBOABI U3 HAyY-
HBIX IyO/MMKalMil 10 HaHHOJ TeMe, MOXKHO CJelaTb 3a-
K/IIOYeHMe O TOYHOCTM HaHHBIX ReDS, mo cpaBHeHmio
C KOMIIBIOTEPHOI TOMOrpadueit OpraHOB IPYIHON KIETKIL,
HOATBePXKAEHHYIO BBICOKMMMU KO3 PULIMeHTaMM COOTBET-
CTBUAL.
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ReDS kak naHpuKaTop pucka
passurust OAXCH

Paspurue OJIXCH y naumenta ¢ XCH B aHamHese
HeTIpeMeHHO IPMBOAUT K TOBTOPHOI TOCHUTaNM3aluy,
BBICOKOMY PUCKY PasBUTHUA OCIOXHEHUI M B II€JIOM He-
raTMBHO CKa3bIBaeTCs Ha KiamHu4Yeckom Tteuenuy XCH.
IIpencraBneHo ucciefoBaHue, B KOTOPOM IIPOBOAM/IACDH
OlleHKa MCIIO/Ib30BAHM [TOKa3aTenel cucreMbl ReDS B ka-
4yecTBe KpUTepusA OL[eHKU TOIMYCTYMOCTY BBIIMCKH 110 CYM-
MapHOMY 00BEMY )KMAKOCTY B JIETKMX Y IIAL[IEHTOB, CUUTA-
IOLMXCSI KIMHMYECKN TOTOBBIMU K BBIIINICKE.

PesynbraT nccnenosanus cuctemnol ReDS nokasan mpe-
JKIIEBPEMEHHOCTD BBIMMUCKM Ha 32 %, TaK KaK y 9TUX Ialu-
€HTOB COXPAHS/INCh MOBBIIIEHHBIE CYMMapHble 00DbEMBI
KUOKOCTU B NErkux. [IpuMeHeHMe mokasarens CUCTEMBI
ReDS B kauecTBe KpuUTepusA JOCTIDKEHNS ONTUMATbHOTO
pesynbTaTa jle4eHusA I03BOJAET He HONYCTUTb BBINNUCKY
MAIMIEHTOB C IMOBBIIIEHHBIM 00 BEMOM KUIKOCTU B JTETKIUX,
TeM CaMbIM CHU3MB YPOBEHD IIOBTOPHBIX FOCTINTA/IN3ALINII
[4, 15, 16].

B 2012 rogy aBropom Dan Rappaport 6b110 orry6mmko-
BAaHO IepBOe KIMHUYeCKoe MccefoBanme cucteMbl ReDS
Ha po6posoinbiax. [Tokasaremn ReDS ouenmsamucep B yc-
JIOBUSIX TOCIIMTA/IN3ALNN, @ TAKXKe HA aMOYIaTOPHOM 9Ta-
Ie TIOoC7ie BBIMNMCKM M3 CTalllOHapa B TedeHue 3 MecsAleB.
B mepuop rocnmranusanyuy y MalMeHTOB OTMEYEHO CHM-
JK€HIE KOHLIEHTpaLMM XXULKOCTU B JIErKux Ha 18+8 %, mo
ITaHHBIM cuctembl ReDS, 4To ykasbiBaeT Ha «BbIChIXaHME»
nérkux. CHIDKeHue ToKasaresneit cucrembl ReDS nomyunno
KOPPEIALNOHHYIO CBA3b C KIMHUYECKMMH TPOSABICHUAMMN
(xoppenanus Inpcona = 0,85). AMOYIaTOpHO MCCIeoBa-
H1te rokasaresnert ReDS B 67 % 0TOOpaXkao KIMHIYECKYIO
cTabunbHOCTD Ha hoHe poBopyMoit Teparmviu XCH. Y aTux
MMaleHTOB OTMeYaanCh MUHMMAIbHbIE VI3MEHEHUS KO-
YeCTBEHHO OLLEHKY KOHLIEHTPaLMN )KULKOCTY B JIETKUX, 10
maHHBIM crcTeMbl ReDS (2,5+4), 4To mOfTBEpXK/Aanoch OT-
CYTCTBUMEM HEOOXOAMMOCTY HOBTOPHBIX TOCIIUTA/TN3AL{VIL.
B 33 % cny4aeB manmeHThl GbUIM TOBTOPHO TOCHNUTATIN3NU-
POBaHBI C OTEKOM JIETKUX Yyepes 28112 nHeit. [luHamuyeckne
maHHbIe cucteMbl ReDS nipofeMoHCTppoBany ysemdeHne
CYMMAapHOTo 00béMa KUAKOCTH B 1érkux (17+7), o cpas-
HEHUIO C IaHHBIMM IIPY BBIINCKE. YXyZILIEHNe IToKa3aTerein
y HaIMeHTOB, HAab/II0aeMoe Y UCIOIb30BAHIN CUCTEMBI
ReDS, mpeniiecTBoBamo MOBTOPHON TOCIMTaNIM3alMM Ha
22+5 pueit. Io pesynbraTaM MccnenoBaHus, aBTOPbI CTaTby
HOpUIUIN K BBIBOAY, YTO KOJTMYECTBEHHAA OlLIeHKA KOHI[eH-
TpaLMu XUJKOCTY B IETKUX C ToMo1bi0 ReDS moxeT ObITh
I10/1€3HA TPV MOHUTOPVHTE COCTOAHMA 3aCTOHDBIX SIBJIEHUI
B JIETKNX Y MALJMEHTOB B CTAllMIOHAape U IIpu aMOyIaTOPHOM
nedeHunn. ITOT GaKT MO3BOMSET UCIIOIB30BATh JAHHBIE U3-
MepeHnuit ReDS s onpenenennsa guHamuku tedernss XCH
u Bo3MoxkHoro passutyst OIXCH. [17].

Ilo maHHBIM MeTaaHa/M3a CEMM MCCAENOBaHUI, B KO-
TOPBIX OBUIN MCIIONb30BAHbI MMOKa3aTenu 985 MaleHToB,
BBISAB/ICH HU3KMIT PYCK IIOBTOPHBIX TOCIIMTAIN3ALIMNIA Y T1a-
LIMIEHTOB C CEPAEYHOI HEIOCTATOYHOCTDIO, Y KOTOPBIX IIPO-
BOAIMJICS AMHAMUYECKNIT KOHTPOIDb TIOKa3aTesnell CUCTEMBI
ReDS, o cpaBHeHMIO ¢ allieHTaMH, Y KOTOPBIX He OLleHM-
Ba/INCh moKasarenu cuctemsl ReDS [18-20].

Bbicokas 4yBCTBUTENbHOCTH cucreMbl ReDS obecre-
4yBaeT OOHApYXKEHME 3aCTOA B JIETKMX JJO 3HAUMTEIBHOTO
KIMHIYeckoro (cuMnromarndeckoro) yxymmenus XCH,
TaKMM 00pa3oM OTKpbIBaA BO3MOXHOCTb MCIO/Ib30-
BaTh HoKasarenb ReDS Kak MHMKATOp pMUCKA PasBUTHA
OIXCH.

Bosmoskaoctu ReDS
AASL yIIpaBA€HUSI TEPANIUEH
nanueaTros ¢c XCH

[TprHMMasA BO BHMMaHME BBICOKYIO KOPPEJAILMIO II0-
Kasateseit ReDS ¢ zaHHBIMM KOMIIBIOTEpHOI TOMOTrpaduu,
a Tak>Ke IOKa3aTe/IAMM JUype3a I MO3TOBOTO HaTpuiiype-
TUYECKOTO TEeNTH/A, aBTOPbI HEKOTOPBIX MCC/IefOBAHMIA
IIpefiIIo/IaraioT, YTO BO BpeMs TOCHUTAJIbHOTO JIeYEeHMS
OlleHKa TOKasareseil cucrembl ReDS momorya 6u1 ompee-
7ATDb Tepanuio. JIMHaMMKa M3MeHeHMit mokasareneir ReDS
COOTBETCTBYET KIMHUYECKOMY TEYEHMIO, YMYJIIEHNIO CO-
CTOSIHMA B TeYeHNMe BCell TOCIMTAAM3al[iy, TaK KaK II0-
KasaTe/lu Iepef, BBIIMNCKON 3HAUMTEIbHO YIY4IIAloTCA MO
cpaBHeHMIO ¢ nokasaHuaAMy ReDS npu mocrymnenun, 4ro
TOMOTTHUTENbHO MOATBEePXKJaeTCd AUHAMMKON YpPOBHA
MO3TOBOTO HaTpuitypermdeckoro nenrtupa. IIpumenenue
cuctemsl ReDS nosBosfeT oljeHMBATh JaHHBIE B MIPOKOM
IManasoHe ypOBH:A COflepXKaHUA XXUIKOCTY, BK/II0Yas Mpu-
MEHUMBII KIMHUYeCKNI quanason [11, 21].

Tax>ke mMccmenoBaTeny HACTaMBAIOT HA IPOJO/DKEHUN
aMOy/aTOPHOrO MOHUTOPYMHIA IIOKa3aTeNeil CHUCTEMBI
ReDS y manmeHTOB mocie BBIMUCKM JJIA CBOEBPEMEHHOI
KOppeKiuy Tepanumn [9].

B 2017 ropy 6blna omy6nuKoBaHa Hay4yHas CTaThs
B xypHase International Journal of Cardiology «Ouenxa
TeXHOJIOTUM JAVCTAHLMOHHOTO AM3JIEKTPUYECKOTO M3Me-
perusa (ReDS) — ympasnsemas Tepamus Jyid yMeHblle-
HUA IOBTOPHBIX TOCHOUTAIM3AaLMII IIPU CepedYHOil He-
JMOCTaTOYHOCTM». B cTaTbe OMMCHIBANIOCH MCCIENOBaHNE,
HaIlpaB/IeHHOE Ha CHIDKEHIE IOBTOPHBIX TOCIUTAIN3 AL
nanuenToB ¢ XCH un passutua OIXCH, ¢ noMmomupio Mo-
HUTOPMHIA [TOKa3aTeseil MU3MePeHMs C IIOMOILbIO CUCTEMbI
ReDS B goMamHux ycmosusax [22, 23].

B nepuop ¢ 2012 1o 2015 rojpl NpOBOAMIOCH MCCIENO-
BaHMe, B pe3ynbTaTe KOTOPOTO CHeNaH BBIBOJ, YTO HENH-
BasuBHaA TexHonorus ReDS mossonseT curHanusnposarthb
0 paHHeM BblABIeHNN fekomneHcanyy XCH c oTHocuTennb-
HO HU3KOJ HarpysKoii i nanyuenTos. [lognep>xanne HOp-
MaJIbHOTO COfiepyKaHMA XXUAKOCTY B JIETKUX B pe3yabTare
KOppeKLMM Tepaluy Ha OCHOBe IToKasaresneit ReDS npuso-
JUT K CHVDKEHIIO YPOBHA MO3TOBOTO HATPUITyPETUIECKOTO
MENTUA U CHVDKEHUIO KOIMYECTBA TOCIUTanu3anuin [24].

Taxxe oTMedeHo, yTO TIpoBefeHne Tepanuyu XCH mop
KOHTporneM mnokasareneii ReDS Bo Bpemsa 30-mHeBHOTO
IVICTaHI[MIOHHOTO HAOMIONEeHNA 3a MalMeHTaMy II0CTIe TO-
crammsanym o nosopy OJXCH moxeT mpuBoanTb
K 6ormee Huskomy (Ha 54 %) pUCKY TOBTOPHOI TOCIUTANN-
3alMM, B TOM 4MC/Ie 10 KapAMONIOTMYeCKUM IpUYMHAM —
Ha 78 % [25].

B pesynbraTe peTpOCIEKTMBHOIO aHanm3a Kapr 112 ro-
cnuranusupoBanHblx nanueHTos ¢ OIIXCH cpenaH BbIBOJ,
YTO KOHTPO/b NoKasareneii ReDS n koppexnusa Tepanun
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MO3BO/IV/IM CHM3WUTD IIPOJO/DKUTETbHOCTD TOCIINTANN3a-
LMY y MAIMeHTOB, MOCTYNuBIINX 110 nosoxy XCH, u pac-
IIVPUTH BO3MOXXHOCTY Bpaya I10 KOppeKuuy Tepanun [26].

Cucrema ReDS 6b11a npumenena B 2020 rofy, Bo Bpems
nanpemun COVID-19, B my1bMOHONTOTMYECKOM OT/Ie/IeHUN
rocrutans Ospedali Riuniti, r. AHkoHa, Vtammsa. Vsmepe-
Hue ¢ nomompbio ReDS mpoBogunoch HemocpemncTBEHHO
B nasiate namyeHTa. OmpenesieHne IMHAMIKIY IOKa3aTeein
ReDS nossomno ouernBaTth 3¢(GeKTUBHOCTb IIPOBONM-
Moit Tepanuu [27].

B COBOKYIMHOCTM pe3ynbTaThl VCC/IeNOBaHWII IIOfi-
TBEP)KHAIOT INOTEHIMAJbHYI0 KIVMHUYECKYI0 II0JIe3HOCTDb
MoHutopunra ReDS mnpm neyenmn manmentos ¢ XCH.
KouTtpomnp moxasateneit cuctemel ReDS u moppeprxanue
CYMMapHOTo 00béMa XXMAKOCTU B JIETKMX B HOPMAaTbHOM
[JanasoHe IPUBOAUT K CHIDKEHUIO YPOBHS MO3IOBOTO
HATPUITYyPETUIECKOTO IENTH/AA ¥ YMEHbIIEeHNIO IC/Ia T0-
BTOPHBIX rocnuranusaiuit. Takum o6pasoM, TeXHONOTV
ReDS npepcrapnAeTcsa MonesHo 14 yoanéHHOTO BeeHU
HALMeHTOB, IOIBEP)KEHHBIX PUCKY IOBTOPHOI TOCIINTAIN-
sanuy ¢ XCH Ha ambymaTopHOM aTare.

IIpenmymecTBa
u HepoctaTku ReDS

OcobenHocTsiMu cucteMbl ReDS SIB/IAIOTCS BBICOKAs
YYBCTBUTEIBHOCTb M OBICTPBINI pe3y/IbTaT JUHAMMKM IO-
Kasaresell y>ke B IlepBble CEKyH/bI HeOOMbUINX M3MeHe-
HIUIT 3aCTOS B JIETKMX, MOTYYEHHBIN BCIIEACTBHE IPOBO-
AVIMBIX MaHMITY/IALVI B MCCIENOBAHNAX, MONEMNPYIOINX
OIXCH [9].

K Tomy xe cucrema ReDS mmeer pap mpeumyiiecTs
Hepef KOMIIbIOTEPHOIT ToMOrpaduert: ObICTPBIIT Pe3yabTaT
AMHAMUKY TTOKa3aTenell, KOMIIAKTHBII pasMep Ipuobopa,
6bICTpOTAa M3MEPEHNsI, BO3MOXXHOCTh YaCThIX M3Mepe-
HUI U JUATHOCTUKY Jayke HEGONbIIMX M3MEHEHMIT 3aCTOs
B JIETKMX, a TaKXXe OTCYTCTBUE JIy4eBO} Harpysku. Bce
BBINIEN3TIOKEHHOE fIe/laeT BO3MOXKHBIM 3aMeHY KOMIIbIO-
TepHOIT ToMorpadun Ha obcmefoBanne ¢ nomoupio ReDS
IS M3MepeHMs abCOMIOTHOIO 3HA4YeHVs! YPOBHS JKUIKO-
cru B 7Erkux. MoOmIbHOCTh OOOPYHZOBAHUsI MO3BOJISIET
JCTIONb30BaTh CUCTEMY TallIeHTOM Ha JJOMY Ji/IsI MOHUTO-
PYHTa COCTOSHMA ¥ BO3MOXKHO KOPPEKIV TepaIn.

He MmeHee 11eHHa BO3MOXXHOCTb UCIIONb30BaHmUs ReDS
KaK ajbTepHATUBbI 30HAUpOoBaHUA 1o CyoHy-laHIy, 4To
OTKpbIBaeT IOTEHIMA/I /I HEVIHBAa3MBHOI OLeHKN (PyHK-
LMiT TIPAaBOTO ¥ JIEBOTO >KETYHOYKOB Cepylia, KOHTPOIA
a¢pdexTUBHOCTI NedeHus MH(}apKTa MUOKapHa, Kapau-
Or€HHOTO WIOKA, OTEKA JIETKUX, KOHTPOJIA TUIIOBOIEMUN
U TUIIePTEeH3UN, PA3MMYHBIX HapYIIeHUI pUTMa ceppla.
Texnomnorus ReDS o6mafjaeT BBICOKOI YYBCTBUTENBHOCTDIO
U crelyUYHOCTDIO JIsI BBIAB/IEHNsI aHOMa/IbHO BBICOKO-
TO JIJaBJIeHMs 3aKIMHUBAHNA B IETOYHBIX KaNMJUIAPAX, YTO
II03BOJISIET CBOEBPEMEHHO IMPOBOANUTL KOPPEKIUI0 Me-
KaMeHTO3HOII Tepamuu [14].

[IpocTtoTa mpoBefeHNA METONVIKM, BpeMsd, 3aTpadyeH-
HOe Ha MCCIIeOBaHMe, COIOCTAaBMMAasA JOCTOBEPHOCTD
[IO/Ty4eHHBIX Pe3y/IbTaToOB, a TaKXe 0e30MacHOCTb M
HalyeHTa ¥ IepcoHana (s M3MepeHMs VICIONb3YIOT-
CA 97IeKTPOMArHUTHbIE BOJIHBI MAJIOJ MOILIHOCTHU, MeEHee

1/1000 wsnydeHMs MOOMIBHOrO TeeOHa), OTPAXKAOT
6eccriopHOe IpeuMyIIecTBO TexHonoruu ReDS mms pan-
HeVl qUarHoCTUKM mexkomiteHcanym XCH.

OpHaKo IIPOCTPAHCTBEHHOE paspelieHle He TI03BOJIsIeT
PasIM4nTh, B KAKOM OTZe/Ie JIETKMX CKOIMIACh SKUAKOCTb:
BHYTpI/ICOCYﬂI/ICTOM, VHTEPCTULVIAJTBHOM VIV aJIbBEOIAP-
HOM [9].

K HEAOCTaTKaM IIpMMEHEHVA TAaKXKXE€ MOXXHO OTHECTU
BBICOKYIO CTOMMOCTb cucTeMbl ReDS, manoe kommdyecTso
HAyYHBIX IyOIMKALMil B OT€YECTBEHHBIX XXyPHA/IaX, ONNU-
ChIBAKOIINX TEXHOJJIOTUIO 1 HpeI/IMyIIIeCTBa eé IIPYIMEHEHNA.

OTreuecTBeHHAs IPAaKTUKA
npumeHeHus ReDS
" €€ 9KOHOMUYecKasd

3P PeKTUBHOCTH

Poccuiickue y4éHble Takke MPOBOAAT MCCIENOBAHNA,
HeMOHCTpUpPYs 3¢ deKTUBHOCTh cyucteMbl ReDS B amoOy-
JIATOPHBIX YCTIOBYAX. TaK, B YC/IIOBUAX CEBCKOTO 3IPaBo-
OXpaHeHMsA IPOBOAM/ICA MOHUTOPMHT ToKasareneil ReDS.
JuHaMmdecKkoe MCCIefoBaHMe IIOKasaTesleil  CUCTEeMbI
ReDS B aMOynaTOpHBIX YCIOBUAX IIO3BOIMIO CBOEBpe-
MEHHO IPOBOJUTb KOPPEKLMIO Tepanny, BbIABUTb Ha4M-
Haromyrocs gekomiencanyio XCH u cHU3UTD KOM4ecTBO
MOBTOPHBIX TOCIIMTANM3ALMI. ABTOPBI MICCTIEOBAaHNA OT-
MeYaloT, 4TO u3MepeHue cucremont ReDS mMoxxHO mposo-
AUTH B OTAQ/IEHHOM MEeIMLIMHCKOM YYPeX/JeHNUM, a CIIeL-
A/INCT-Kap/IMOJIOT MOXKET AMCTAHIIVIOHHO IPOBECTY OIIEHKY
TIOoKasaresieil ¥ KOPPeKIMIo Tepanyi. Takast MOZenb OKasa-
HUA MeIMIMHCKON ITOMOIIM YTy4IlaeT OpraHM3aLuio Ho-
Mouy 607bHBIM ¢ XCH 11 TeM caMBbIM CHIDKAeT CMEPTHOCTD
U 9YaCTOTY IOBTOPHBIX FOCIINTaMM3anui [28].

ITogBoOAA UTOr BBIIIECKA3aHHOMY, MOYKHO CUUTATh BO3-
MOYXHBIM IIPOBeJleHIe KOPPeKIU MeNVKAMEHTO3HON Te-
panuu y manunentos ¢ XCH 1o JaHHBIM MOHMTOPMHTA TIO-
Kasarereit ReDS.

Buenpenne texnonoruu ReDS B cucremy 3apaBooxpa-
HeHus1 Poccnn Ha defrepaibHOM YPOBHE, €€ MCIIOTb30BaHIe
B aMOY/IaTOPHBIX M CTAalMOHApHBIX YCIOBUAX [OBOJIBHO
nepcrekTuBHO. Kmmundeckass u sxoHommueckas s dek-
TMBHOCTb CYMTAETCA 0OOCHOBAHHOI, TaK KaK YMEHbIIAeTCs
YJIC/IO HOBTOPHBIX TOCIMUTA/IN3ALINIA, YTO ITO3BOJIAIET CUCTe-
Me 30paBOOXPAaHEHV SKOHOMUTD CPEICTBA, HAYMHAS C Tpe-
TBEro rofia Mcronb3osanus. [IpoBeéHHasA OljeHKa ITOKa3a-
71a, 94TO LA IOKPBITUA O0rtee 95 % HaceneHyA TpebyeTcs ot
1129 o 1234 eguuuni meguiuHckoro usgenus ReDS [6].

JakAaoueHue

Koppeknusa Tepanuy mo faHHbIM cuctembl ReDS mo-
JKET IOMOYb B OIPeJIeIeHNI CKOPOCTH U CTEIIeHN JUypesa,
Ha3HAYEHMM JIPYTUX JIEKAPCTBEHHBIX MIPENaparToB, Halpu-
Mep, COCYAOPaCIVpPSAININX CPECTB, a Takke M36exaTh
IPeX/eBPEMEHHOI BHIIMCKY MAllUEHTOB.

K npeumymecrtsam mertoma ReDS mo wusmepennio
JKUJIKOCTY B JIETKMX OTHOCATCA HEMHBA3MBHOCTb, Ma-
Nasg IMTENbHOCTD IPOLEAYPBI, OTCYTCTBME HEOOXOMM-
MOCTHM PacXO[HBIX MaTepPUasIOB, IOATOTOBKM CIELMalb-
HbIX noMeneHnit. CaMo yCTpOIICTBO MOOMIBHO M MOXKET
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mepeMeniaTbCcs n3 KabrHeTa B KabyHeT (M3 IMasaTel B Iaja-
TY), YTO HEBO3MO>KHO CJIe/IaTh C AIIIapaTOM KOMIIbIOTEPHOII
ToMorpa¢um. Annapar I03BOJIsAeT IPOBOAUTD UCCIENOBa-
HIfe TIOBEPX Offe)X/Ibl, Ha foMy. Takke BaXHbIMHU (aKTOpa-
MM B IIPOBEIEHNY UCCTIEOBAHNUSA ABJIAITCA 6€30II1aCHOCTD
IJIA TTalMenTa ¥ MEJUIIMHCKOTO IIepCOHaa, BOSMOXKHOCTD
MHOTOKPATHOTO ¥I3MepeHMsI II0Ka3aTeell B TeueHMe CYyTOK.

Monnropunr nokasareneit ReDS sHaunTenbHo cHIDKa-
€T BEPOATHOCTb IMOBTOPHOM IOCINUTA/IN3ALNN TTALMIEHTOB
C XpOHMYECKOI CepfieyHOll HeOCTaTOYHOCTbIO B Te€UeHME
3 MecAIeB, 0 CPAaBHEHUIO C MaIjMeHTaM!, Y KOTOPbIX He
MPOBOANIOCh MCCIefoBaHMe cucrtemoir ReDS. Meronn-
Ka ABJAETCA KIMHUYECKNM 0OOCHOBAHHOI, MO3BOJIAIONIEN
MPOBOAUTH KOPPEKLUMIO Tepanmuy CepAeYHoil HemocTa-
TOYHOCTI IO pe3ynbTaTaM ucciegoBannsa ReDS. Bmecre
C TeM HeOOXORMMO OTMETUTh, YTO MAJI0 M3Y4EHO IIpuMe-
HeHre cuctemsl ReDS y komop6upHbIx manuentos. Kom-
HaHIel-pa3paboTINKOM IIpeCTaBlIeHa CXeMa MpoBefie-
HUA UCCnefioBaHuA Ha cucreme ReDS, Ho nepmopgnynocTh
IIpOBefieHNsI MCCIeOBAHMII OCTaB/IeHA Ha YCMOTpEeHMe
MeIMLMHCKOV opranusauyuy. I[lokasanHble nccnefoBaHns
TAaK)Ke He OTPAXAIT eUHCTBA B BBIOOPE YACTOTHI IIPOBE-
neHus uccrnegoannit. Ilpumenenne cuctemnr ReDS y ma-
nuenToB ¢ XCH knmHMYeckM ompaBiaHO, M pe3ynbTaThl
COIIOCTABUMBI C JAHHBIMJ KOMIIBIOTEPHOII TOMOTpagu,
OfiHaKo, TpebyeTcs paspaboTKa aIrOPUTMOB MPOBEECHIS
nccnegoBanus cucremoin ReDS B 3aBMCMMOCTU OT TsIKe-
cru XCH m HanmuuuA CONYTCTBYoLIeil (KOMOPOMIHOI)
IaTOJIOTUM.
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Bce aBTOPbI BHEC/IN CYLECTBEHHBIV BK/1a/, B MOArOTOBKY paboThl, Npoy/n
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Hemochromatosis and Heart Involvement

Pestome

[eMOXpOMaTo3 Mpu OTCYTCTBUM Tepanuu npejcTaBaseT co6oi OMNacHoe ANA MU3HU COCTOsIHME, CBA3aHHOE C U36bITOYHBIM COAEPKaHUEM XKese3a
B OpraHusMe. BbiAensioT nepeuyHbIi (HaC/1eACTBEHHbIN) reMOXPOMATO3, BOSHUKAIOWMIA B pe3y/ibTaTe MyTaLuii FeHOB, U BTOPUYHbINA (MprobpeTeH-
HbIl1) B pe3y/ibTaTe Ype3MepHOro NoTpe6eHUA UM MOCTYM/IEHUA KeNe3a C NULLEN WK B COCTaBe /IEKapCTBEHHbIX NPenapaTos, 3a60/1eBaHuii neveHn
WIN MHOTOKPATHbIX reMoTpaHchy3uii. OTN0XKeHME N36bITKA XKele3a B MapeHXMMATO3HbIX TKAHAX NPUBOAUT K KNETOYHON ANCHYHKLMM U KAUHUYe-
CKMUM MposB/eHMAM 3a60/1eBaHMA. Yalle BCEro NopaxaroTcs neyeHb, MOAKENYA0UHAsA XKe/esa, CyCTaBbl, KOxa, runodus u cepaue. FfeMoxpomatos
CepAua B psAje C/lyvaeB MPUBOAMUT K PasBUTUIO CEPAEYHOM He40CTAaTOYHOCTM, KOTOPYHO MOTEHLUAIbHO BO3MOXHO NPejoTBPaTUTL. [epBOHaYasibHO
pasBMBaeTCs AvacTonnyeckas ANCHYHKLMA U HapYLLEHWA PUTMa, Ha 60/1ee NO3AHUX CTagUAX — KapTUHA AWaTaLMOHHOW KapguoMuonaTtum. Bbl-
ABUTb NMPU3HAKMN NOPAXKEHWA CepALA NPV reMOXPOMAaTO3e MOXHO C MOMOLLbIO KOMMIEKCHOM 2D- 1 AonnaepoBcKol 3xokapanorpadum, MPT cepaua
C U3MepeHMeM BpeMeHU penakcaumm T2* u Apyrux AMarHoCTUYECKUX METOAOB. «30/10TbIM CTaHAAPTOM» AUArHOCTMKM NEPBUYHOTO FeMOXpPOMaTo3a
ABNIAETCA reHEeTUYECKOe TECTUPOBAHNE, KOTOPOE fJO/KHO NMPOBOAUTLCA BCEM NALMEHTaM C MOAO3PEHNEM Ha AaHHYIO NATO/IONMIO MOC/E UCK/IKOYEHNS
BTOPUYHbIX MPUYUNH Neperpysku xenesoM. OCHOBY Tepanvu reMoxpoMaTosa CoCTaBAAT nevebHan ¢pneboToMus 1 xenatupoBaHue xenesa. Cpea-
HAA NPOAO/HKUTENIBHOCTb HM3HU Y HeJleYeHbIX MaLMEHTOB C FeMOXPOMATO30M U TAXKE/ION CepAEYHOM Hef0CTAaTOYHOCTLIO He MPeBbIlLAeT OAHOMO
roaa. OHaKo Npu paHHEM 1 arpeccyBHOM JIeYEHWM BbXKMBAEMOCTb NPUEBNIKAETCA K TAKOBOM Y NALIMEHTOB C CEPAEYHOIN HEA0CTAaTOYHOCTbIO APYroW
3THONOTUN.

KnroyeBbie cnoBa: zemoxpomamos, cepdye, cepdeyHas HeAoCmMamo4HOCMb, apummus, pre6omomus, Gubpo3 neyeHu, Yuppo3 NeyeHu, 2enamo-
YennonapHasn KapyuHoma, caxapHelli duabem, xenamuposaHue yenesa, spumpoyumagepes

KoH$AunkT nHTepecos
ABTOPpbI 3asBNIAIOT, YTO faHHan paboTa, eé TeMa, Npe/MeT 1 Co/epaHne He 3aTparnBaloT KOHKYPUPYIOLMX MHTEpPecoB

McTo4HnKM puHaHcMpoBaHus
ABTOpr 3anB/1A10T 06 OTCYTCTBUN ¢VIHaHCVIPOBaHVIFI npu nposejeHnmn nccienoBaHna
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AnAa unMTNpoBaHUA: Pestnk E.B., Jlayap M.X.3., BowHosa B.1O. 1 gp. [EMOXPOMATO3 V1 MOPAMEHME CEPZLIA. ApxuBb BHYTPeHHel  MeanLMHbI.
2024; 14(6): 442-456. DOI: 10.20514/2226-6704-2024-14-6-442-456. EDN: ERQADO

Abstract

Hemochromatosis is a life-threatening condition if left untreated, that is caused by excess iron in the body. It can be primary (hereditary) hemochro-
matosis, resulting from genes mutations, and secondary (acquired) as a result of excessive intake of iron from food or drugs, liver diseases or repeated
blood transfusions. Deposition of excess iron in parenchymal tissues leads to cellular dysfunction and clinical manifestations of the disease. The liver,
pancreas, joints, skin, pituitary gland and heart are most often affected. Cardiac hemochromatosis is an important and potentially preventable cause
of heart failure. Initially, diastolic dysfunction and arrhythmias develop, at later stages a picture of dilated cardiomyopathy can appear. Signs of heart
damage in hemochromatosis can be detected using complex 2D and Doppler echocardiography, cardiac MRI with T2* relaxation time measurement
and other diagnostic methods. Genetic testing is the gold standard for diagnosing hemochromatosis and should be performed after secondary causes
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of iron overload have been excluded. The basis of therapy is therapeutic phlebotomy and iron chelation. Median survival is less than a year in untreated
patients with severe heart failure caused by hemochromatosis. However, with early and aggressive treatment, survival approaches that of patients
with heart failure of other etiologies.

Key words: hemochromatosis, heart, heart failure, arrhythmia, phlebotomy, liver fibrosis, liver cirrhosis, hepatocellular carcinoma, diabetes mellitus,
iron chelation, erythrocytapheresis
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MPT — wmarautHo-pe3oHaHcHas Tomorpadus, OB/DK — ¢pakuns BbiGpoca neBoro xenypouka, K[ — anmexrpokapunorpamma, NT-proBNP —
N-KOHIIeBOII Ipe/ilIeCTBEHHIK MO3rOBOro Harpuityperudeckoro nenruna, KHTX — koadduunent Hacbimenus Tpancdeppuna xenesom, CO — cbi-
Boporounblit peppurit, HAJKBII — HeankoronbHast sxuposas 6onesnb nedenn, IIIK — remarone/mmonspHas kapuuaoma, KT — kommblotepHas ToMO-
rpadus, IT — bubpunsaums npepcepamit, DXA — nByxsHepreTudeckas peHrreHoBckas abcopbumomerpus, HFE («<Human homeostatic iron regula-
tor») — reH perysaTopa oOMeHa keesa denoseka, HAMP («Hepcidin anti-microbial peptide gene») — ren rencuys mpoTuBoMMKpOOGHOTo HENTHLA,
HJV («<Hemojuvelin gene») — ren remoroe/mua, TFR2 — ren pernenropa Tpancdeppuna 2, SLC40A1 — ren depponopruna, DMTI («Divalent metal
transporter 1») — HepeHOCYMK JIBYXBaJIEHTHBIX KaTMOHOB I, T2 — 10CTOAHHAA BpeMeHM 3aTyXaHNUsA CIIMHOBOTO 9X0, T2% — BpeMs penakcaryn, MHY-

HMPOBaHHOﬁ T'pag€HTHBIM 9XOM

Beepenue

[eMoxpomaTo3 — 3TO 3ab0/IeBaHMe, XapaKTepU3yIolIe-
€CA CCTEMHO IEPErpys3Koil Xee30M M OTIOKEHMEM Ke-
7Ie3a B Pas3IMYHBIX OpraHax, BKIO4Yas ceppie. Pasmmyaror
2 THUIla TeMOXpOMAaTOo3a: MEePBUYHbIN 1 BTOpUYHbIA. Ilep-
BUYHBIN TEMOXPOMATO3 fAB/ISETCS HAC/IE[CTBEHHBIM 3a60-
JleBaHMEM, BTOPUYHBII — Pe3y/IbTaTOM JJIUTEIBHOTO HIPU-
eMa IIperaparos e7le3a U/IN JaCTOTO TIepeNnuBaHusA KPOBU
[Ipyu aHeMUM, 3a060/IeBaHNIT TedeHn [1].

ITepBMYHBI I'eMOXpPOMAaTo3 — 9TO HACTIECTBEHHOE
ayTOCOMHO-pellecCHBHOe 3aboeBaHme, 00YCIOBIEHHOE
CHIDKEHJEM YPOBHS DPETYIATOPHOTO TOPMOHA TelCUIMHA,
KOTOPBIII KOHTPOJIMPYeT KOHIIEHTPAIINIO XKeJle3a, WIU CHU-
JKeHMeM CBSI3bIBAaHMA TelCUANH-pepporopTrH. lencuann
peryniupyeT aKTMBHOCTb (DeppONOPTMHA, KOTOPDI SBJLA-
eTCA eIVMHCTBEHHBIM M3BECTHBIM 9KCIIOPTEPOM KJIeTOYHO-
ro xenesa. Haubornee pacnpocrpanenHas popma reMoxpo-
Maro3a BbI3BaHa TOMO3MIOTHBIMU MyTauusaMu B rede HFE
(Homeostatic Iron Regulator — perynstop romeocrasa
Xernesa), B yacTHOCTY, MyTanueit C282Y, koTopas BcTpe-
qaeTcs 6osee yeM y 80 % MamMeHTOB ¢ HaHHON (opMoit
3aboneBaHus. [opasgo pexxke BCTpedarnTcsi GOPMbI TeMOX-
poOMaTo3a, CBSA3aHHOTO ¢ MyTALVsAMM B JPYIUX TeHaX: Tell-
CUIVH IPOTUBOMUKPO6HOTO nterrtuzna (HAMP), win remo-
oBenuna (HJV), nnn penerntopa tpanceppuna 2 (TFR2),
wn ¢pepponopruna (SLC40A1), KOTOpble IPefOTBPAIAI0T
CBsI3bIBaHIE TeNICUANH-(epporopTyH. [ToBbIIIEHHbIE KOH-
LIeHTPAIUM XKe/le3a B IIa3Me MOTYT IIPMBECTU K HaKoIljIe-
HUIO JKeJle3a B IAPEHXVMATO3HBIX OpraHaX I TKaHAX, 0CO-
6€HHO B TeNaTOLUTAX, KIeTKaX IOKENTy[OUHOI >Keesbl
M KapAMOMMOLMTAX, runo¢use, AMYKaX, ITOCTENCTBIEM
4ero AB/IAETCA pasBuTuMe GuOpO3a M HEJOCTATOUHOCTH
3TUX OpPraHoB. JMarHOCTMKA HAC/IeCTBEHHOTO IeMOXpo-
MaTo3a BK/IIOYAET TeHeTMYeCKOe TeCTHPOBAHMUE, OICHKY
mapaMeTpoB oOMeHa Ke/le3a B ChIBOPOTKe KPOBI, JAHHbIE

BM3Ya/IM3UPYOIUX UCCIefOBaHMIL. [encuaH MoXeT cTaTh
VMHHOBALMOHHBIM OYAYIIVMM HOJXOLOM K JIe4eHUIO TaHHO-
ro saboneBanus [2].

[Tpy mepBMYHOM TeMOXpPOMATO3€, aCCOLUNPOBAHHOM
¢ myranuelt B reHe HFE, OCHOBHBIM IaTOT€HETUYIECKVM
MeXaHI3MOM sIBJISIETCSI BBICOKast abCOpOIs JKee3a B Kil-
meyHyke [3]. YacTo mpu o6cyx/jeHuy mpobnieMpl reMox-
PpOMaTO3a He pacCMATPMUBAIOT IIPMOOPETEHHYIO IIEPETPY3KY
XKerme3oM (BTOPMYHBII TeMOXPOMATO3), TAKXKe MCK/TI0YAIOT-
Csl pefiKue TeHeTUYeCKye HapyLIeH)s, KOTOpble IIPUBOJAT
K CHCTEMHOMY M30BITKY )Kelle3a 110 MeXaHM3MaM, OT/INY-
HBIM OT IIEPBUYHOTO epUIUTa TeICUANHA. DTY PacCTPOil-
CTBa BK/IIOYAIOT IIOTePIo PyHKIUY PeppolOpPTUHA, aTPAHC-
depprHeMuIo, arepyIoONIasMUHEMUIO WM IEPErpysKy
XKe/Ie30M, CBA3aHHYIO C INEPEHOCYMKOM JIBYXBaJeHTHBIX
katnonoB 1 (DMT1I; Takke usBecTHbIM Kak NRAMP2).

Kak HFE-accounnpoBaHHbIT, Tak u He HFE-
ACCOLMMPOBAHHBIN TeMOXPOMAaTO3 MPUBOAAT K Aeduim-
Ty TeIICHIJHA, HOBBIIIEHHOMY IIOCTYIUICHMIO JKele3a U3
KJIeTOK TOHKOTO KUIIEYHMKA M Makpo¢aroB cele3eHKN
B w1asMy (puc. 1), (puc. 2). IloBbllIeHHBIe YPOBHU XKele3a
B I/Ia3Me IIPUBOJAT K YCU/ICHUIO TPAHCIIOPTA >KeJle3a B I1a-
peHxMMaTo3Hble KIeTKM (0COOEHHO TemaTOLUThI, Kapiu-
OMUOLVTBI VM KJIETKM ITOIKeTyTOYHOI >KeJe3bl), 4TO IpH-
BOJIUT IPEVIMYIIECTBEHHO K IIeperpysKe Xene3oM Ie4eHM,
cepilia M IOKENyJO4HON enesbl. HecMoTpsa Ha ponb
rencupyHA B IIaTOreHe3e reMOXpPOMaro3a, ero u3MepeHue
He sBJISIETCS] HeOOXOAVMMBIM /ISl UATHOCTYUKY, IIOCKONIBKY
IOCTaTOYHO CIel(pUIecKrM MapKepoM JiepuIyTa Tercu-
[MHA CINTAIOTCS MOBBILIEHVE HACBIEHNs TpaHCepprHa
xerme3oM (HacplllleHye TpaHceppuHa) WIM IMOBbILIEHNE
dbepputuna B mrasme kposu. Hacwliiienue tpancdeppu-
Ha IpeACTaB/IsieT CO00Jl OTHOLIEHVE KOMMYeCTBA 3aH:;-
TBIX CaliTOB CBA3BIBAHUA JKelle3da K 0OlieMy KONMUYeCTBY
CAiiTOB CBA3BIBAHMS JKeme3a Ha TPaHCpeppuHe IIIa3MBL
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Figure 1. The mechanism of absorption of iron from food in the duodenum. Arutyunov A.T., Ivanikov L.O.,
Syutkin V.E. et al. Scientific and practical journal N 9-10, 2008. [Electronic resource]. URL: http://bono-esse.
ru/blizzard/img/RPP/Abdomen/Fe3.jpg. (date of the application: 30.04.2024).

Note. A: Normal, B: With a mutation in the HFE gene
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Note. C: Normal, D: With a mutation in the HFE gene

YBenmueHue 3TOTo MapaMeTpa MMeeT pellaolliee 3HadeHNe
IJISL JVIarHOCTMKM reMoxpomarosa. Kpome rtoro, mis mama-
THOCTUKM C/IefyeT MCIIONb30BaTh CTPOTYI0 MHTEpPIIpeTa-
M0 KOHLIEHTPALMU ChIBOPOTOYHOTO heppuTnHa (OCHOB-
HOTO 6e/TKa — JIeTIO JKerle3a B OpraHM3Me).

- DNUAEeMIOTOINS FeMOXpPOMaTo3a

Korpa ren HFE 6bln1 BriepBble MIeHTU(PUIMPOBAH KaK
T€H, CBSI3aHHBIII C TEMOXPOMAaTO30M, OBUIO OIpemeseHo,
4TO Hayubormee YaCTBIMM MPUYMHAMM Pa3BUTHUS JAHHOTO
3a00JIeBaHVsl ABJIAIOTCA TOMO3UIOTHOCTb IIO MYTaIL[UAM
p.Cys282Tyr (C282Y) u p.His63Asp (H63D).
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TomosurorHocts 1o Bapmanty p.C282Y B reme HFE
BCTpeJaeTcs IMpu reMoxpomarose 6onee dem y 80 % nun
€BPOIIEJICKOTO MPOUCXOXKeHNA. JOMOSUTOTHOCTD >Ke IO
MyTanyu p.H63D cpenyu manyueHTOB ¢ TOMOSUTOTHBIM Te-
MOXpOMAaT030M, OTANMYHbIM OT p.C282Y, BcTpevaercsa He
Jaie, 4eM B 00eit momysinyy. O61mast pacupocTpaHeH-
HOCTb KoMmayHp-reTeposuror p.C282Y/p.H63D cpenn
MAIMeHTOB C KIMHWYECK! ABHBIM IeMOXPOMAaTO30M CO-
craBaeT 4,1 % [4]. OgHaKO KOMIIAyH[[-TeTePO3UTOTHOCTH
p.C282Y/p.H63D camoit mo cebe HeJOCTATOYHO, YTOOBI
BBI3BATh TeMOXPOMaTO3. TO/IbKO eC/IM 3TOT TeHOTUII COBIIA-
TaeT C JIOTIOTHUTE/TbHBIMY T€HeTUYECKUMU VU 3KOJIOTH-
yeckyMu (akTopamy pyucka 3a0ojieBaHMs IIe4YeHN, Pa3BHU-
BaeTcs GEeHOTUIIMYECKMIT TeMOXpoMaTos [5].

B MHOTOYMC/IEHHBIX MCCTIEOBAHMAX U3y4anach 4acTo-
Ta reMOXpOMaTo3a I ero reHeTuYecKas IpUunHa B pasiny-
HbIX mony/sinusx. Oy 0606mensr B Tabmune (tabm. 1).
[ToxasaHo, YTO pPaCIPOCTPAHEHHOCTh Hamboee M3BeCT-
HbIx MyTauuit HFE (a umenno p.C282Y u p.H63D), xoro-
pble MOTYT BbI3bIBATh F€MOXPOMATO3, BAPbUPYET B 3aBUCH-
MOCTM OT 9THMYeCKMX rpynm [6]. BesycnoBHo, Hamnbonee
paclnpoCTpaHEHHOM MNPUYMHON Te€MOXpPOMAaTO3a ABJIAET-
Csl TOMO3UTOTHOCTb 1o 3ameHe p.Cys282Tyr. Cpenu mio-
Jeil ¢ IMarHo30M reMoxpomaTo3 B ABcTpanuu, bperanu,
Opannun oHa cocTasisaeT 96 %, B TO BpeMs Kak B Vranuu
Ha UX [OMI0 NIPUXOAMUTCA TONbKO 62 %, a B Ipenunm — 39 %.
Kommnaynp-rereposurornocts  p.Cys282Tyr/p.His63Asp
B reHe HFE BcTpevaeTcs 4allle, 4eM IOMO3SUTOTHOCTDb IIO
p-Cys282Tyr, HO MMeeT 3aMeTHO 6o/lee HUBKYIO OMOXVMU-
YECKYIO U KIMHUYECKYIO TIEHETPAHTHOCTD.

B mccnemoBaHMM CKPMHMHIA FeMOXpOMAaro3a 1 Iepe-
rpysku xenesoM (The Hemochromatosis and Iron Overload
Screening Study — HEIRS) ouenmBamacp pacrpocrpa-
HEHHOCTb, a TaKXXe T'eHeTUYecKMe U 3KOJIOTMYecKue fe-
TepMMHAHTBI, CPefU APYIUX (aKkTOpOB IeMOXpOMaTo3a

B MHOTO3THUYECKOI BBIOOpPKE MEPBUYHON MEIMKO-CAHMU-
TapHoIl nomomy cpean 100 000 B3poCnbIX 3a 5-/1€THMIA
nepuop, B CIITA n Kanage. V3 99 711 y4acTHMKOB, cpenn
KOTOPBIX He OBIIO YIEHOB OfHOI ceMbit, 299 4enoBeK Obln
romosurotamu no C282Y. IlpexnmonaraemMas pacnpocTpa-
HEHHOCTb roMo3uroTHocTi C282Y cocrasmna 0,44 % y Ge-
JIBIX JIIOfIeV HEMCIIAHCKOTO IIPOUCXOXKAeHNus, 0,11 % — y Ko-
peHHbIX aMepuKaHIeB, 0,027 % — y maTMHOaMepUKaHIIEB,
0,014% — y mopent HerpoupgHoit packl, 0,012% — y iy
¢ octpoBos Tuxoro oxeana u 0,000039 % — y nui; asuar-
CKOTO IPOMCXOX/IeHMs. PaciipocTpaHeHHOCTb TOMO3UTOT-
HocTn C282Y cocraBmna 1,2% B Vpmanaun. Bonee Toro,
cpegHAA pacHpocTpaHeHHOCTb 0,4% TIOMOSUTOTHOCTH
no C282Y u 9,2% — rereposurorsoctu mo C282Y 6sira
IPOJEMOHCTPUPOBAHA B OFHOM 0030pe 27 MCCTIefOBaHMIL,
BK/TIOUMBINNX 6302 eBpornerines. To >xe MccegoBaHe Ipo-
TEeMOHCTPMPOBAIO PACIPOCTPAHEHHOCTb TOMO3UTOTHOCTH
o C282Y 0,5% u rereposurornocty mo C282Y 9% B Ce-
BepHOII AMepuke. B Asum, Adpuxe, bxuem Bocroke
M y KOPEHHOTO aBCTPasasUiICKOro HacelneHmsA (BK/IOYasd
abopureHoB 1 aBCTpanuiilieB BaHyaTy u mamyacos) ro-
MO3NUTOTHOCTD 110 C282Y He 6bUIa 0b6Hapyx)eHa (n=3752),
XOTs1 4acToTa rereposurotrHoctn mo C282Y xomebamach
oT 0% mo 0,5%. PacipocTpaHeHHOCTb KOMITayHJ-TeTepO-
surorHoct C282Y/H63D m romosurorHoctu nmo H63D
coctaBsna 2% (s 0601X) B eBpPOIEICKO MO/
B AMepUKe pPacIpOCTPaHEHHOCTb KOMIIAyH/- T'eTepO3u-
TOTHOCTM cOCTaBMaa 2,5%, a pPacnpOCTPaAaHEHHOCTb TO-
mosurorHoct H63D — 2,1%. B mpyrux uccnegosaHmax
COOOIIAIOCh O CaMOll BBICOKON 4acToTe 3aMeHbl C282Y
y eBpoIeliieB He(MHCKOTO MPOUCXOKIEHNUs (4acToTa aj-
nend 5,14%) [7].

B CIIIA mpumepno 1 us 300 wemoBek 6enoro espo-
IE/ICKOTO MIPOMCXOXKJIEHNUA CTPajaeT Hac/lefCTBEHHDIM
reMoXpoMaro3oM; 1 u3 15 4enoBek ceBepOeBpONIENICKOTO

Tabnuya 1. OmoenvHole NONYIAUUOHHBIE UCCIE008AHUS HACHOMbL 20M03U20m no mymavuu p.Cys282Tyr 6 eene HFE

Crpana Mccnenyemas monynanus Pasmep xoropTsl | Yacrora HFE p.Cys282Tyr
ABcrpanns PaborHukn 11 307 1m3221
ABcrpanns VI36uparenn ceBepOeBPOIIEIICKOTO IIPONCXOXK JeH NS 29 676 1 us 146
CIIA KnnenTbl m1abopaTtopnit HepBUIHOI MEMKO-CAHUTAPHOI OMOLIN 99 711 1ms3 333
Benuko6puranus f;;it;jf;x;izpomm{me 5 HaunonansHoft cnyx6e 451 243 1us3 156
Hopserns TocninranusupoBaHHbIE MUIa (TONMBKO €BPOIIEIIIbI) 1900 1us3 136
Vicnanus HoHopbI KpOBU 5370 1u3 671
Opanuus TToceTurenu LIeHTPOB OL[EHKM 3/10POBbs 9396 1us 174

Table 1. Separate population studies of homozygous frequencies HFE p.Cys282Tyr

Country | Studied population | Cohort size Frequency of HFE p.Cys282Tyr
Australia Workers 11 307 1of221
Australia Voters of Northern European descent 29 676 1 of 146
USA Primary Health Care Laboratory Clients 99711 10f333
Great Britain Persons, registered in the National Health Service 451 243 1 0f 156
Norway Hospitalized persons (Europeans only) 1900 1 of 136
Spain Blood donors 5370 1of671
France Visitors of health assessment centers 9396 1 of 174
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IIPOMCXOXKJEHNA VMMEET IO KpaliHeil Mepe OfHY KOIMIO
myTtaHTHoro reHa HFE, Han6ojee pacipoCTpaHeHHOII TeH-
HOJI MyTaljuyi, CBA3aHHOJI C HaCJIeNCTBEHHbIM reMOXpOMa-
tTo3oM [8]. HaciencTBeHHBII reMOXpOMaTo3 He 3aBUCKUT
OT II071a, XOTA CUMIITOMBI Yall[e IPOABIAIOTCA Y MY>KUUH.
VY >KeHIIVH CHMIITOMBI T€MOXPOMAaT03a MOTYT Pa3BUTbCA
B 6ortee mo3gHeM Bo3pacTe (IIOCIe MEHOIAy3bl) 13-3a pery-
TAPHOI KPOBOIIOTEPM BO BpeMsA MeHCTpyaumit. IIpumepno
y TpeX YeTBepTell Tofiel TeMOXPOMATO3 JUArHOCTUPYETCA
10 TOTO, KaK y HUX IOAB/AETCA KIMHINYECKasA CUMITOMATH -
Ka, B OCHOBHOM IIpU T€HEeTMYeCKOM TecTupoBaHuu. Hecmo-
TPSA Ha BBICOKYIO PacIpOCTPAaHEHHOCTb T'OMO3UTOTHOCTH
C282Y, nmuib y HeOOBIIOTO KOMMYECTBA JIIOfeil HaKaIlIu-
BAETCs JOCTATOYHO JKere3a, YTOObI BBI3BATH OBPEXK/CHIIE
OpPraHOB. YYMUTbIBasA ayTOCOMHO-PELECCMBHOE HAC/IE[0Ba-
Hue C282Y, yactora romo3urotrHoct C282Y opumHakoBa
Y MY>KUYMH ¥ KEHIIVH, HO PacCIpOCTPaHEHHOCTDb KIMHIYe-
CKUX IPOSAB/IEHUI pasnuyaeTca. B ogHOM mcciefoBanum
mumb y 28,4% My>xxumH u 1,2% >KeHIMH C TOMO3UTOT-
HOCTBIO 110 C282Y BbIABIEHDI KIMHNYECKME IPOSBIECHNA
remoxpomarosa. OgHako B Hayase uccnefgosanus y 81,8 %
MY>X4MH U 55,4% >KEeHIIVMH HaO/mI0aCcsa TTOBBIIIEHHbI
ypOBeHb GeppUTIHA B CBIBOPOTKE, YTO [O3BOJIAET IIPEAIIO-
JIOXKUTD, 4YTO OMOXMMMYIeCKask IEHeTPAHTHOCTD BBIILE, YeM
K/IMHMYECKas MTeHEeTPAHTHOCTb. B pyrux mccnemosanmax
6bIIO YCTaHOBJIEHO, YTO KIIMHUYECKIE IPOSBICHNS FeMOX-
pomarosa pasBuBarTCcA y 25-60 % nul], TOMO3UTOTHBIX IO
C282Y. Tlo-BupuMoMmy, pasnudHble (aKTOpBI, TaKue Kak
TeHeTHYecKre MOAUQUKATOPbl, (HAKTOPBI OKPY>Karolieit
cpenbl wim o6pasa XXIU3HM, ONPeNe/IAIT (PeHOTHII y Tofeit
C TOMO3UTOTHOCTBIO 110 C282Y [9].

KoropTtHoe wuccrnefoBanmue ¢ ydactueM 22 IIEHTPOB
B Aurnnn, lotmauaun n Yansce B Bpuranckom 6mobaHke,
BK/IIoyampllee 451 243 yyacTHMKA €BPOIIENICKOTO IIPOMC-
xXoKaeHus, BraBuio 2890 (0,6 %) momert ¢ TOMO3UTOTHBIM
reHorunom p.C282Y. Ilpn aToM AMarHo3 reMoXpomMaTosa
611 TocTaBieH y 21,7 % myxunH u 9,8 % >XeHIuH. ITO
MOATBEPKAAET TUIIOTE3Y, YTO IEPETPY3KY >KENEe30M, CBA-
3aHHYI0 C p.C282Y, MOXHO TpPENOTBPATUTb U M3IEUUTD
IIpM YCIOBUM PaHHEro BMellaTenbCTBa. Vccnenosanne fo-
HOPOB KpoBu B bpaswmun BbraBuio 2,1 % ajienbHbIX Jac-
toT HFE p.C282Y.

o Knaccudukanus remoxpomarosa

CymecTtByeT 4 TMOATUIIA HAaCTENCTBEHHOTO TI'eMOXPO-
MaTo03a, BO3HMKAIOIIETO B pe3y/bTaTe MOBBIIIEHHOIO BCa-
CBIBAaHMA Kelle3a B KPOBOTOK M3 YKeTYOUYHO-KUIIEYHOTO
TpakTa. CHIDKEHVE aKTMBHOCTY WIM CHIDKEHMe CHHTe3a
TeIICU/IVHA BBI3BIBAIOT OOJIBIIMHCTBO CIyd4aeB TeMOXpPO-
MaTo3a. Tum 1, BbI3BaHHbBIT MyTanuAMu B rene HFE, Ha
KOTOpbIl Ipuxoputcsa 6Gomee 80% ciy4aeB reMoxpoma-
TO3a, TUII 2A, BBI3BaHHBIN MyTanuamu resa HJV (Taxoke
u3BecTHOro Kaxk HFE2), tun 2B, BbI3BaHHDII MyTaLMsAMU
BreHe HAMP, Tun 3, BBI3BaHHBIN MyTanusAMu B rene TFR2,
U TUT 4, BBI3BaHHBI MyTauuamu B reHe SLC40A1, xoro-
pble IPUBOAAT K YBEMMYEHMIO aKTUBHOCTU (epponop-
TuHa (3TO 3a007I€BaHMe paHee GBUTO KIACCHPUIMPOBAHO
Kak TiI 4B 1 oTindaercs ot ¢pepponopTMHOBOIL 60/Ie3HIL,
KOTOpOe BbI3BAHO IOTepeil akKTUBHOCTU (epporopTuHa
u Knaccupuuupyercs Kak tut 4A) [10].

o Knuuuyeckue nposABieHNnsa reMoxpomMaTosa

Knuunyeckne npossnenns romosurornoro HFE-acco-
LIUMPOBAaHHOTrO reMoxpoMaTosa (p.C282Y) nepBoHadaIbHO
6pumn ojenensr Tpycco A. u @on Pexmunrxaysenom O.J1.
Pannume KmmHMYECKMEe KOTOPTHbIE MICC/IENOBAHNS BbIABUIN
3HAUYNTEIbHYIO 3a00/1eBaeMOCTb U CMEPTHOCTb IIPY 9TOM
3abonesanuu [11], [12].

ITocne orkpeitua rena HFE, monmynALMOHHBIE JC-
CIefOBAHNS IPOEMOHCTPUPOBAIN Pas/INIHble OMOXN-
MU4YEeCKMe M KIMHMYECKME IPOSBIEHNSA IeMOXPOMAaTo3a.
IlepekpecTHbIE KOTOPTHBIE MCCNIEOBAHMA MTOKa3aay, YTO
reMOXpPOMaTo3 He CBA3aH C IOBBIIIEHHO} CMEPTHOCTBIO.
Bonee mospgHme momynAnuoOHHbIE MCCIENOBAHMA IIOKa3a-
M, 9YTO MY>KUYMHBI, HO He JKEHIIVHBI, TOMO3UTOTHbIE IIO
p-C282Y, UMeI0T 3HAUNTE/IbHO MOBBILIEHHDIN PUCK CMEPTU
K BospacTy 75 net — 19,5 % no cpasHenuo ¢ 15,1 % B KOH-
TPOJIBbHOIL TpyIIIe. Boio 06HApyXeHO, YTO CIOXKHAS MU
IIpOCTasl TeTepo3UroTHOCTb mo p.C282Y u/umu p.H63D
He CBsA3aHA C IIOBBIIIEHHBIM PMCKOM IpeX/eBpeMeHHOI
cmeptu [13, 14]. TomosurotHocts p.C282Y 6blna cBsizaHa
C BBIP@)XEHHOIT IeMeHII1elt, OpellOBBIMM PAcCTPONICTBAMIA,
CapKOIIeHHell, CTabOCThI0 M XPOHMYECKOI OOTIBI0 Y MyX-
upH ctapute 60 net [15, 16].

Temoxpomaros, cBsisanHOM ¢ HFE, MoXeT mpoTeKaTh
6eccuMITOMHO B TedeHue >30 jeT (4acTo >40 y My>X4MH
u >50 y sxeHuuH). IIpn reMoxpomaTose, He CBsI3aHHOM
¢ HFE, cuMOTOMBI MOTYT IMOSBUTHCSA B BO3PACcTe OKOJIO
20-30 eT. B 1emomM cuMIITOMB pasHOOOPA3HBI, YTO 00B-
SICHSIET TO3[HIOI0 JMAarHOCTUKY [17].

IIpu remoxpomarose noKanusanusA >Kene3a B pasiamy-
HBIX TKaHIX OIIPefeisIeTCs] COBOKYIHOCTBIO (PaKTOPOB,
BK/IIOYAIOIIMX CTAfMI0 3a0b0/eBaHusA, OOIIYI0 BeMUYMHY
MIEPErpy3KM XKENEe30M U T€HETUYECKYIO TIPeIPacIIONOXKeH-
HOCTb OT/Ie/IbHbIX OPTaHOB K HAKOIUIEHMIO >Kenesa. JIs-
ObITOYHOE TKaHEeBOE XKeIe30 MOXKET XPAHUThCA B PETUKY-
JIO9H[OTEIMAIBHOI CUCTeMe [0 TeX IOp, HOoKa He Oymer
IIPEBBIIIEH OPOTOBBIl ypoBeHb. Korga sTo nmponcxommr,
ApyTHe OpraHbl BK/II0YasA eYeHb, CEPAILE, HOIKETYTOIHYIO
Xesie3y, Cele3eHKy U runodus, Takke MOIYT BBICTYIATh
B Ka4eCTBe MeCT XpaHeHusA M30BITOUHOro >Kernesa. Vcce-
TOBaHM:A HA )XMBOTHBIX MOJIEIIX IIOKA3bIBAIOT, YTO NCTOY-
HMK 1M30BITOYHOTO >Kele3a MOYKET YaCTUYHO OIpefeNATh
CTeIeHb OTIOKEHNA JKele3a B Cepalie.

Cpenn Hamboree pacHpOCTPAHEHHBIX CUMITOMOB —
YCTamoCThb 11 607D B CycTaBax. JlepMaToornyecKuMIm Ipu-
3HAKaMI ABJIAIOTCA B OCHOBHOM MeJIaHOZepMIUS (IIMTMeH-
TAIVs KOXKY), MHOTIA CYXOCTb KOXKI 1 M3MEHEHNs HOITell
(1, KaK 9TO HU IIapafjOKCAIbHO, KOVIOHUXMA — KJIaccuye-
CKUI cMITOM Xene3oneduimtHo anemn). OCHOBHBIMU
CYMIITOMaMM CO CTOPOHBI IIe4eHU ABJIAIOTCA TelaToMera-
NV ¥ He3HAUUTE/TbHOE MOBbIIIeHNe YPOBHS TPAaHCAMIHA3
IpY COXpaHHON (PyHKUMHU medeHn. [eMOXpOMaTo3 MOXKeT
BBI3BIBATh CAaXapHBIN [1abeT, TUIIOTOHA[V3M WIU THIIO-
IUTYynTapusM. YpesBbIYailHO BaXHO MMETb B BUJY, YTO
HFE-accouuMupoBaHHbII ~ I'€éMOXPOMATO3  BCTPEYaeTCs
y TIpeficTaBUTeNIell eBPOIEOUTHOTO MIPOMCXOXK/IeHN, a Te-
MOXpOMAaTo03, He CBA3aHHbll ¢ HFE, XOTA U TOpasfo pexe,
MO>KeT HabMIoaThCsA BO MHOTUX 9THUYECKUX Ipynmnax [18].

Hawn6ornee yacTbIMy 3HAYMMBIMY KIMHUYECKVIMU IIPO-
SIBTIEHVSIMI SIBJISIIOTCS 3a00/1eBaHMsI redeHn u apTpur [19].
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My>KunHBI, HO He >KeHII[MHBI, TOMO3UTOTHbIE 110 p.C282Y,
uMeloT 6oJsiee YeM B YeTbIpe pas3a BBIIIE PMCK Pa3BUTHA
3ab0/IeBaHMII IIeYeH 10 CPAaBHEHUIO C IuLamu 6e3 MyTa-
uuit B HFE. Tomosurorsl My>ckoro nomua p.C282Y raxxe
VIMEIOT MOBBIIIEHHDI PUCK PasBUTHUSA apTPUTA, KOOPEK-
TaJIbHOTO PaKa I caxapHOro fnabera. [OMO3UrOTHDIE XKeH-
mMHBL 10 p.C282Y TOXKe MMEIOT TOBBIIIEHHBI PUCK pas-
BUTUA ApTPUTA, KOTOPEKTAILHOTO paKa 1 paKa MOJIOYHOI
KeJIe3bl IT0 CPABHEHMIO C KEHI[MHAMN 0e3 MyTaluil B TeHe
HFE [13].

o IMTaromorms mewenu: IIporpeccupyrommii Gubpos
WIM LMPPO3 IIeYeHM IIpY TIeMOXPOMATo3e, CBA3AHHOM
¢ HFE, penxo BCcTpeyaeTca B BO3pacTe [0 45 JIeT Ipu OT-
CYTCTBUU [PYTUX COIYTCTBYIOLIMX 3a00JI€BAHUII IIeYeHN
[20]. daxTops! pucka pasButus ¢ubposa MM LUpposa
[IeYeH! BK/IIOYAIOT YPe3MEepPHOe yIOTpedIeHIe alKOros,
CaXapHbIil A1abeT, apTPUT, YPOBEHb (EepPPUTUHA B ChIBO-
porke kpoBu 6ormee 1000 MKI/JI ¥ KOHLIEHTpAaLVs >Kee3a
B nedenu 6onee 200 MxkMonb/T [21].

Y romosurorupix myxunH HFE p.C282Y puck passu-
THA NePBIYHOTO paKa IeYeHN B TeUeHIe SKM3HM YBeIndn-
BaeTCs B 12 pas 1o CpaBHEHUIO C My>KUMHAMU 6e3 My Tarmit
B reHe HFE. JKenmunbl, romosurotHele no HFE p.C282Y,
He ITOJBEpraloTcs MOBBILIEHHOMY PUCKY paka medeHu [13].
Hanbonpbimmit puck IMepBUYHOTO paKa IedeH) BO3HUKAET
y HaLMEeHTOB C LMUPPO30M IedeHu [22], UM JyIA CBOeBpe-
MEHHOJ1 IMarHOCTUKY CTIeflyeT peKoMeHoBaTh Y3V neve-
HI KaXkzple 6 Mecsres [23].

o Aptpur: ITopaxkeHue CycTaBoB IIpK reMOXPOMATO3€
BCTpedaeTca He MeHee 4eM y 24 % manuenTtos. Kmaccuye-
CKJ apTPOIATHS IOPAXKAeT ISICTHO-(ha/aHTOBbIE CYCTABEI,
3aTeM Ta300e/[pEeHHBIIl, TOJICHOCTOIIHBII, NTy4e3arsaCTHBIN,
JIOKTEBOII, I/IeYeBOI ¥ KOJIEHHBII CYCTaBbl, a TAKXKe I10-
SCHUYHBI OTHeN mo3BoHouHuKA. Otnuddepenimposarsp
apTpOIaTMIO HpYM TeMoxpomarode 1 JedopMupyromui
OCTEOapTPUT MOXKeT OBITh CIOXHO. HesicHo, movemy ap-
TpOMATHs MOPaKaeT TOIbKO YaCTb JIIOfEll C FeMOXPOMATo-
30M. APTPUT MOXKET PasBMBATbCs HA Pa3HBIX JTANAX Te-
yeHns1 3a60/IeBaHs, JaXKe TIOC/Ie YCIeUHbIX (1e60TOMUIL.
daxTopbl prcKa pasBUTUA aPTPUTA BKIIOYAIOT HMOXKMUION
BO3pacT, Iporpeccupyoumii ¢pudpos IedeHu, NIUTeNb-
HOe IIOBbIILIEHNE YPOBHS (eppuTHHA B CBIBOPOTKe Oosee
1000 MKr/m ¥ HacblleHe TpaHCdeppuHa CHIBOPOTKY XKe-
ne3oM =50 % [24].

3abonmeBaHus MMeYeHN U apTPUT, KaK IIPaBUIo, gebio-
TUPYIOT OJHOBPEMEHHO. BeposTHOCTD pasBUTUS apTpu-
Ta BbIIIe IIpu 6O/lee BBICOKON HATPy3Ke >KEIe30M N
Ha 0osee MO3fHelt cTaguy mopaxkeHus nedexu [17]. He-
JaBHee MCCIIeflOBaHNe TI0Ka3ajio, YTO apTPUT TECHO CBSI-
3aH C BBIpaXeHHBIM p1bpo3oM meueHu, u y 84 % romo-
surotr HFE p.C282Y ¢ BbIpakeHHBIM (UOPO30M IeYeH!U
OB apTPUT, B TO BpeMs Kak y 34 % romosuror p.C282Y
C apTPUTOM HAOJIIONA/ICS BBIPAKEHHBIN GUOPO3 MeYeHIt.
Ba)kHO OTMeTUTD, YTO TONBKO y 5% MalueHToB 6e3 ap-
TpuTa Habmogancs Guopos medeHN Ha MO3IHEN CTAVIL
T.e. orcyrcTBMe aprpura uUMeno 95% OTpHULATEIbHYIO
[IPOTHOCTUYECKYI0 IIEHHOCTb JJIS1 IIPOTPECCUPYIOLIEro
¢ubposa neyenn [25].

o JIpyrue KnuHm4ecKne nposasnennsa: JIpyrue cocro-
SAHMA, XapaKTepHbIe /I TOMO3UTOTHOTO IeMOXPOMAaTO3a
HFE p.C282Y, BKIIIOYAIOT CaXapHbII A1abeT, INIepIINTMeH-
TaIVIO, TUIIOTOHAJOTPOIHBIN IMITOTOHAJM3M U KapAMOMM-
OmaTHio. OTU COCTOAHNUA OOBIYHO /IeYaT B COOTBETCTBUU
C OOLIeIPUMHATHIMU KIMHNYECKUMY PeKOMEeHIALAMY
B COYeTaHMM C JIeYeHMeM Ieperpysku >xenesoM. Kappauo-
MUOMATUA ABNAETCA PESKUM OCIOXKHEHMEM, KOTOpoe IOo-
TEHIMA/IBHO 0OPATMMO C IIOMOLIBIO TE€PAINY HEePErPy3Kn
Kenmesa [14].

o JIMarHocTuKa reMoXpomMaTo3a

CoBpeMEeHHBII AMAarHOCTUYECKUII TOJXOX, K IeMOXpo-
MAaTo3y SIB/ISETCS HEMHBA3MBHBIM, T.e. OMOICHS IeYeHn
6onbuie He Tpebyercs. [eMOXpOMAaTO3 MOXKHO AMATHOCTH-
POBaThb TOJILKO Ha OCHOBaHMYM KOMOVMHALMM KIMHIYECKIIX,
7TabOPaTOPHBIX 1 JAHHBIX BU3Ya IM3ALVIL.

1. JTaGopaTopHbIe TeCThI

Hawubornee pacipocTpaHeHHbIe fUAaTHOCTIYECKYE O10-
XVMMUYECKIe TeCThI COCTOAT U3 CIefYIOUINX MapaMeTpoB
IUIa3MBI: JKeie30, K03 UIMeHT HachlleHus TpaHcdep-
puna sxenesom (KHTJXK) u cpiBOopoTOYHBI (eppUTUH
(CD). Iospiuennsiit KHTXK sBnsercs caMbiM paHHUM
OMOXMMIYECKUM HapylIeHeM IIPY TFeMOXpOMaTo3e, OTpa-
JKAIOLIVM IOBBILIEHHYI0 abcopOimio xenesa. OH cocTas-
nser >45% (qacto >60% y MyxuuH 1 >50% y >KEHIIVH)
U JIO/DKEH OBbITb IOATBEPXJIEH IIOBTOPHBIM aHAIN30M.
C® (>300 MKT/m y MY>XYMH U )KEHIIMH B OCTMEHOIIay3e
u >200 MK/ y >KeHIIUMH B IIpeMeHOIlays3e) XapaKTepeH
IJIS1 TeMOXPOMATo3a, HO TAaK)Ke MOXKeT IIOBBIMIATHCA IPU
BOCITIA/IUTEIbHOM IIpoliecce, MeTaboMNIeCKOM CUHAPOME
(ocobeHHO mpy caxapHOM Ayabere), yoTpeOIeHUN A/IKO-
TOJIsl ¥ IOpayKeHnN Tedenn [26].

2. Ienernyeckoe recTMpoBaHue

TeHeTNYeCKOe TeCTHMpPOBaHNUE NPOBOAUTCA IAIVIEHTaM
¢ BoicokuM KHTK, mpu ycnosum, 4To MCK/II0OUEHbI ApyTrye
MeXaHM3MbI, KpoMe M30BITKA >Kele3a B opraHusme (0co-
6eHHO runorpanchepprHeMMs 13-3a [I€YEHOUYHO-KIETOY-
HOJl HeJOCTATOYHOCTM, HePPOTUUECKOrO CHMHAPOMA W/IN
HEJOCTAaTOYHOCTY NMUTaHusA). [eMoxpomaTos crenyer pac-
CMATpUBATh He KaK MPOCTOe MOHOreHHOe 3abojeBaHue,
a KaK CJIOXKHBIN pe3y/IbTaT B3aMMOJIEICTBUS OKPY Kalollei
cpenbl, 06pa3sa >KU3HY 1 FeHeTUYeCKIX PaKTOPOB, KOTOPBIE
elle He IOMHOCTbIO MueHTHuumpoBansl. llupoko pac-
IPOCTPAaHEHO MHEHMeE, YTO B C/Iyyae TOMO3UTOTHOCTH II0
myranym p.C282Y B rene HFE ¢opmupyercsa HeoOxonu-
Masi OCHOBA /ISl PasBUTHMSA M30BITKA XKee3a B OPTaHM3Me.
Yro KacaeTcs KoMIayHp-reTeposurotrHoctu p.C282Y/p.
H63D, To ona MOXeT IpefpacronaraTb TOIbKO K JIETKON
HeperpysKe Skefie30M, U Bpady ClefyeT OBITh OCTOPOXKHBIM
npy MHGOPMUPOBAHMM IALVIEHTa, IOCKOIbKY YIIOMMHA-
HIfe O FeMOXPOMATo3e MOXKET BbI3BATh HEHY>KHOe OecIo-
KOJICTBO IAIJ€HTa I er0 CeMbI.

Korpa renernyeckoe TecTMpoBaHUe Ha MyTalMM TeHa
HFE maeT OTpUIjaTeIbHBIN Pe3y/IbTaT, MOIYT ObITh IPOBe-
IeHbl JajIbHeille FeHeTUdecKye MCCIefOBaHMsl, CBA3aH-
Hble C [PYTUMI TeHaMM, YIaCTBYIOLMMHU B MeTabomusme
JKejle3a U CHMHTe3e TellcujiuHa. [eMoXxpoMaros, He CBsI3aH-
HblII ¢ reHoM HFE, MeHbllle IIOJBEP)KeH BIMAHUIO KOdak-
TOPOB ¥ XapaKTepn3yeTcst 60jiee TSHKEIBIM U OGHOPOSHBIM
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OB3OPHBIE CTATbHU

K/IMHIYECKIM COCTOSIHIIEM, IIPOSIB/IAIONMCS B Go/tee MO-
nofoM BospacTe. CoBpeMeHHbIe ITOJXO/bI, OCHOBAHHbBIE HA
CeKBEHMPOBaHMM HOBOro nokonenus (NGS), pacumpsior
BO3MOYXHOCTM IMATHOCTUKY PeAKMX 06pasoBaHMIL, HO B TO
e BpeMs CO3JAI0T NMpoONIeMbl I MHTepIpeTaluy pe-
3ynbraroB. Iys rexuonornu NGS tpebyroTcst axcriepTHbIe
LIeHTPBI, KaK TOCYapCTBEHHbIE, TaK )1 YacTHbBIE, ee CTOU-
MOCTb OCTAeTCs BBICOKOII, HO MeeT TeHIEHIINIO CO BpeMe-
HEM CHIDKAThCS [26].

CnemyeT uMeTb B BMAY, YTO B OOJBIIMHCTBE KIIM-
HUK BO BCeM Mupe uccnefoBanue resos HJV, HAMP,
TFR2 n SLC40A1, n paxxe HFE moCpeicTBOM IPSIMOTO CEK-
BEHMPOBAHMA He ABJIAETCA MMPOKOJOCTYIHBIM. JledeHne
OOBIYHO He 3aBUCUT OT MOJIEKY/LAPHOI AuarHocTuku. ITos-
TOMY Ba>KHO IIOMHUTb, YTO B YC/IOBUAX 3aTPYLHEHHOrO JI0-
CTYIa K TeHeTUYeCKOI MAeHTUGUKALIMY ITaljIeHTaM C K-
HIYECKUM JMAarHO30M IeMOXpOMaTo3a He CIefyeT >KJaTh
pesynbraroB ananusa JHK mns Havana nevenus [27]. Tem
He MeHee, pe3y/IbTaTbl T'eHeTUYeCKUX TeCTOB Ba>KHBI JUIA
IPOTHO3a TeYeHNs 3a00/IeBAHNUS U OLIEHKM PIUCKA POXJe-
HIs OONBHBIX JleTell B ceMbe.

3. buoncusa Tkaneii

buoncusa nevyenn — my4immnit MeTOR, 11 KOIMYECTBEH-
HOJI OLIeHKH IIeperpysku xenesoM. Ho xoppensaunn Mmexy
OT/IOXKEHIEM >KeJle3a B IIeYeHN U MUoKappe HeT. OTioxe-
HIe Xele3a B MUOKapfie IPOUCXOAUT MefiIeHHee, YeM II0-
IJIOLIEHMe JKele3a ITeYeHbI0. DHIOMIOKapAuaabHas O1ol-
CMsl MOXKET MOTPeOOBAThCs MAI[MeHTaM C KapAMalTbHbIMU
npossieHnsAMy. IloBbIllIeHHas KOHIIEHTpAIMA >Kerlesa
Bcera OOHAPY>KUBAETCS IIPU HAOMUOKAPAMAIBHON 6u-
OIICHM y HALMEHTOB C AMCQYHKIIME TeBOTO XeTyA0uKa,
00YC/IOBIEHHOJ TeMOXPOMATO30M CeppLia.

4. Busyanusupyrouie MeTOAbl

MarnutHo-pe3oHaHcHass tomorpadpus (MPT) moxer
OBITD ITOJIe3HA JI/ISI BBIABJICHNSA VM KOMMYECTBEHHO OLIeHKI
Heperpy3Ku JKelle30M B OpraHmaMe, OCOOEHHO B IIEUEHIL,
cereseHKe (KOHTPACT MEXJY 3HAYMTEIbHBIM M3OBITKOM
JKele3a B IIEYEHV VM OTCYTCTBMEM IIePerpy3KM >Kelne3oM
Ce/me3eHKM 4acTo ObIBaeT mpy remoxpomatose). Jlabopa-
TOpHBIe UCCaefoBanys B codetannu ¢ MPT B HacTosmee
BpeMsA BO MHOTOM 3aMEHIIN OMOIICHIO IIeYeH.

YnbTpa3sByKOBO€ CKaHMPOBaHIE MTeYeHN YacTO ABJIAET-
Cs1 TIepBBIM AMATHOCTUYECKUM 3TAIIOM, KOIZja Y MallMeHTa
HaO/II0aeTCsl MOBBILIEHHBII YPOBEHDb II€YEHOUHBIX (ep-
MEHTOB WM eCTb HOAO3peHMe Ha 3abo/leBaHNe IeyeHI.
VIIBTPa3ByK He MOXKET OOHAPYXXUTH XKe/Ie30 B TKAHM IIede-
HI 1 I09TOMY He MOXKeT OBITb MCIIO/Nb30BAH J/Is JUArHO-
CTUKM IIepPerpys3Ky >Kele3oM IIpY reMOXpoMarose, HO IIO-
neseH B guddepeHIanbHO-AMArHOCTIIECKUX LeMAX /I
UCK/IIOYeHNA APYTUMX INPUYMH IOBBIIIEHUSA YPOBHA Iede-
HOYHBIX (DEPMEHTOB ¥ HEa/IKOTOJIbHOIL KVPOBOII 00/Ie3HN
nedenyu (HAJKDBII). YipTpasByk Takke MOXKHO MCIIOTIb30-
BaTb JUIA JUATHOCTYKY IMPPO3a MeYeHN U TeraToleNIio-
nsipHoit KapumHomsl (I'TIK).

YnbrpasBykoBas amacrorpadmsa (Pubpockan) mede-
HY JUIA OlleHKM ¢16posa y MalMeHTOB C TeMOXPOMaTO30M
IIPUMEHA/IACH JIVIIb B HECKOJIbKIX McClefoBaHyAX. Heo6-
XOIMMBI JajbHelilllee M3y4eHue BOIPOCA, MOXKHO JIM VC-
II0/Ib30BATh 3TOT METOJ, /L UATHOCTUKIA Y HAOJTIOfIeH N 3a
¢ubposom meyeH, BbI3BaHHBIM MyTateil B rene HFE [28].

Kommnbiorepras Tomorpadusa (KT) meuenu mossorser
0OHAPY)XUTb )Kelle30 B IapeHXMMe IeYeHM, OfHAKO Me-
TOf, TpebyeT CIelMaJbHOrO IIPOrPaMMUpPOBAHUA CKaHe-
pa, SIB/SIETCA MOMTYKOMNYECTBEHHBIM U MIMEET HECKOJIbKO
nctoyHMKoB ommbok. ITocne BHeppenus MPT, KT penko
VICIIONb3YeTCs IJIS OLpefie/IeHNs COflepyKa A JKerle3a B IIe-
JeHN, OfHAKO MOXKET IIOMOYb BY3Ya/lTU3MPOBATh OYaroBble
rmopakeHust nevenn [29].

PenTreHorpadus cycTaBoB MCIIONb3yeTCA [yIA OLEHKU
crenenu aprputa. CucreMa peBMaTOMOTMYECKOI OICHKIL,
OCHOBaHHAs Ha PEHTTeHOIpaMMax KUCTell, 3aILCTUl, KO-
JIeHeIl 11 JIOAbDKEK, Obl/Ia IIPOBepeHa Ha TPYIIIe MaI1eHTOB
C TeMOXPOMATO30M 1 apPTPUTOM.

JIByXaHepreTndeckasi PEHTIEHOBCKasi abcopbOimome-
tpust (DXA) ncnonbsyercst Ajsi ONpeneeHns IIOTHOCTH
KOCTHOJI TKaH) ¥ BBISBJICHUSA OCTEOHEHUY U OCTEOHOPO-
3a [30].

o JleyeHue reMoxpomMaTo3sa

1. uerndyeckoe reyeHne

[TarmeHTaM ¢ reMOXpPOMATO30M He C/ieflyeT IIPUMHMUMATh
BHYTPb IIperaparhl Kene3a. YiorpebseHne 60/mbIIoro Ko-
nndectBa ButamyuHa C ObICTPO MOOMIM3yeT >Keme3o 13
CepaLa, yBeI4YyBaeT BHIPAOOTKY CBOOOIHBIX PaiMKajIoB
U BBI3BIBAET CMEPTE/IbHBbIE CePHeYHble apUTMMI. B cBA3M
C 3TUM, IIpU T€MOXPOMATO3e He CrefiyeT IPUHUMATDb CUH-
tetudeckuii BuTamyH C, OfHaKO oBouy U GPYyKTHL, Oora-
Tble BUTaMUHOM C, MOXKHO €CTb. AJIKOTO/b yBeINIMBaeT
yCBOEHMe Ke/le3a, a HeKOTOpble KpacHble BUHA COfiepsKaT
607IbIIIOE KOTMYECTBO SKemesa, 4To TpebyeT 0TKasa OT ero
ymorpebnenns. IlanyeHTaM ¢ KappuomuonaTueir u cep-
[eYHOJ HeOCTaTOYHOCTHIO IIOKa3aHa JiieTa C HU3KMM CO-
mep>xaHueM Harpus [31].

2. VYmaneHmue >kemesa

®dre6oromusa. KpoBomyckaHme ocTaeTcsi OCHOBHBIM
METO[OM JIeYeHUs TreMOXpoMmaTosa, cBssaHHoro c¢ HFE.
ITpu remoxpomatose, He cBsA3aHHOM ¢ HFE, KOTOpBbIit CBA-
3aH C JeUIUTOM TelCUANHA, IPEAIOYTUTEIbHBIM MeTO-
IOM JIeYeHVsI TaKKe siBsieTcs ¢preboToMMs, HO B Hambo-
Jlee TsDKETIBIX Cydasx (Hampymep, y AL C I0BEHNUIbHBIM
reMOXpOMAaT030M) MOYKHO MCIIOIb30BaTh JOIIOJTHUTETbHO®
nepopaibHOe XenaTuposaHye. Kposomyckanus taxke ag-
(eKTMBHBI 1A JIe4eHMs IalVeHTOB ¢ (HeppOIOPTIHOBOI
6071e3HBI0, HO MX CIIEyeT IPOBOANUTb pPeXe, YIUThIBAs
PUCK aHEMUM U3-32 IJIOXOJ PEIPKY/IALIMY JKee3a y 3TUX
ManyeHToB. MHOIMe Bpayy M MalJeHTbl HACTAaMBaIOT Ha
TOM, YTO BBICOKIIT YPOBEHD (heppUTUHA B CBIBOPOTKE COOT-
BETCTBYET IIeperpysKe ene3oM 1 4TO ero C/IefyeT JTeINTh
myTeM KpoBomyckannA. OTHaKo, KaK YIIOMIHAJIOCh paHee,
manyeHTsl 6e3 romosurotHocT C282Y He Bcerma MOTyT
VIMETD IIePETPY3KY JKeTe30M.

Ienbio drebGoToMum ABIAETCA yhaneHNe n30bITKA XKe-
ne3a Jyid IpefjoTBPaIleHMs HalbHeiIero MoBpeXIeHNA
tKaHell. [To aTndyecknm npuunHaMm, ¢pre6oTOMMSA He U3yda-
Machb B paHLOMM3VMPOBAHHBIX KIMHNYIECKNX UCCIeTOBAHN-
SIX, YTO 3aTPY[HAET NOHUMAaHMEe eCTeCTBEHHOTO TeYeHU:
HeJleueHbIX 3abomeBaHmil. XOTsA HEKOTOpPBIE JIIONM, XOTS
U PefKo, MO/MAraloT, 4To Tepanusa ¢reboToMueil He UMeeT
HOATBEP)KAAIOIINX TOKAa3aTeIbCTB, OONBIINHCTBO 9KCIIep-
TOB IOJIATAIOT, YTO 3Ta (OPMa UCTOLIEHNS 3aIIACOB XKerle3a
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MOXXET YIYYIIUTb XPOHIUYECKYI0 YCTAIOCTb U CepHeYHYIo
byHKIUIO, CTabUNIN3NPOBaTh QYHKLMIO IeYEHMN, TIPUBECTH
K oOpaTrHOMY pasBuTiio ¢pubposa IeYeHM ¥ YMEHDbIIUTD
NUTMEHTAIMI0 KOXM y MAaIJMeHTOB C IeMOXPOMAaTO30M.
OpHako cycTaBHBIE CHMITOMBI IUIOXO TIOAJAIOTCA Jiede-
H1I0 prie6oTOMMEI M MOTYT yXyAIaThcsa. IPPeKTUBHOCTD
KPOBOITYCKaHI XOpOIIas, eC/IY OHO HAyaTo JIO pasBUTHA
nypposa nedenu. [lo6ounsie apdexTsl Pprred6oToMmUM BO3-
HMKAIOT ¥ 37-50% mauueHToB M BKIKYAOT Qrebut, He-
TOMOTaHNe U YTOM/IAEMOCTb. B clyyae BOSHMKHOBEHMA
10604YHBIX 3} (HEKTOB MO>KHO pacCMOTPETh BO3MO>KHOCTD
yBeNMMYeHNs MHTEPBaIoB MEXTy poueaypamu [32].

KpoBormyckauns 0OBIYHO TIPOBOAAT aMOymIaTOpHO
MeficecTpuHCKuUII nepconan. O6bpr9HO 06beM Kposu 400-
500 mn ymansetcs 3a 15-30 MUHYT B HOMOXeHUM OONb-
HOTO JIeXKa. DTOT TIPOIIeCC TIPOBOAAT eXKEHEeIETbHO 0 TeX
II0p, IIOKA YPOBEeHb (peppUTIHA B CBIBOPOTKE He JOCTUTHET
~50 MKr Ha muTp. TakKe OIlEHMBAIOT YPOBEHb IeMOITIO-
OMHa U M3MEHAIOT CXeMy KPOBOIIYCKaHMUsA, eC/IY YPOBEHb
remornobuHa <11 r/mn (Hampumep, go 400-500 M KpoBoO-
HyCKaHusA pas B iBe Helen). OIHOBpeMeHHOe Iepopab-
HO€ BBeJleHNe XIMAKOCTY (HalpyMep, COTeHOTO CIOPTUB-
HOTO HamnTKa) B 06beMe, IKBUBAJIEHTHOM 00beMY KpPOBI,
yHaneHHO mpy Gre60TOMMM, BaXKHO [JIA NMOAIEpXKaHUA
obbeMa IUTa3Mbl BO Bpemsi Ipouenypsl. [Ipopomxureis-
HOCTb MHIYKIIMOHHOM TepaIluy 3aBUCUT OT TAKeCTH Iepe-
TPY3KM XKe/Ie30M M MOYKeT COCTAaB/IATb OT MeCSIEB IO JIET.
[Toc/te MHAYKIMOHHOM (asbl MPOBOAATCS IOAAEPKUBAIO-
e ¢Gre6boTOMUM JUIA MOJifiepXKaHusA YPOBHA (eppUTIHA
B CBIBOPOTKE KPOBM Ha ypoBHe ~50 MKr Ha mutp. Ecmm
KPOBOITYCKaHNIA IPORO/DKAIOT IIOCIe TOTO, KaK YpOBEHb
¢deppuTuHa B CBIBOPOTKe CTaHeT <20 MKI Ha JUTP, MO-
JKeT BO3HUKHYTb HeUIMT >Kele3a. YPOBHM TeIICHUIVHA
B CBIBOPOTKE MOTYT CHUSUTBLCA NPU KPOBOIycKaHum [33].
[MoppepxuBarouye ¢re6OTOMUN IPOBOJATCA B CpefHEM
IBa-deThIpe pasa B TOfl, I 3TO 3aBVICUT OT CKOPOCTHU pe-
aKKyMYIALMY OKelle3a, KOTOpas BapbUPYyeTCsA Y pasHbIX
nmanyeHToB. IIpoBepka ypoBHA (eppUTHHA B CBIBOPOTKE
KpOBM) 4epe3 3—-6 MecALleB [10C/Ie OKOHYAHMA MH]YKLIVMOH-
HOJI Tepammy MOXKeT OBbITh II0JIe3Ha /IS OLIEHKU CKOPOCTU
IIOBTOPHOTO HAaKOIUIEHNA >kene3a. OLeHKy YpOBHA ChIBO-
POTOYHOrO (eppUTHHA MOXKHO IIPOBOAUTH €XKEMeCIIHO
BO BpeMsA MHIYKLVOHHO (re60TOMMU M eXEHENEeTbHO,
KOT/[a YPOBEHb CBIBOPOTOYHOTO (pepPUTIHA CHIDKACTCS O
100 mxr/n1. Kak TOJIBKO CbIBOPOTOYHBINT (PEePPUTHH TOCTUT-
HeT 50 MKI Ha JIUTP, MOXXHO PacCMOTPETb BO3MOXXHOCTD
OLICHKV YPOBHs CBHIBOPOTOYHOTO (hepPUTUHA €XKeTOJHO
WIN BO BpeMs KaX[oil Mopmep)kuBarolieli ¢hre6oToMum.
XoTA JOKa3aTenbCTBa, OATBEPKAI0NTNe MCTIOTb30BaHMe
HOJiflep>KMBalollel Tepalyy, OTCYTCTBYIOT, MHOTE Hal-
eHTBI LIeHAT 3Ty T€PAINIO, 0COOEHHO eC/IYl OHY MOTYT OBITh
ZOOPOBONBHBIMIY JOHOPaMu KpoBH [34].

Hecmotpss Ha ycremHoe MCTOLIEHME 3aracoB SKere-
3a, Y HEeKOTOPBIX INAIJMEHTOB HAaChILeHNe TpaHCPeppyrHa
ocTaeTcA IOBBILEHHBIM. IIpenmonaraerca, 4To moppep-
JKaHMe HOPMaJIbHOTO HACBIIeHMs TpaHCheppuHa MOXeT
Y/IY4IINTb CUMIITOMBI B OOJIbIIEIT CTEIIEHN, YeM CHIDKEHNE
¢depputuna. OnHAKO HaChIleHNMe TpaHCeppUHA MOXKET
He CHIDKATbCA IO TeX IIOp, II0Ka y MalyeHTa He OyneT jo-
CTUTHYT TOYTHU AePUINUT XKe/les3a, I0ITOMY IOAep)KaHMe

COOTBETCTBYIOIIVIX YPOBHe!l (peppUTMHA M HACBHIIIEHMA
TpaHcdepprHa MOKeT OBITh 3aTPyAHEHO [35].

Opurponuradepes npu reMoxpomMaTose. IpUTPOL-
tahapes — MeTOJ| CeMEKTUBHOTO Ya/IeHNUsI 9PUTPOLIUTOB
C BBEJICHIEM 9PUTOINOITIHA WM 6e3 Hero. TOT IpoIiecc
yHa/IsgeT U3 TKaHeil U3/IMIIKM XKele3a B Ba pasa ObICTpee,
4yeM KpOBOIlyCKaHuMe LienbHON Kposu. IIpum mccnemosa-
HYM GO/IbHBIX HACIeICTBEHHbIM IeMOXPOMATO30M je4ed-
HbII1 spuTponuTadepes mnokazan nouryu 70 %-e CHIDKeHMe
00111er0 KOMMYeCTBa U IPOJODKUTEIBHOCTI JIeUeHNsS 10
cpaBHeHMIO ¢ (eboromueri. TepMMHAIBPHYIO KapAUOMU-
OTIATMIO, BBI3BAHHYIO HAC/IEACTBEHHBIM I'€MOXPOMATO30M,
YCIIEIIHO JIEYM/IN C HOMOIIbIO0 SpuTponnTadepesa B code-
TaHNUM C TIOAIEP>KKOI BCIIOMOTAaTeIbHOTO YCTPOJICTBA Jie-
BOTO Xenynouka [36].

Xematupyromue mnpenaparbsl. KpoBomyckaHue He
AB/IAETCA BAPMAHTOM JIeYEHNA Y MAIMEHTOB C aHeMMeil
(BTOPMYHBIMU HapyLICHWIMH, CBS3aHHBIMU C Ieperpys-
KOJI JKeJIe30M), a TaK)Ke y MAIVIeHTOB C TSDKEJIOoN cepied-
HOJl HEeIOCTAaTOYHOCTBIO. Y 3TUX NALMEHTOB Tepamuen
BBIOOpA ABJIAETCA JIeYEHME XelaTopaMm >Kenmesa. Xerna-
TUPYIOIIVE areHThbl JKele3a YBeINIMBAIT CKOPOCTb BBI-
BeJIeHNs JKe/le3a 3a CYeT CBA3bIBAHMA JKelle3a B IIasMe
U TKaHAX, YA U3ObITOK sxenesa. Heobxomumo nepuo-
IVMYeCKU N3MEePATb YPOBEHb CBIBOPOTOYHOTO peppUTHHA.
Ecmn ypoBeHb deppuTuHa B CHIBOPOTKE KPOBU HajaeT
Hioke 1000 Hr/M7, Tepanuio XelmaTopaMy >Kejle3a He crie-
myer HasHadatb. [ledepoxcamuH, gedepunpon u pede-
pasMpoOKC — TpuU IpelapaTa, XelaTUPYIUX >XeIes30,
OIOOpeHHBIEe yIIpaB/IeHNeM 110 KOHTPOJIIO 33 IIPOJYKTaMU
u nekapctBamu CHIA pna neveHusa BTOPUYIHON XpOHUYe-
CKOIJI TIepeTPY3KI XKeTIe30M.

JedepokcamuH mpencTasisieT co60IT reKCajeHTaTHYIo
MOJIEKYITY, KOTOpPasi HAIPsMYIO CBSI3BIBACTCS C TAOVM/IbHBIM
JKe/Ie30M B IIa3Me M TKaH:AX, BKIodas cepaue. Jedepoxk-
CaMIH UMeeT HU3KYI0 OMOOCTYITHOCTD IPY IIePOPATbHOM
IIpueMe ¥ KOPOTKUIL IIepUOJ, IIOTyBbIBEfeHNA. DTOT IIpena-
par BBOJAT B BUJie IIOKOXKHOI VIV BHY TPUBEHHOI MHY-
sun. Pekomenpyemas nosa i B3pOC/IbIX cocTapisAeT 40—
50 mr/kr/meHb, BBOIUTCS B TedeHMe 8—12 yacoB 5-7 mHeit
B Hefermo. Jledenne gedepOKCaMIHOM CHIDKAET COfepiKa-
HIe Kelle3a B MUOKapfe NMpuMepHoO Ha 24 %, safep>KuBa-
eT Hayajo KIVMHMYECKOTO IIPOSB/IEHMS TI'eMOXPOMAaTo3a
CepAlia, IPUBOAUT K OOPATHOMY PasBUTUIO PAHHMX CTa-
IMiT TeMOXpOMaTo3a Ceppla, YIydlaeT GyHKINIO TeBOTO
JKETy0YKa U IOBBIIAET BBDKMBAEMOCTD ¥ TPaHC(Y3NMOH-
HO3aBMICUMBIX NAIIVIEHTOB C TanacceMueir. OfHaKoO JONTO-
CpOYHOe COOIoieHNe peXXMa JiedeH s fedepOoKcaMHOM
OCTAaBJIAET XKe/MaTb y4Iero [37].

Jedbepunpon — 9TO IepoOpanbHO aKTUBHBI OufeH-
TaTHBII Xe/IaTOp XKe/le3a, Of0OPEHHBII [/ IedeHNs Iepe-
TPY3KM JKE/Ie30M y 3aBUCHMMBIX OT IePeMBAHNUA KPOBU
IAIIMEHTOB C TajlacceMIuell, KOTfa CyIlecTBYIoIlee IeueHme
XeylaTopaMu HeafiekBaTHo. HavyanbHas o3a nedepunpoHa
COCTaB/IAeT 75 MI/KI/IeHb U BBOAUTCA B 3 mpuema. Mak-
cuMasbHasA fo3a AedepunpoHa cocTaBusgeT 99 Mr/KI/CyT.
HekoTopple mccrnefmoBaHusa IOKasamy, 4To AedepuIIpoH
nydire, yeM fedepOKCAMUH, CHIDKAET COfiepKaHMe xere-
3a B MMOKappe. bblio 06Hapy»XeHo, 4YTO KOMOVHIpPOBaH-
Hoe ieueHe fedepnapoHoM u fedepoKcaMIHOM OBICTPO
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OB3OPHBIE CTATbHU

CHIDKAeT IeperpysKy >Kele3oM ¥ YIydlraeT (GYHKINIO
CepALa y MalJMeHTOB C Ieperpy3Koil >Kelme3oM, CepAedHO
HENOCTATOYHOCThIO ¥ HECTAOU/IBHOI TeMOIMHaMUKOI [37].

Hedepasupokc — TpuAeHTATHBI Mpemapar, Xeja-
TUPYIOIIMIL JKele30, ¢ XOpOlueil 6MOZOCTYIHOCTBIO IIPH
[IepopasbHOM IpueMe, OfOOPEHHBIT J/Isl TeYeHNs Tepe-
TPY3KM >Kele30M, BOSHMKAIIIEN B pe3ylbTaTe IIOBTOP-
HBIX HepenuBaHnii KpoBu. HauanbHas mepopanpHast mo3a
medepasupokca, Ha3HaYaeMasi OfMH Pa3 B I€Hb, COCTAB-
nsieT 20 Mr/Kr/meHb, MakcuManbHas — 40 Mr/kr/menHsp. lle-
(dhepasupoKc cHIKAET YypoBeHb GeppUTHHA B CBIBOPOTKE
KPOBIU I CHYDKAET IePErpy3Ky CepALia U IeUeHN >KelIe30M.
HoBsle >kene30-xeaTupyrole areHTsl, MCCIefyeMble s
Tepanmy XpOHUYECKUX 3a00/IeBaHNIL, CBA3AHHBIX C TIEpe-
TPYSKOI JKe/e30M, BKIKYAIT CwbuH, Aedeputpun
M KOH'BIOTVMPOBAHHBI ¢ KpaxManoM fedepokcamut. Ype-
CKOXKHasI 9KCKpelysi ene3a 1 GeppuTMHA HOCPELCTBOM
Anp-Xumxambl (BbIfielieH1e ONpefe/IeHHOTO o6beMa Kpo-
B 4epe3 KOXY € IOMOIIBIO CIIELMaNIbHbIX OaHOYEK) SB-
JIsIeTCSL HOBBIM METOf{OM JIEYEHMsI HEPETPy3KM HKeIe30M
IpM reMOXpoMaro3e, [P-TajacceMuy M CUAEPOOTACTHOM
anemunu [38].

I/ICCJ\CAYCMBIC METOADbI
ACYICHMA I€MOXPpOMATO3a

TencupmnoBas tepanms. Ha Mopensix mblmreir Obi1o
IPOAEMOHCTPUPOBAHO, YTO AHA/IOTY TEIICU/HA CHIDKAIOT
HeperpysKy >Kele3oM 1 M3OBITOYHYI0 TOKCMYHOCTb TKa-
Hell, BBI3BAHHYIO JKee30M. MUHUTEIICHVHBL IPeNCTaB-
JIAI0T co00i1 6ojee MeNKue TelCUINH-TIONO0OHbIe IEeITH-
JIbI, KOTOPbIe, KaK OBIIO ITOKAa3aHO, CHIDKAIOT COflepKaHIe
JKe/le3a B MUOKApA€ Y MblIlIell, HOKQyTHBIX [0 TelCULUHY.
MuHMTenICHANHBL IPEJOTBPAIIANN TIePerpysKy >KenesoM
Ha MOJIe/IM TSDKEJIOTO 'eMOXPOMATo3a MblIleil ¢ meduim-
TOM TeTICHANHA. MUHUTeTICUANHbI, BO3MOXKHO, MOTYT ObITh
HOJIE3HBI TIPM PACCTPONCTBAX, CBA3AHHBIX C IEPErpysKoil
JKeme3oM, 60 IpU UCIONIb30BAHUYU OTHENIbHO JUIA IIPO-
¢dumakTvky, mbO B KavuecTBe [JOIOMHUTEIbHOI TepaInm
C KPOBOIIYCKaHMEM WIN XeJaTVpOBaHUeM. IIpupomHbIil
TeTICYVIH U €TO aHAJIOTY UCCIeRYIOTCA [ JIedeHn Hepe-
TPY3KI >Ke/e30M IIPJ TeMOXPOMaTo3e.

Jleyenne amorpaHceppuHoM. B HexkoTOpBIX ¥C-
CIelOBAHNSX OBIIO OTMEYEHO, CHIDKEHNE 9SKCIPeccuu
sputpoupHoro rea Faml32b (sputpodeppoHa), HOBBI-
IIeHVe 9KCIPECCUY TeHa TelCH/VHA B IeYeHN U YPOBHEN
rerncupnHa-25 B IIasMe, a TAKXKe CHIDKEHJE KUIIEeYHOTO
¢depponopruHa-1 y Mblieii ¢ TajacceMyell, MOMTy4aBIINX
arnorpaHcgeppuH. Jledenne anorpancdeppuHoM Tpebdyer
[aJIbHEIIIero M3yYeHNs I HOPMaIM3aluy COflepXKa s
JKe/e3a B MUOKapJie U IPYTUX opraHax [39].

Iennas Tepamms. JledeHne TakMX OCHOBHBIX 3a0orte-
BaHMII, TAKUX KaK [-Ta/acceMus M CepIOBMUIHOK/IETOYHAS
aHeMUsI, C TIOMOIIBI0 TeHHOIT TePAINIl MOXKET IIPegOTBpa-
TUTh HEOOXOAMMOCTD IepeNuBaHUsA KPOBU 1 HMpPeJOTBpa-
TUTH [IEPETPY3KY XKe/Ie30M B TKaHSX. J[/Is1 IaIieHTOB C Ha-
CJIeICTBEHHBIM TEMOXPOMATO30M B Ka4eCTBE MIUIICHN /IS
TeHHOI1 Tepanuy ObUIM PEeKOMEH[[OBAHBI MHIMOUMpPOBaHIE
DMT1 u sxcnpeccunt reHa GpeppoIOpTIHA B SHTEPOLMUTAX.
JIpyruMu TeparneBTUYECKUMIM HOAXOLAMIL, KOTOPbIE MOTYT

OBITH MCC/IEIOBAHDI, SIB/IAIOTCS CBepXIKcIpeccust rena HFE
IMKOTO TUIIA B SHTEPOLMTAX M CBEPXIKCIIPECCUS Perys-
TOPHOTO HENTH/IA XKejle3a TencuanHa B nedenn. Hamrame
MyTauuii B reHe HFE MOXXeT BIMATh Ha BbDKMBAEMOCTb
HAI[eHTOB ¢ MMUETOAUCIUIACTUYECKUM CHHIPOMOM, Heo0-
XO[UMO IPOBECTU UCCIENOBaHNUA [ OTBETA Ha BOIPOC,
C/IefyeT M 9TUX MallYieHTOB I€YMUTh MOIIHO TepaIueii Xe-
naTopoB xernesa [40].

o IemoxpomaTto3 cepaia

TeMOXpOMATo3 cepylia WIM MEPBUYHAS KapUOMUO-
IaTuA C MEPETPY3KONM Ke/Ie30M ABJIAETCA BaXKHON U IIO-
TEHI[Ma/IbHO IPELOTBPATMMOIl IPUYMHON CephedHO
HefocTaTouHoCTH. Kapauomuonarisi, CBsi3aHHas C Iepe-
TPY3KOIT )Ke/Ie30M, OIPeReAeTC s KaK CUCTOMMYECKasT VN
muacronmnyeckas ceppeuHas puchyHkuusa [41], BbI3BaH-
Hasl MOBBIIIEHHBIM OT/IOXKEHMEM >Kejle3a U SIBJISIOIIAsACs
Ba>KHOII NPUYMHOI XPOHNYECKOI CEPJEYHOI HElOCTATOY-
HOCTY 13-3a YBEJIMYEHNUA YaCTOTBI 9TOrO 3abO0JeBaHuA,
Ha6/II0[[aeMOro y MAIEHTOB C Ta/lacCeMuUell U y malueH-
TOB C HAaC/eCTBEHHBIM reMoxpomaro3oM. depponoprun
KapAMOMMOL[UTOB PETY/INPYeT K/IETOYHBII TOMEOCTas3
JKerme3a, a MeCTO OT/IOXKEHVISI JKele3a B MIOKap/e ompene-
€T TSDKeCTDb HapylueHus gyHkuyu ceppua [42]. Kappu-
OMUONUTHI M3-3a MHTEHCUBHOIO MeTabonmsma 0cobeH-
HO YYBCTBMUTENbHBI K TOKCMYECKOMY [eMICTBUIO JKesesa.
CreoBaTe/IbHO, HaKOIICHVE >Kele3a B MUOKApJe MOXKeT
IPUBECTM K KAPAUOMUOIIATUN U CEPHeYHON HETOCTATOU-
HOCTH, YTO IIPefCTaB/IsieT co00/l OTHOCUTENBHO IO03LHee,
HO IOTEeHIMabHO (haTasbHOE NPOSIBIEHNE TEMOXpOMa-
To3a [43]. Muokapn 0co6eHHO YyBCTBUTENTEH K OKMUCIN-
TEJIBHOMY CTPEeCCY, BBI3BAHHOMY >Kele30M, u3-3a 60Jb-
IIOT0 KOJIMYECTBO MUTOXOHZPUIT ¥ HU3KOTO COTEPXKaHVIsI
AHTMOKCHU/JAHTOB.

JKene3zo u3 TpaHC}Y3MOHHBIX MICTOYHUKOB € OOJIbIIIEN
BEPOSATHOCTBIO HAKAIINBAETCS B CEpALie, YeM MOCTYIUB-
IIee BHYTpb. Bo Bpems HakKomIeHNs >Xele3a B CepaLe
JKeme30 IMpPeUMYIeCTBeHHO OTK/IAbIBAeTCA B MUOLUTAX
SMMKApPHa, a JANUIIb [I03Ke 3aTParuBaeT BCIO TOJIY CTEH-
kn. Ileperpyska cepplja >kefie30M IepBOHAYATbLHO IIPUBO-
[UT K YBEIMYEHNUIO [IEPUHYK/IEAPHBIX OT/IOKEHNIT JKere3a
C MOCTIeAYIOIMM OTIOKeHMeM M0 Bceit Kmetke. OTmoxe-
HUe Kkeie3a 0ojiee OOIIMPHO B XKENTyLOYKaX, YeM B Ipef-
cepnusix. YacTo BoBeKaeTCsl MPOBOAALIAs CICTEMA CEPT-
na. TsoxecTb AMCYHKIUYM MMOKapha IPONOPILOHATbHA
KOJIMYEeCTBY OT/IOXKEHUA >Kelme3a B Muokappe. Ilo mepe
yBeNTMYeHNsI OTIIOXKEHNUS JKelle3a B MUOKapHe 9TO IIPUBO-
[UT K YBEINYEHNUIO TOJIIVHBI CTEHKI JIEBOTO JKENyLOUKa.
9TO MOXeT IPUBECTY K CHIDKEHWIO TIOTATIMBOCTY JIEBOTO
JKETyRO4YKa, CHIDKEHNIO CYCTONNYeCKOM QYHKIMY U A1a-
Tanun [44].

daxTopamn, BAMSIOIMMY Ha IEHETPAHTHOCTD, SIBJIA-
I0TCSI TIOTI, BO3PAcT, (pM3Momorndeckas u naToaorndecKas
KPOBOIIOTePsI, TOHOPCTBO KPOBM, MOCTYIIEHNE C IININEN
Xermesa, ankorons, rematutoB C m B, oxupeHnue, npuem
6MOIOTMYeCK aKTUBHBIX O0OGABOK (Kemesa ¥ BUTAMU-
Ha C) [45].

MexaHn4eckye M3MeHeHVsI, BOSHUKAILIIE BCIeCTBIe
reMOXpOMaro3a MIUOKapfa, YCYTYOIAITCA LIUTOTOKCU-
4eCKUM [elICTBMEM >Kelie3a BHYTpu Muonutos. JKemeso
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B 9TMX KJIETKAX PE3KO YCKOPsIeT BBIPAOOTKY THAPOKCHIb-
HBIX JIOHOB, YPE3BbIYAITHO PEaKTUBHBIX CBOOOLHBIX Pajii-
KaJIOB KMC/IOPOJid, KOTOPbIE MOTYT Pa3pyLIaTh JMIVIHBIIL
OUCION KIIETKH, TM30COMBI, MEMOpPAHbI IPYTUX OpTaHe/I
¥ MOTYT IIPUBECTHU K AUCHYHKIUMY ¥ TMO/IN KIETOK.

o Kinmandeckie 0co6eHHOCTH reMOXpOMATO3a CEpAILIa

KnmHudveckme mposB/IeHNMs TeMOXpOMaTo3a CepAla
MOYKHO Pasfie/nTh Ha TPM KaTeTOpPMM, BK/I0Yas apUTMUM,
3aCTOIHYI0 HEJOCTATOYHOCTb M3-3a CUCTONMMYECKOI AMC-
(YHKIVM M 3aCTOMHYIO HETOCTaTOYHOCTD 13-3a AMACTOMNU-
weckoit guchyHkuny [43].

IemoxpomaTo3s 1 cepedHble apUTMUN. Y NalVIeHTOB
C TeMOXPOMATO30M Cep/lia YaCTO HAOTIONAIOTCS TIPEfCePH-
Hble U JKENYOUYKOBble apUTMuUM 1 670Kaga cephua us-3a
IMCYHKLMY MUOKapyia ¥ OT/IOXKEH XKeJle3a B aTPYOBEH-
TPUKYILAPHOM y37Ie ¥ IPOBOZAsAIel cucteMe. CUMITOMAaMM
MOTYT OBITH IPOCTOE CepplieOueHNe MU SIBHbIT 0OMOPOK.
Ceppuebnenne sBIAeTCA OOBIYHBIM SABJICHUEM Y BCTpe-
waetcst y 37 % maumenTos. Heperymsapraoe cepptiebuenne
MOXKeT OBITH CBsI3aHO ¢ GUOPMIIALETt IPefCepAnit, Ipe-
JKJIeBPEMEHHBIMI COKPAIIEHVAMY IpefcepAuil, IPeKIeB-
PeMEHHBIMM COKpaIlleHNAMHU XKeTYLOUYKOB UM CUHYCOBOII
aputMmueil. PerynsapHoe, yyaljeHHOe cepalieOueHne MOXeT
OBITH CIIEACTBMEM IAPOKCU3MAIbHON HAKETYZOIKOBOI
TaXMKap[uu, YCTOMYMBONM WM HEYCTOMYMBONM >KENTy[04-
KOBOJl TaXVKapiuu Wiy TpemetaHus npepceppuit. Cepp-
1je61eHne MOXET CONPOBOXKAATbCS TOTIOBOKPY>KEHUEM,
IMCKOM(OPTOM B TPYAM, IIOTOOTHENICHMEM U OJBILIKOIL.
Y HEKOTOPBIX MALMEHTOB MOTYT HAOMIONATBCS CHMITOMBI
npeno6MOpoOKa Man SBHOTO 06MOpOKa, CBsI3aHHBIE C Opa-
AMApUTMUAMMY, BKIIOYas HeaJjeKBaTHYI0 CUHYCOBYIO Opa-
AMKAPAMIO, ATPUOBEHTPUKY/IIPHYI0 610Kagy o Moburiy
IT crenenn wm paxe III crenenu. Hekoropble manyeHTbl
MOTYT VCIBITBIBATb T'OJIOBOKPY>KEHME Iepef IOoTepeil co-
3HaHUA, HO B APYIMX CIydYasX He BO3HMKAeT HUKAKUX
HpeyIpexaeHnit nepes o6Mmopoxkamu-puctymnamu CTok-
ca-Afamca. Y IanyeHToB ¢ CHHAPOMOM CTab0CTI CHHYCO-
BOTO y371a MOXKET HaOMIOaTbhCsl MPEPHIBUCTOE Cepriiedu-
eHJe 13-3a TaXVMKap/iuy, 33 KOTOPBIM C/IefyeT OLIYIeHe
FOTIOBOKPY>KEHNsI U3-3a OpaguKapany. ITOT CUHAPOM Ta-
XUKapAnu-OpafuKapauyl MOKeT OBbITh C/IeACTBMEM IIepe-
MexKaroeicst GuOpMUIIINK TpefCePnii ¢ OICTPOI IPO-
BOIMIMOCTBIO C TIOC/IEAYIOIEN CIIOHTAaHHONM KOHBEpCHUeN
B CHHYCOBBIJI PUTM C BBIPaKEHHOII CUHYCOBOIT OpajuKap-
Ioueil. Y manueHTa ¢ CepfiedyHol apUTMMell QUarHOCTude-
CKas OIleHKa OAVHAaKOBa, HEe3aBUCKMO OT TOTO, BBI3BAHBI
M ApUTMMU TEMOXPOMATO30M MM KaKMM-TINOO [PyruM
3aboneBanneM. OIieHKa BK/IIOYAET B CeOsl 9MEKTPOKAPAN-
OrpaMMYy C MOCIeAYOINM XOITepOBCKUM MOHUTOPUPOBa-
HIeM MM Jaxe 0ojee [IUTENIbHBIM 3/IeKTPOMOHUTOPVH-
TOM CepfedHbIX coObITuit. EC/M pesymbpraTsl 9THX TECTOB
He SB/ISAIOTCSA OKOHYATeIbHBIMM, MOXKET IHOTpe6OoBaThCs
KaTeTepusalusa cepila U 3N1eKTpopU3MOIOrniecKoe Jic-
crnemoBannme [43].

XpoHmyecKas cepAevyHas HeJOCTATOYHOCTh. K Mo-
MEHTY pasBUTHUSA XPOHMYECKON CepfieuHOl HefoCTaTod-
HOCTM Ha (OHe reMOXpOMaro3a Cepplla, AMArHo3 3TOrOo
3ab0eBaHNA B OONMBUIMHCTBE C/TyYaeB y>ke ObIBaeT Bepu-
¢uIMpoBaH Ha OCHOBAHMMU APYTUX MMEIOMINXCSA CUMIITO-

MoB. Ecmm xpoHmdeckas cepiedHas HeZOCTaTOYHOCTDb
ABNAACTCA  OCHOBHBIM  IIPOSIBIGHNMEM T'eMOXPOMATo3a,
B fieOloTe 3a00/IeBaHVA MOXKET OeCIIOKOUTD OfbIIIKA IIPU
¢busndIeckoil Harpyske C IOCTENIEHHBIM CHIDKEHUEM IIe-
peHocuMOCTY PUBNYECKMX HArPY30K, 3aT€M MPUCOCHVHA-
©TCs1 OfIbIIIKA B HOYHBIE Yachl — MapOKCU3Ma/IbHas HOUHAA
OfIbILIKA, IAL[VEHT IPMHMMAET BBIHY)KJEHHOE IIOJIOKeHNe
C IIPUIIOJHATBIM FOJIOBHBIM KOHIIOM (CITUT Ha BBICOKUX IO-
AYyIIKaX) — OPTOIHOI, II03[jHee — HauMHAEeT OECIIOKOUTD
OfIbIIIKA B TIOKOE, MOYKET PasBUTLCA OTek yerkux. [Tanuen-
TBI, Y KOTOPBIX HAaKOIUICHME >KeJle3a B IIPaBOM JKeNTy[0uKe
BBIIIIE, YeM B JIEBOM, MOTYT CTPAfIaTh IIPaBOXKETYFOYKOBOI
HEI0CTaTOYHOCTI0. IIpM M30MMpOBAaHHONM HpaBOXKeNy-
TOYKOBOJI CepfieYyHOll HeJOCTATOYHOCTY OJbIIIKA He BBI-
pa)keHa, 3aCTOJ B JIETKMX OTCYTCTBYET. Y 3TUX ITaLIMIEHTOB
CHUMIITOMBI BKJIIOYAIOT Iepudepudeckye oTeKn, cnabocTb
U YTOMJIAEMOCTb. 3aCTOMHAsA IellaTOMeTa/lis MOXXET BBI-
3bIBaThb AMCKOM(OPT, OOBIYHO ONMCBIBAEMbINl KaK TYyIas
00/b VIV TsDKECTb B IIPAaBOM BEpXHEM KBaJpaHTe WJIN
snuracTpun. Jta 60/Ib BBI3BAHA PACTSDKEHUEM II€UeHOY-
HOIT KAIICY/IBl I MOXKeT OBITb MHTEHCUBHOI IIPU OBICTPOM
YBEIMYCHNN Pa3MepOB II€YeH) IIPM OCTPOIl IIpaBOXKe-
Jy[OYKOBOI HegocTtatodHOCTH. K (usuMKanpHbIM Ipu-
3HAaKaM XPOHMYECKON CepfieyHOll HeJOCTaTOYHOCTU IpU
reMOXpOMaro3e CepAlja TaKKe OTHOCATCA IOBBIIICHHOE
TaB/leHMe B SIPEMHBIX BEeHAX, ITOJIOKUTE/IbHbIN IedeHOu-
Ho-sApeMHblT pedmiokc (cummnrom Ilacrepa-Pyno), mies-
PajIbHBI BBIIOT 1 acunT. KapauoMeramsa MO>KeT COIpo-
BOXK/IATbCsA  JIaTepa/ibHbIM CMEIeHMeM BepXyLIeYHOro
TOJTYKA, TOsABIeHeM maTonorndeckoro I11 (S3) mmm IV (S4)
IOIIO/IHUTE/IbHBIX TOHOB ceppala (puTMa rajaomna), CUCTO-
JMYECKMX IIYMOB MUTPAAbHON W/WIM TPUKYCIUAAID-
HOJI pEerypruTanyy, CBA3aHHBIMU C JUIaTalyel 1eBOro u
WUIY TIPABOTO >KeyA0YKa. YacTo 9T1 MIyMBbl YMEHbIIAIOTCS
VUIY VICYe3AIOT II0CJIe BOCCTAHOB/ICHUA CephedHoil (QyHK-
uuu [45].

o JlmarHocTuka

buoxuMmdeckue ananmmsbl. [eMoxpomaros cepaia cie-
IyeT IpenrosaraTb y a000ro malyeHTa ¢ HeoObACHUMON
CepIEYHON HEeZOCTATOYHOCThI0. HeoOXommmo IpoBecTn
CKPMHMHT Ha CUCTEMHYIO0 IeperpysKy >Xeae3oM C IIOMO-
IIbI0 CHIBOPOTOYHOTO (heppUTMHA Y HACBIIEHUs TpPaHC-
¢deppuna. Ecnmu pesynbrarsl STUX TECTOB COOTBETCTBYIOT
Ieperpyske >KenesoM, IOKa3aHO flajbHelllllee HeMHBAa3UB-
HO€ ¥ TUCTOJIOTMYECKOE MCCIeOBaHNe /A IOTBEpXK/e-
HIA MOPAYKeHM A OPTaHOB IIeperpy3KOoIl KeIe30M.

B pyxoBopcTBax peKOMEHAYeTCs, 4YTOOBI YpOBEHb
HACBILEHNsT TpaHCheppuHa B IUIasMe mpessiman 55 %,
a ypoBeHb eppuTHHA B CBIBOPOTKe IpeBbiiian 200 Hr/Mi
Y >KeHIUH mayu npesbiman 300 Hr/MI y My>KYMH /IS BbI-
SBJIEHNSA TALIMEHTOB C IIEPETPY3KOIi JKene3oM. II0CKombKy
CBHIBOPOTOYHBIN (PeppUTUH SBIAETCS PEareHTOM OCTPOIl
¢da3pl, OH HeHaJjeXKeH IIpU 3ab0/IeBaHMAX C aKTVBHBIM
BocmajeHreM. VlccieoBaHMA CBIBOPOTOYHOTO JKeesa
HOJIe3HBl I CKPVHMHIA OOLIeil IeperpysKu >Kelne3oM
B OpraHM3Me, HO HEHafle)KHbI JId NMArHOCTUKM Opra-
Hocrenuuueckoil Ieperpysky, TaKoil Kak cephedHoe
JKelme30. YpPOBHU CBIBOPOTOYHOIO (eppUTHHA He KOp-
PenupyIoT ¢ TAKECTDIO IEePEerpysky MMUOKapHa >Ke/Ie30M.
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OB3OPHBIE CTATbHU

HecmoTpss Ha HU3KMe YPOBHU CHIBOPOTOYHOro eppu-
TMHA, MOXKET HaOJIOJaTbCs BHICOKOE OTIOXKEHME >Kere3a
B Muokappe. CylecTByeT CibHas CBA3b MEX/Y YPOBHS-
M1yt N-KOHIIEBOTO HaTPUIypeTUYECKOTO IMeNnTuja npo-B-
tuna (NT-proBNP) B nasme u nokasartensiMi reperpys-
KU 3Kee30M [46].

buoncua Tkanei. broncusa meyenu — 5TO TydILNiA
MeTOJ OMOIICUM /IS KOMMYECTBEHHOI OLeHK) IIeperpys-
K1 >kenmesoM. OTHAKO KOPPEIALMY MeXAy OTIOXKEeHUeM
)Kelesa B NeYeHM ¥ Muokapzie HeT. OT/IOKeHMe >Kemesa
B MMOKap/ie IPOMCXOANUT MeJIeHHee, YeM IOITIOIeHIIe Ke-
J1e3a TeYeHbl0. JHAOMUOKAP/AMATIbHAS OMOIICHsT MOYXKET I10-
TpebOoBaThCA MAIMEHTaM C CepPAEYHBIMU MPOSBICHUAMI.
MuokapayanbHOe >Kele30 IIOCTOSHHO OOHAapY>KMBaeTCs
B OMorTaTax 9HAOMMOKAPHa Y TALMIEHTOB C AUChYHKIIEN
JIEBOTO YKeTy[OYKa, BOSHUKILE B pe3y/IbTaTe reMOXpoMa-
TO3a Ceppla.

AnexTpokapauorpadmyeckne gaHHbIE. JIEKTPOKap-
prorpamma (IKI') 0ObIYHO He MMeeT AMArHOCTMYECKOTO
3HA4YeHN IIpU paHHeM reMOXpoMmaro3oM ceppua. Ilpu 3a-
IyIleHHOM reMoxpoMarose ceppiiia Ha OKI mpucyrcrsytor
Hu3KMit BonmbpTax komiuiekca QRS m Hecnenmduyeckne
anomanuu 3y6uos ST u T. HacTo BcTpedyaroTcs mpefcepr-
Hble TaXMapUTMUY, 0COOEHHO MapoKcusMabHas GpuopuI-
Ay npepcepauii. JKemymoukoBble apUTMUY BO3HUKAIOT
npu cHkeHun OBJDK. OtnoxeHne kenmesa B IPOBOfAs-
Ieli CYICTeMe MOYKeT BBI3BaTb aTPMOBEHTPUKYILAPHYIO OJ10-
KaJy IIepBOJi, BTOPOJ CTETIEHN) U TIO/IHYI0 aTPUOBEHTPUKY-
JISIPHYIO O7IOKafy.

Oxokappuorpadudeckue gaHHble. Ha paHHux cra-
AMAX HOPaKeHMA Cepflia IpU TeMOXpOMaTo3a 9XOKapau-
orpaduyeckoe MCCIefOBaHNe MOXKET BBIABUTbH JUACTO-
NIMYECKYI0 AUCHYHKIUIO JIEBOTO SKETYOYKa, CBI3AHHYIO
C HapyllIeHueM CIIOCOOHOCTH IeBOTO XKeMyfj0uKa K paccra-
OIeHMIO WM eTo pecTpuKLMell. B OonblIIMHCTBe Crydaes
CO BpeMeHeM pasBUBAeTCA KapTUHA, XapaKTepHas /I O1-
JIATAIMOHHOM KapayoMyonarun (ee (GeHOKOINA) CO CHU-
skeaueM OBJDK. Y manmeHTOB ¢ reMOXpOMaTO30M CepAlia
MO>XKeT HaOMIOfjaThCs AUIATALVS JIEBBIX U IIPABBIX KaMep
ceppua u Huskasg OBJ/DK wmmm pgumaranms neBoro mpep-
cepys ¥ IPaBOTo JKeMY/04YKa C IIOBBIIIEHHBIM JaBIeHIEM
B JIerO4HOIT apTepyn 1 HopmanbHoit PBJIK. Taxoke moxer
PpasBUBATbCA SKCLEHTpUYeCKas IUIepTpodus JIeBOro xe-
nypouxa. TKaHEBYI HOMIUIEPOBCKYIO 3XOKappmorpaduio
MO>KHO JICIIOJIb30BATh JUIA JVATHOCTUKM JIACTONMMYECKOI
AUCQYHKIUY JIEBOTO XKeMy[OYKa Ha PaHHMX CTaMAX Te-
MoxpomaTosa cepzaua [29].

MarHuTtHo-pe3oHaHCHasA ToMorpadusa ceppna. Xots
9XOKapuorpadysl MOXKeT MCIONb30BaTbCA [JIA BbIABIIE-
HUA IeperpysKy MUOKapfa SKele30M, OHa He faeT TOod-
HOTO IIPOTHO3a COfep)KaHuA >kenme3a B Mumokapge. MPT
II03BOJIACT KOMMYECTBEHHO OLICHNUTb HATPY3KY JKelesa Ha
MMOKapy. Y GONbHBIX ¢ TeMOXPOMATO30M Cepiilia B Iiepe-
TPY>KEHHOM JKe/Ie30M MIUOKapjie HabO/II0jal0TCA MI3SMEeHEeHV
VMHTEHCUBHOCTY CUTHAJa 1 BOCIPUMMYMBOCTU C Oornee
KOPOTKMM BpeMeHeM pelakcanuy 1 6osee OBICTPBIM IIO-
TeMHEeHUeM U300paXKeHs1, 9T0 00YC/IOB/IEHO [TaPAMarHuT-
HBIM JIeiiCTBMEM >Xe/esa. Bpemsa penakcanyy MOXKHO W3-
MEpUTD C IIOMOIIbIO METO/ja CIMTHOBOTO 3Xa, IIPY KOTOPOM
CUTHATIBL T1epeOKYCHPYIOTCSI C TIOMOIIBIO CIEIMATbHOTO

PaaNoOYaCTOTHOTO MMITY/IbCA, W/IN C IIOMOIIbI0 HeGOIBIINX
MAarHUTHBbIX II07Iel1, Ha3bIBaeMbIX IpaiueHTaMu (TpajieHT-
HOE 9X0), B OIpeJie/IeHHbIe MHTEPBajIbl BPeMEH!U, Has3bl-
BaeMble BpeMeHeM 9Xa. IlocTossHHaA BpeMeHN 3aTyXaHUs
BpPEMEHU peJakcalyy OoOpaTHO MPONOPIMOHANbHA CO-
Iep>KaHUIO JKele3a B MuoKapye. UeM 6osbliie copjepskaHime
Ke7iesa B MuoKapje, TeM kopode T2 u T2* — mocTtosHHasA
BpeMEeHM 3aTyXaHMs CIMHOBOTO 3X0 U BpeMs pe/laKcalun,
VHIYUMPOBAHHON TI'PaJiIeHTHBIM 3XOM, COOTBETCTBEHHO.
CnuH-2X0 MeHee YYBCTBUTE/IBHO, YeM TpajIMeHTHOE 3XO,
711 OLIEHKY COfiepyKaHMsA JKele3a B Muokapge. Merop T2*
6oree IyBCTBUTENEH 1 BBICOKOCHEIM(UUEH /IS KOMUde-
CTBEHHOTO ONpeNleNIEHNs U IPOJONbHOTO OTCEKMBAHNA
OT/IIOKeHMsA >Keme3a B Mumokappe. CyllecTByeT Xopolmas
obpaTHas Koppemauus MeXny T2* MmMuoxappa mamyeHTta
n O®BJDK, a Takxe 3HauMTeNbHAA KOPpeANNA Mexay T2*
MMOKap/ia MAIeHTa I HeOOXOAMMOCTDIO TEPANN IeMOX-
pomarosa cepaua [47].

Bpewmst penakcanyu T2* ornpenernsiercs sxene3oM B ¢hop-
Me TeMOCHU/IepPIHa, a He JKee30M B (popMe Tabm/IbHOrO Kie-
TOYHOTO >Ke/e3a WM (GeppUTHHA U TOYHO IPOTHOSUPYET
cofiep)KaHMe ene3a B MMoKapye. KnmHmaeckyo TsaxecTb
IIeperpysKu MUOKap/ia JKe/le30M TPy FeMOXPOMaTo3e Cepyi-
1]a OLIEHMBAIOT N0 3HayeHuAM T12%. [TanmeHTH ¢ BpeMeHeM
penakcanuy T2* 6onee 20 MC MMEIOT HU3KWUIL PUCK Pa3BH-
TUA 3aCTOMHONM CepHeYHON HeflocTaToOYHOCTU. IlanyenTsl
co BpeMeHeM penakcanyy 12* ot 10 go 20 Mc, BepoATHO,
MMEIOT OTTIOKEHME JKe/le3a B MMOKapfie U MMEIOT IIpoMe-
JKYTOYHBIN PUCK Pa3BUTUA 3aCTOVHONM CEpHEeYHON HeNOo-
cratoyHoCTH. IlanueHTel cO BpeMeHeM pemakcanmm 12*
MeHee 10 Mc TOfIBEPraroTCsl BHICOKOMY PUCKY PasBUTHA 3a-
CTOIIHOI Cep/IeYHON HEIOCTATOUHOCT U HY>XX/IAal0TCA B Xe-
naTHoOM Tepanun [47].

o JleueHme reMoXpomMarTo3a cepaua

Tepamms cocToAHMIT IeperpysKu Kene3oM BaKHa /s
HpefOTBPAIeHN VI YCTPAaHEHUA CepHiedHON AMCPYHK-
nuy. YianeHue M30bITKA Jele3a U3 TKaHell y 9TUX Halu-
€HTOB CBOAUT K MMHUMYMYy OO6pasoBaHme CBOOOFHBIX
PajiMKasoB, yMeHbIIas IOBpeXJieHNe OpraHoB. Tepamusa
I10 yHAJeHNUIO M3/IMIITHUX 3aI1aCOB JKe/le3a BKII0YAeT Tepa-
NeBTUYECKOE KPOBOIYCKaHMeE 1 IIPMMEHEHNeE IPeIapaTos,
XeJIaTUpPYIOIMX >Kele30. Tepamusa OCHOBHOrO 3aboeBa-
HIIsI, BBI3BIBAIOIIETO IEPETPY3KY XKeIe30M, U COOIofieHIe
IMETBI TAK)Ke BaXKHBI JIJIS JIEYEHMs TeMOXpOMaTo3a Cepfi-
na. JJueTndeckoe jiedeHye BKIIOYaeT B ces OTKa3 OT Jle-
KapCTBEHHOTO JKejle3a, MMHepPanbHbIX [0OaBOK, M30BITKA
BuTtaMmHa C U CBIPBIX MOPENPOJYKTOB. 3aCTOMHYIO Cep-
[EYHYI0 HEIOCTATOYHOCTh C/IefyeT JeYUTh C IOMOIIbIO
CTaHJAPTHOM MeAVKaMEHTO3HOI Tepaly CepfieuyHoll He-
pmocTaTouyHoCTH [48].

Jleue6Has KpoBomyckaHue «pre6oTOMUsI» MPY reMo-
xpomartose ceppana. One6oToMUA CHIDKAeT COfiep)KaHue
JKe7ie3a B MMOKap/ie M YAY4ILIaeT JUaMeTp IEBOTO Kemyf0d-
Ka, ppaxioHHOEe YKOpOUeHe 1eBoro xenynouka, OBIDK,
MacCy JIeBOTO JKeTyJo4yKa M pa3Mep JIeBOTO IpefiCepays
Y 9TUX IalMeHTOoB. Tepanus A/ nedeHNs 3acTOIHOM cep-
[e4HOI1 HEelOCTATOYHOCTH, BhI3BAHHOII Kap/IMOMIOIIaTHe,
U CePbe3HBIX CepAEeYHbIX APUTMUI Y MALNEHTOB C IeMOX-
POMaTo30M ceppla JO/KHA MCIO/Ib30BaTbCsA 10 TeX IOp,
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[I0Ka TepameBTHYecKast (preboToMus, BO3SMOXHO, B COUe-
TaHUM C Tepalnuell XelaTHPOBAHNUA JKeJle3a, He YMEHbUINT
U3OBITOYHOE COfiep>KaHye XKele3a B MUOKapJie.

TpancrraHTanusA cepiua Ipy reMOXpoMaTo3e cepy-
na. TpaHcrlaHTaMA cepplia ABAAETCA TepaneBTUYeCKUM
BapUMaHTOM [/ TALMEHTOB C IeMOXPOMAaTO30M CepAlia
C TSDKeJION CepevIHOI HefOCTATOYHOCTHI0, pedpaKTepHOIL
K ONTUMAabHOM MeIMKaMEHTO3HOI Tepalny ¥ CepAedHoi
PpeCMHXpOHU3MpYIOWeN Tepanun. V3 16 manmeHToB, nepe-
HECIIMX TPAHCIIAHTALMIO CEPALIa IO ITOBOAY KapAOMMO-
HaTVM C IIePerpy3KOIl >Kele30M, STUOJIOTHeNl OblT epBIY-
HBIJi TeMOXPOMaTO3 y 11 manmeHToB, 60blIas TaTacceMmsa
y 4 manuenToB u anemus JaiMonpa-biokdana y 1 mamm-
eHTa. 30-HeBHasA CMEPTHOCTb cocTaBuIa 12 %, pu sToM
3 NeTanbHBIX MCXOHA ObIIM 00YCIOB/IEHD! MHEKIVOHHBI-
MU OCTIOKHEHMAMU. AKTyapHble IIOKasaTelny BbIKUBae-
moctu 1o Kammany-Meiiepy depes 1, 3 u 5 y1eT coctaBum
81 %, 81 % m 81 % cooTBeTcTBEHHO. AKTyapHas BbDKMBae-
mocTb yepes 10 et cocrasuma 41 % [49].

3acToifHasA cepieuHas HeJOCTaTOYHOCTD IOC/Ie TPaHC-
IUTAHTALUY TIEYeHN MOXKET ITOTPe6OoBaTh MCHOMb30BAHMS
OUMBEHTPUKY/IAPHOTO  BCIOMOTaTeIbHOIO  YCTPOIICTBA.
KoMm6yHMpoBaHHas TPAaHCIUIAHTALMA CepAlia U IedeHU
IIOKa3aHa MalMeHTaM C TsDKeNnol KapiuoMuomnaTuei, cBA-
3aHHOV C TIEPETPY3KOIl >KeIe30M, U LMPPO3OM IEYEHI.
BceM aTuM nanyeHTaM caefyeT IpOfo/KaTh TePAINIO [
YMEHbIIEHNA ITIEPETPY3KM >Ke/le30M U IPeNOTBpalleHMs
reMOXpOMaTO3a TPAHCIUIAHTMPOBAHHOTO cepAila. Y Ianu-
€HTOB C BTOPUYHOII IIEPErPYy3KOIi KeIe30M, TAKOIM KaK MU-
€TOIVICTIZIACTUYECKUI CUHJPOM, CEPIIOBUIHO-KIE€TOYHAsA
aHemus, B-tamaccemus u cuHppoMm Jarimonga-biakdana,
TPaHCIVIAHTAlMA TeMOIIO3TUYECKMX CTBOJIOBBIX KIETOK
MOXKET CHU3UTb IIOTPEOHOCTD B IIEPETNBAHUN KPOBI I 3a-
MeJJIUTh CKOPOCTDb IIEPETPY3KM JKe/IE30M Y 3TUX IMallyieH-
TOB [50].

NccaepyeMmbie METOABI
A€YeHUsI TeEMOXpPOoMaTo3a

cepana

bnokatopsl KambuyeBbIX KaHanoB. Ca2+-KaHajbl
L-tuma » KajmbplMeBble KaHambpl T-Tuma obecrednBaioT
OCHOBHOJI IIyTh MOCTYIUIEHMS >Kelle3da B KapAMOMMUOLU-
TBI IIPY KapAMOMMONIATUM C IIEPETPY3KOI >Keme3oM. beio
IPOJIEMOHCTPUPOBAHO, YTO AM/IOUIIMH CHIDKaeT IIO-
I7IOIeHNe JKele3a U BBIPAOOTKY CBOOOJHBIX PafiMKajIOB
KIC/IOPOJa B Cepille MbIIIEi C XPOHMYECKOI IIePErpy3Koi
xKerme3oM. Tepamus 670KaTOpaMy Ka/bIVIeBBIX KaHAJIOB
(Hndepunmy, BepanaMmwI U 9(QOHMIMINH) U IIEpPEeHOC-
YMKOM JIByXBaJICHTHBIX MeTa/noB 1 (abcereH) mokasana
yYMeHbLIECHJe OTIOXKEHNS >Kelle3da B Cepplle, CepedHOro
MaJIOHOBOTO AMajIbJeruja U HeTpaHC(HepPUHCBI3AHHOTO
XKelesa B IJIasMe, a TakKe yIydlleHue BapuabenbHOCTU
CepHeYHOro puTMa U (QYHKIUY JIEBOTO JKeMy[0YKa Y MbI-
mIeif C TajacceMmeil M IEPerpysKoil skene3oMm. JoHuU-
IUIVH 1 90CeTIeH CHIDKAIM CMEPTHOCTb Y 3TUX MBIIIEIL.
HeoGxonymsbl mabHeNIIIe MCCIENOBAHMS, YTOOBI Ompe-
IeUTh, MOTYT M O/I0KATOPBI KaJIbLIMEBbIX KaHATIOB ObITh
3¢ eKTVBHBIMM B IPOPUIAKTUKE U JIEYCHUY Kap/OMIO-
IaTUY C IeperpysKoit sxene3oM [51].

JakaoueHue

TeMoxpomMaTo3 — 3TO MYIBTUCUCTEMHOe 3aboJeBa-
HHE, IPU KOTOPOM Ha4ajIbHbIMM CHMMIITOMAMM SIBJIAIOTCS
YTOMJIAAEMOCTb, aPTPANITUY, CHVDKEHUE TNOMTO0, SPEKTHIb-
Hasg AUCQYHKINUA, IPU3HAKY IIOPAXKEHNUA IIeYeHN, CepALa
U caxapHblit uabet. B manbHeiiieM BOSHMKAIOT OpraHHast
IMCYHKLMA U IOpaXKeHNe B BUE LVPpo3a IedeH, Kap-
myoMuonaTuy, Grbépo3a MOmKeTyIOYHOI Kele3bl I OCTe-
onoposa. CBOEBpEMEHHOE BBIABJIEHNE 3TOIO CHCTEMHOIO
3a60JIeBaHIA MOXKET IIPESOTBPATUTh MHOXKECTBEHHOE IO-
pakeHMe OpraHOB. broxmMmmdeckue rmoxasaTenu U Bpems
pernakcanyy T2* Ha MPT cepplia MMeIOT He TO/NBKO Aya-
THOCTUYECKYIO IIEHHOCTD, HO U IOMOTAI0T KOJIMYeCTBEHHO
orieHnTH 3¢ dexT nedenns. Jledenne cocrout us pre6oro-
MUU U XeJIaTMPOBAHUA JKejle3a, KOTOpble Ha JOKIMHIYe-
CKOJI CTafiMi ¥ Ha paHHeN KIMHIMYECKOil cTajuu obecre-
YMBAIOT HOPMAaNbHYI0 BbDKMBaeMocTb. Crenmbpudeckoe
XeJlaTMpOBaHue, spurponuradepes ¥ CTaHAAPTHOE JIede-
HIe CepievHOll HeOCTAaTOYHOCTY MOTYT IIPOJEMOHCTPU-
POBaTh 3HAYMTE/IbHYIO NO/Ib3Y JlaKe Ha ITO3[HEN CTaJuM.
IToCKONBKY CHMIITOMBI M IIOPa>KeHNe OPIaHOB YacTO HeoO-
paTuMbl, BAXXHO HayaTh JieueHMe KaK MOXKHO paHblle, [0
TOTO0, KaK pa3OBbIOTCS CYMIITOMBI 1 JYICYHKIIVS OPTaHOB.
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Achievement of Control of Severe
Bronchial Asthma When Using Dupilumab

Pesiome

Llesib uccnefoBaHUsA OLEHUTL BOSMOXHOCTb JOCTUKEHWA KOHTPOAS TAXEN0M 6poHXManbHOM acTMbl (BA) npu MCNob30BaHMM FreHHO-UHKXEHEPHOM
6uonoruyeckoit Tepanuu npenapatom Jlynuayma6. Matepuanst n MeToapl. O6cnefoBaHo 32 naumeHTa Tsxenoi 6poHxMabHoO acTMoii (8 (25 %)
MYXUUH, CpeAHWit Bo3pacT 58 [28;65]) sieT, 24 (75 %) eHwwumH, cpeaHuii BospacT 50 [26;62] neT), koTopble No/y4Yanu AOMNONHATENbHYIO Tepanmio
npenapatom /Jlynunymab B TeyeHune 12 MecsaueB. KoHeuHas Touka uccnegoBanns 12 mMecsales Tepanvu npenapatom Jlynunyma6b. Annepruyeckuii
¢deHoTun 3a6oneBaHns peructpuposanca y 19 (60 %) nauueHToB, y 4eTBEPTU NaLMeHTOB — Heasiepruyecknii ny 5 (15 %) naumeHToB Habatoganack
cMewwaHHas BA. Pe3ynbTathl. [0 Ha3HAYeHWA reHHO — WMHXeHepHoW 6uonorudeckon Tepanun (TMBT) y NauMeHTOB OTMeYanach KpaiHe BbiCOKast
Ka)K/loflHeBHaA NOTPe6HOCTb B CKOPOMOMOLHbIX MpenapaTax — OKo/10 9 pa3 B CYTKM, perucTpupoBanunch 4 n 6onee ob6ocTpeHuii B TeueHune npeg-
wecTByowumx 12 Mecaues A0 BKAOYeHUs B uccaegosaHue. Cnycta 12 mMecaueB AONONHUTEILHOW Tepanuu npenapatom /Jlynunymab oTmevanoch
3HaYNTENbHOE CHUXKEHMEe cuMnTOMoB — Y 22 (70 %) MauueHTOB NOHOCTbIO OTCYTCTBOBAAM MPUCTYMbI yaywba. Y 6 nauveHTos (19 %) B TeueHue
nocneaytowmx 12 mecaues pa3sunock 1 oboctpeHne BA, ¢ KOTOPbIM NaLMEHTbI CNPaBUINCE CAMOCTOATE/IbHO NPy NMoMoLM HebynalizepHol Tepanum
B JOMALLHWX YC10BUsAX. [lo HaYana reHHO-UHXeHepHoI 6ronornyeckoit Tepanum 10 Yenosek (31%) Mosyyanm cMCTEMHbIE FIIOKOKOPTUKOCTEPOUAbI
(CTKC) B go3e ot 10 go 5 Mr no npeaHu3onoHy. Yepes 4 mecaua 22 (70 %) naumeHTaM, noNyyaoLLMM ropMOHasIbHbIe Npenapatsl, yA4anoch OT HUX
oTKasaTbcA. Yepes 12 MecALeB HU OAVH NauueHT He npuHuMan CTKC. 3akatoyenne. B TedeHne 12 MecALeB A40NOIHATENBHON Tepanuy NpenapaTom
Jlynnnymab nauueHTam yAanoch NosHOCTbIO OTKasaTbeA oT npuema CIKC. O6ocTpeHus, Tpebytowme rocnmtanmsaumin, oTCyTCTBOBaAN y BCeX na-
LIMEHTOB, BK/IKOYEHHBIX B UCCNeAoBaHue. MO/HbIA KOHTPOb focTuram 22 (69 %) nccneayembix, 4acTUYHbIN KOHTPoab — 10 (31%). MoaHoCTbIO OT-
CyTCTBOBasIa NOTPEGHOCTb B KOPOTKOAEMCTBYOWMIA 6eTa-aroHncTos (KABA) y 27 (85 %) ucciesyembix.

Knro4deBbie cnoBa: maxenas 6porHxuansHas acmma, dynunymab, doCmuKeHue KOHMPOS, 2eHHO-UHKeHepHas 6uoo2u4eckas mepanus

KoHbAnKT nHTepecos
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ABTOpr 3aABNAIOT 06 OTCYyTCTBUU ¢MHaHCMpOBaHMFI npu nposejeHUnN nccaejoBaHuA

CooTBeTCcTBUE npuvHUUNaM 3TUKN

JlokanbHo-3TUYecknin komuteT KIBY3 «KpaeBas kanHuueckas 6onbHULa» . KpacHOAPCK, U NoKanbHO-3TUYeCKUn kKomuTeT OFBEOY BO KpaclMY
uM. npod. B.®. BorHo-AceHeuroro Munsgpasa Poccum 0go6pun nccnegosanve (Mpotokon N2 122/2023 ot 29 Hoabpa 2023 roga). JlekapcTBeHHble
rpenapaTbl NaLMeHTbl MO/y4aaun Kak permoHasibHble A gpeaepasibHble JbroTONOAyYaTeNM
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[na unTnpoBaHua: Kasmepuyk O.B., Cobko E.A., [lemko U.B. JOCTUMXEHWUE KOHTPO/IA TAXENOW BPOHXUA/IbHOM ACTMbI MPU MCMO/b-
30BAHWW MPENAPATA AYMNNYMAB. Apxveb BHYTpeHHei MeauuuHbl. 2024; 14(6): 457-466. DOI: 10.20514/2226-6704-2024-14-6-457-466.
EDN: TZBRYB

Abstract

The aim of the study was to evaluate the possibility of achieving control of severe bronchial asthma (BA) using genetically engineered biological
therapy with Dupilumab. Materials and methods. The study included 32 patients with severe bronchial asthma (8 (25 %) men, mean age 58 [28; 65])
years, 24 (75 %) women, mean age 50 [26; 62] years) who received additional therapy with Dupilumab for 12 months. The endpoint of the study was
12 months of therapy with Dupilumab. The allergic phenotype of the disease was recorded in 19 (60 %) patients, a quarter of patients had non-allergic
phenotype, and 5 (15 %) patients had mixed BA. Results. Before the introduction of genetically engineered biological therapy, patients had an extremely
high daily need for emergency medications — about 9 times a day, 4 or more exacerbations were recorded during the previous 12 months before
inclusion in the study. After 12 months of additional therapy with Dupilumab, a significant reduction in symptoms was noted — 22 (70 %) patients did
not have asthma attacks at all. In 6 patients (19 %), 1 exacerbation of bronchial asthma developed during the next 12 months, which the patients coped
with independently using nebulizer therapy at home. Before the start of genetically engineered biological therapy, 10 people (31%) received systemic
glucocorticosteroids (OCS) at a dose of 10 to 5 mg of prednisolone. After 4 months, 22 (70 %) patients receiving hormonal drugs managed to stop
them. After 12 months, no patients took OCS. Conclusion. During 12 months of additional therapy with Dupilumab, patients managed to completely
stop taking OCS. Exacerbations requiring hospitalization were absent in all patients included in the study. Complete control was achieved by 22 (69 %)
subjects, partial control was achieved by 10 (31%). There was no need for short-acting beta-agonists (SABA) in 27 (85 %) subjects.

Key words: severe bronchial asthma, dupilumab, achieving control, genetically engineered biological therapy

Conflict of interests
The authors declare no conflict of interests

Sources of funding
The authors declare no funding for this study

Conformity with the principles of ethics

The Local Ethics Committee of the Krasnoyarsk Regional Clinical Hospital and the Local Ethics Committee of the Federal State Budgetary Educational
Institution of Higher Education Krasnoyarsk State Medical University named after prof. V.F. Voyno-Yasenetsky of the Ministry of Health of the Russian
Federation approved the study (Protocol No. 122/2023 dated November 29, 2023). Patients received medications as regional or federal beneficiaries

Article received on 12.06.2024
Reviewer approved 02.08.2024
Accepted for publication on 22.10.2024

For citation: Kazmerchuk O.V., Sobko E.A., Demko 1.V. Achievement of Control of Severe Bronchial Asthma When Using Dupilumab. The Russian
Archives of Internal Medicine. 2024; 14(6): 457-466. DOI: 10.20514/2226-6704-2024-14-6-457-466. EDN: TZBRYB

AJIT — aurtuneiikorpuensl, BA — 6ponxuanbHas act™a, [VIBT — renHoumxeHepHas 6uonorndeckas reparmms, JJAX — [INTelbHO [eliCTBYIOLINE aH-
tyxonuuepruku, IJIBA — mpnurensuo peiicryromue 6era — aroHucTsl, VIFKC — uHrassiyonHble rmokokoprikocteponsbl, HITBIT — HecTeponsbie
HpOTHBOBOCIIANMTENbHBIE IpernapaThl, OPB, — 06beM popcupoBaHHOTO BbIZIOXa 32 OHY ceKyHy, CTKC — cucTeMHble rmokoKopTukocteponsl, TBA —
TsDKenas GponxuaabHas actma, ®IKEJI — MakcuManbHblil 00beM BO3[yXa, KOTOPBIIT Ye/I0BEK MOXKET BBIIOXHYTh II0C/Ie MAKCUMA/IBHO ITyGOKOTO BIJOXa.

BBC‘A,CHI/IC BcemupHOIt opraHusanyuy 3gpaBoOXpaHeHns, I/106anpHoe

BpouxmanpHass actma (BA) sBisieTcs BTOpBIM IIO
PacCIpOCTPaHEHHOCT  XPOHUYECKUM  PeCHMPATOPHBIM
3abo/meBaHNEM B MUpE, BCTPEYAOIMMCS IIPUMEPHO
y 330 mwumnonos maumenTtoB [1]. Tompko B Poccun, mo
oduManbHBIM CTATUCTUIECKUM JaHHBIM, Bepuduiimposa-
HO oko710 1,6 MyH manyenTos ¢ bA [2]. Ho eciiu onmparbcs
Ha SMNUEMUOIOTUYECKIIe UCCTIENOBAHNs, 9TOT MMOKa3aTeNb
MOYKeT OBbITh 3HAYUTETHHO BbIIIE — OKOMO 6 MJTH YeJI0-
Bek [3]. ViccmenoBaHus MOC/IERHNUX JIET IPOJEMOHCTPUPO-
Ba/IM 3HAYMMO€E S9KOHOMMYeCKoe BusiHue b6pemennu BA Ha
MaJIO 3alINIeHHbIE COL[MAIbHbIE C/ION HAace/leHnsl. B cBsi3u
C 4eM, M3ydeHye TeueHus 3ab0/meBaHus, KagpOBbIX 3aTpaT
U COLMANbHO-IKOHOMMYECKUX (AKTOPOB OIpefensieTcs
HIPYOPUTETHBIM OOBEKTOM MCCIeTOBAHMII [4, 5].

TepMuH «coumanbHO-9KOHOMIYECKOE OpeMsi» BKII0Ya-
eT B ce6s He TOTbKO BBICOKIIE 3aTPATHI Ha JIedeHe ([IPsIMBbIe
MEIMIVHCKIE PACXOZbl), HO M 3aTPaThl, CBA3aHHBIM KaK
C BpeMEHHBIMU, TaK U C IMOCTOSHHBIMJ BUIaMU VHBAJINU-
ny3auyy (IpsiMble HEMEOMIMHCKIE PACXOfbl), OrpaHmde-
HyeM GU3MYECKOI ¥ COLMANbHOM aKTUBHOCTI 1, KaK CTIef-
CTBUE, CHUDKEHIEM KaueCTBa XXM3HU MAIVIEHTOB U YIEHOB
ux cemeit (KocBeHHble u3ziepxku) [6]. Ilo onpenenennio

Opemsi 6ormesHell U3MepsIeTCsT KOMMYECTBOM JIeT JKU3HIA,
HOTEPSHHBIX B pe3y/ibTaTe VHBAIMAHOCTY. JTO HOHATHE
00beMHsIET TOMBI KIU3HI, TOTEPSHHbIE M3-3a COCTOSHIS
3[0POBbsI, KOTOPOE He COOTBETCTBYET KPUTEPHSIM IIOJTHOTO
3/JOPOBbSI, U TOMBI KM3HM, IIOTEPSIHHBIE 113-3a TIPEXIEBPe-
MEHHOJ1 CMepTHOCTH [7].

3a mocnenHee fecATUIETHE JIeYeHUe TSDKENIOoN OpOH-
xuanbHoit actMbl (TBA) ObUIO B 3HAUMTENBLHON CTENEHU
yaydiieHo Omarofapsi FOCTYHHOCTM TeHHO-MHXXEHEPHO
OMONOIMYeCcKOll Tepammy, MORYIUpYyoLlell crenudude-
CKMe KJIEeTOYHble CUTHa/lbHble IyTu. B wactHocTm, Ily-
nuayMad, IIOTHOCTBIO 4elTOoBeYecKoe MOHOKIOHA/IbHOE
aHTUTEJIO, KOTOpOoe OJIOKUpYeT Iepefiady CUTHAIOB UHTep-
nevikuHa-4 (IL-4) n unTepneiiknHa-13 (IL-13) myTem cren-
udnyeckoro csaspiBanus ¢ IL-4Ra-cybbenunniieit, obuein
IUIA pelenTOPHBIX KoMInekcoB IL-4 n IL-13. Takxe mperma-
part 6rmokupyet repenady curHanos IL-4 gepes perjenrtopsr I
tumna (IL-4Ra/yc) n o61myio nepenauy curnanos [L-4 m IL-13
yepe3 peuenrops! II tuma (IL-4Ra/IL-13Ra). IL-4 u IL-13
SIBJISIIOTCS  K/IIOYEBBIMM IIUTOKMHAMIU BOCIAJIEHUs 2-TO
tuna (B T.4. npogyuupyemble u Th2-mumpounramu), Bo-
BJIEYEHHBIMU B IIATOr€HE3 aTONMYeCcKux 3aboneBanuin [8].
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OPUTMHAABHBIE CTATHU

Ipemapar 6bu1 OfOOpeH It B3POC/IBIX M AETEN CTap-
1re 6 JIeT B KadeCTBe OMOMHMTENbHON Tepanuu TBA [9].
Ilo pamHBIM EBpormeiickoro peecTtpa jeKapCTBEHHBIX
cpencts, dymmnymab pexomenpyercs npu TBA, accoum-
MPOBAaHHON C pasButueM 12- BocmasieHms, B Xofe pea-
MM3anMy KOTOPOTO PEeTUCTPUPYIOTCA BBICOKNE YPOBHIU
s03rHO(MIMN TepudepudecKoil KPOBY, YBeIYeHe KOH-
neHTpanyu okcupa asora (FeNO) B BbIpIxaeMOM BO3JYXe,
a Tak)Ke BO3HMKAeT HEOOXOAMMOCTD IpyeMa CUCTEMHBIX
rmokokoptukocteponoB (CI'’KC) y B3poc/bIx maryeHToB
amepruyeckoit BA [10].

Tepamusi mpemaparom Jlymmiymad [geMOHCTpUpyeT
BHYIIUTE/IbHbIE TepameBTHdeckue 3¢¢eKTsl, KOTOpble
TTOATBEPKAeHbI MHOTMMU PaHJOMI3VPOBAHHBIMY KOHTPO-
mpyembivmu nccnegoBanusamu (PKI) [11,12]. Crout otme-
TUTb, YTO JONOTHUTENbHAS Tepamys IpenapaTom obecre-
41Ia yBeIMYeHe BEPOATHOCTI TOTO, YTO HEOOXOAMMOCTD
B CTKC He BO3HUKHET, I YTy4IINIa KINHNIECKIE VICXO/IbI
HesaBucuMo ot fo3pl CI'KC y nmanueHTos co creponposa-
Bucumoit TBA [13,14,15].

ue]lb NCCAEAOBAHUA

OueHnTb BO3MOXKHOCTD JJOCTVDKEHUSI KOHTPOJS Tsi-
JKe/Ioll OPOHXMA/IIBHOI aCTMBI IIPY UCIOIb30BAHUM Te€H-
HO-MH)XEHEPHOII OMOIOINYecKoil Tepannu IpernapaTom
Oymmunyma6.

Marepuanbl 1 METOABI
VICCAEAOBAHU A

B mpocmeKkTMBHOe OTKpBITOe HAOIIOfATeIbHOE OfHO-
LIEHTPOBOE MCCIIEOBaHIe 6bUIO BK/IIOYEHO 32 malyeHTa
C TSDKeTI0i OPOHXMAIBHOI acTMOI1: 8 (25 %) MY>K4MH, Cpef-
Huit Bo3dpact 58 [28;65] net, 24 (75%) >KeHIMH, CPeTHMIT
Bo3pact 50 [26;62] net, KOTOpBIE HAOIOKAINCD B YCTIOBHU-
AX 7ieroyHo-annepronornyeckoM nenrpe KI'bY3 «Kpaesas
KIMHMYecKas: 6ompHuIa» I. KpacHosipck. Y Bcex pecrioH-
IEHTOB OBLIN OIIpefielIeHbl COITYTCTBYIOLIYE 3a00/IeBaHMA,
MCCNIeOoBaHbl (YHKIMOHAIbHbIE IIOKa3aTely BHEIIHETro
[IBIXaHISI, YCTAHOB/IEH YPOBEHb KOHTPOJIS Haf 3aboreBa-
HIEM ¥ YTOYHEH 00'beM IoTydaeMoli 6asyCHOI Tepamui.
[lepBuyHas KOHeYHas TOYKA MCCIEOBAHMA — OIEHKa
3P PeKTUBHOCTD 1 6e30MacHOCTh MperapaTa Fynnaymao,
a TaKKe oIpeieNieHVie BO3SMOXKHOCTH JOCTIKeHMA KOHTPO-
ns1 TBA. KoHTpo/IbHBIE TOYKM MCCTIeNOBAHNA: IO Ha3Hade-
HUS TeHHOMH)XXeHepHoit 6uonorndeckoit tepanuu (IVIBT)
n gepes 12 mecsnes nmocie HasHayenus [VIBT.

Kpurepun BxmodeHns B uccnegopanue: bA Tsoxenoro
Te4eHMs; Bo3pacT 18-75 jietT, NMOATBEpPKIECHHAS [IAHHDI-
My crnporpa¢uy OpOHXMaIbHAsA OOCTPYKLMA, HOCALAs
06paTUMBIIT XapakTep; IPUBEP>KEHHOCTh K 0a3MCHOI Te-
pamuu, BO3MOXXHOCTb IPaBMILHOTO MCIIONb30BaHMA 6a-
3UCHBIX IIPEMapaToB, 06beM OA3UCHOI Tepamni, COOTBET-
crBytomnit 4 — 5 crynean GINA 2023.

Kpurepun nckmrodenus: BA nerkoit u cpepHei crerne-
Hu Tsoxectu, XODBJI, TpymHaa mia kontpona BA, 3moka-
JecTBeHHbIe HOBOOOPA30BaHN; TsDKeas MoYeyHas U Ie-
YeHOYHasl HeJOCTaTOYHOCTb; OepeMeHHble ¥ KOpMAlye
TPYAbIO YKEHIIVHBL

VccnenoBaHne ofoOpeHO TOKaIbHO-9TUYECKIM KOMM-
terom KI'BY3 «KpaeBas knnundeckas 6ompania» r. Kpac-
HOSIPCK, U JIOKa/bHO-3TMYeckuM koMmurerom OI'bOY BO
KpacT’MY um. npoc. B.®. Boitro-SIcenerikoro MuHsgpasa
Poccun omobpun uccnenosanue (IIpotoxon Ne 122/2023
ot 29 Hosa0ps 2023 ropa). JlekapcTBeHHBIe IpeIapaThl I1a-
[[MEHTDI [IOTyYaIy KaK perroHanbHble Wiy demepaabHbIe
JIbTOTONOTYYaTeIN.

Bcemu manmeHTaMy 6bIIM OATIMCAHDI COTIACKS Ha 00-
PabOTKY IepCOHANbHBIX TaHHBIX.

JIuarnos BA Tspkenmoro TedeHMs ObII YCTAaHOBJICH Ha
OCHOBaHUM 0OBeMa 0A3UCHON NMPOTUBOBOCIIANTUTEIHHOI
Tepaluy, COOTBETCTBYIOLIel V CTYIIEHU COITIACHO PeKO-
meHgaumaM GINA 2023, kOTOpyio MOTydany IalyeHTBhI,
BKJ/IIOUEHHBIE B uccnenoanue [9,18].

[TareHTbl eMOHCTPUPOBAIN IPABUIBHYIO TEXHUKY
VIHTaJIAIVIN, MMeIU BBICOKYIO IIPUBEPXKEHHOCTD K IpUeMY
6a31CHOIT TepaImn.

Crout OTMeTUTb, YTO paHHMIt KeboT (10 6 reT) 3a60-
neBaHust Habmonancs y 2 (6 %) MaIjieHTOB, BKIIOYEHHBIX
B MICCTIEOBaHNe, Be610T o 20 et 6611 ompereneH y 8 (25 %)
nanyentoB TBA, a crapmre 40 et — y 11 (34 %) genoBex.
Obpainaer Ha ce6s1 BHUMaHIe [JINTEIbHBI aHAMHe3 3a00-
neBaHuA — y 22 (70 %) malMeHTOB JIUTeIbBHOCTD TeYeHM
BA mpessimana 20 net. Ayteprudeckuit peHoTn 3abore-
BaHMA peructpuponancs y 19 (60 %) manneHToB, y 4eTBep-
TY MALMEHTOB — Hea/Uleprudeckuii ny 5 (15 %) nanyueHTos
Habmonanace cMernanHast BA. B ctpykrype koMop6uaHOIt
[IaTOIOIMY Mpeobiafia anaeprudeckKmii pUHUT, ero BCTpe-
JaeMOoCTh cocTaByma 18 (56,2%) denoBeK, y MOMOBMHBI
MALMEHTOB PETUCTPUPOBAJICA XPOHNYECKUI ITO/IMIIO3HbIN
PUMHOCVHYCUT, @ HEIIEPEHOCHMOCTb HECTEPOMIHDIX IIPOTHU-
BOBOCII/IMTeNbHbIX Ipemapatos (HIIBII) ompepensmach
y 7 (22 %) manyeHTOB. VI36bITOUHAsT Macca Tefa PerncTpu-
poBasach y 60/bIIMHCTBA HalueHToB ¢ TBA — y 25(78 %)
[IAIVIEHTOB, B TO BpeMs KaK HOPMa/IbHbII MH/IEKC MacChl
Tena Habropancs y 7 demosex (22 %).

Obuexnmmundeckoe  06CIeOBaHNe  3aK/IIOYAIOCh
B ompoce manyeHnTta ()kanoOpl, aHaMHe3); IOoTyYeHnn u-
3MKa/IbHBIX HAaHHBIX (OCMOTp, aycKyabTanys). BeipakeH-
HOCTb OPOHXMAJIBHONM OOCTPYKIMHM KIMHNYECKU OLeHMU-
BaJIaCh 110 KOJIMYECTBY IPUCTYIOB YAYIIbs B TeYEHNUE THS,
YacTOTe€ HOYHBIX CUMIITOMOB, KOJIWYECTBY VHIQJIALINIL
B2 — aroHMCTOB B CYTKIL.

Y Bcex MalyeHTOB B aHaMHe3e OBIIO IIPOBEfeHO anep-
rojIoruyeckoe o6cenoBaHe, KOTOpoe BK/II0YaI0 KOXKHbIE
TeCTBI U / WK Onpefenenue crenndudecknx Ig E.

[TapameTps! (QyHKIMM BHELIHETO [bIXaHVS PErUCTPU-
poBany Ha annapate o6bmeit wiernsmorpagun «ErichEger»
(Tepmanms). CocrosiHue OpPOHXMANBHOM MPOXOAUMOCTH
OLICHVBA/I/I METOJIOM CIIMPOMETPUY C OPOHXOAMIATAIMIOH-
HbIM TecToM (400 MKr campbyTamorna). CroypoMeTpust Bbl-
IIO/IHEHA B paMKaX CTaHJAPTOB KadecTBa JCC/IENOBAHMI
EBporeitckoro pectimparoproro obectsa (EuropeanRespi-
ratorySociety — ERS) n AMeprKaHCKOTO TOpaKanbHOIoO 06-
mectBa (AmericanThoracicSociety — ATS) [19].

KonTtpomnb BA onermBanca ¢ momombio ankeTsl ACQ-5
(Asthma Control Questionnaire — 5, [9]), koTopas mo-
3BOJIACT OIIPefeNUTb YPOBEeHb KOHTPOIA U PUCK 000-
crpennit B 6ygymem. Tectr ACQ-5 cocTout 13 5 BOIIpocos
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Ta6nuua 1. Xapakmepucmuxa nayueHmos 6poHXUanvHoLl
ACMMOLL MAHCET020 MeHeHUS, BKTIOHEHHDLX 68 UCCIe006aHUe

Table 1. Characteristics of patients with severe bronchial
asthma included in the study

Moxasatenn Tsoxenan BA Indicator Severe BA
(n=32) (n=32)

Bospacr, ronst Me [IQR] 56 [33; 68] Age, years Me [IQR] 56 [33; 68]
Annepruyeckas 19/60% Allergic 19/60%
Qenorun  Heannepruyeckas 8/25% Phenotype Non-allergic 8/25%
CwMmenranHas 5/15% Mixed 5/15%

JKenmmmusl, ab6¢/% 24/75% Female, abs/% 24/75%
ITom: Gender:

Mysxunnbl, ab¢/% 8/25% Men, abs/% 8/25%
InutenbHOCTD 3a60meBanus, ronbl Me [IQR] 22,0 [2,0; 55,0] Duration of the disease, years Me [IQR] 22,0 [2,05 55,0]
Bospacr fe61oTa 3a6oneBanus, rogst Me [IQR] 33,0 [5,0; 56,0] Age of disease onset, years Me [IQR] 33,0 [5,0; 56,0]
Komop6upHast matomorus: Comorbid pathology:

Ajteprudeckuit puHut, abe/% 18/56,2% Allergic rhinitis, abs/% 18 /56,2 %
Henepenocumocts HITBII, ab¢/% 7121,9% NSAID intolerance, abs/% 7121,9%
XpOoHMYECKNIT TTONIUIIO3HBI PUHOCUHYCUT, a6¢/% 16 /50% Chronic polypous rhinosinusitis, abs/% 16 /50 %
MHupekc Macchl Tena, Kr/ m> Me [IQR] 28,5 [21,9; 44,1] Body mass index, kg/m? Me [IQR] 28,5 [21,9; 44,1]

Ilpumevanne: BA- 6ponxuanpas actma, HIIBII — HecTepongHble mpoTHBO-
BOCIIA/INTE/IbHbIE ﬂpenaPaTbl, n— ﬂpMH}lTaﬂ B MaTeMaTUKe KOIMYEeCTBEHHAA
XapaKTepUCTHKa, abc — abCOMOTHOE KOMNYECTBO MAlHeHTOB

¢ 6-6anpHOIT mKamoir orBeToB. O61mmit 6amn ACQ-5 BbI-
YMCIIAeTC KaK cpefHee apudMeTndeckoe Jid 5-TU OTBe-
toB: 0,5-0,75 — xopowmmnit KOHTpoOnb, 0,75 — 1,5 — mpo-
MEXXYTOYHBIN KOHTPOJIb, 1,5- HEKOHTpO/IMpyeMas acTMa.

Taxxe ypoBeHb KOHTpons BA oneHmBanca mpu mo-
momy ACT — tecta (Asthma Control Test, [9]). Onpoc-
HIIK BK/IIOYaeT B Ce0s1 5 BOIPOCOB C 5-Tu Oa/IbHOII LIKAION
orBeToB. O6mmmit 6ann ACT — Tecta ompenensieTcs Kak
cymMMa Oamnos: MeHee 20 6a/UIOB O3HAa4aeT OTCYTCTBHUE
KOHTpOIs, 20 -24 6ajIta — 4aCTUYHBII KOHTPOJIb, 25 6as-
JIOB — TIOJIHBIN KOHTPOJIb HaJl cuMITOMaMu BA.

Bce pecrioHfieHTBI IIONTyYaIy Tepanyio, COOTBETCTBYIO-
myto V crynern no GINA 2023 [9], seMOHCTprpoOBanm BbI-
COKYIO IPMBEP)KeHHOCTD K JIe4eHno. Bce comyrcTyromue
3a0071eBaHNsI OBIIN KOMIIEHCHPOBAHBIL.

Kpurepnit nobapneHnsi HOMOTHUTENIBPHOTO Mpenapa-
ta [lymunymab — He JocTiokeHMe KOHTponsa BA nHa done
CTaHfjapTHOro o6beMa Tepamyu. HasHadyeHMe reHHO-MH-
JKEHEpHOTro Ouosorndeckoro mpemapara Jymanymab pe-
KOMEHJIyeTcsl MallMieHTaM B Bo3pacTe 12 jeT u crapiue
¢ 903MHO(WIBHBIM (DEHOTUIIOM OPOHXMA/IBHOIN ACTMBI
(umcro s031HOPUIOB B Tepudeprueckoii Kposu =150 Kie-
TOK/MKJI) JWIN y IALJMeHTOB C TOPMOHAIbHO3aBUCHMON
OpOHXMATBHOI ACTMOIA, ITOMYYAOLUINX IePOpaTbHBbIe ITIH0-
KOKOPTUKOCTepOUAbI (He3aBUCUMO OT 4MCIa 303MHO(U-
JIOB B IepudepuIecKoi KpoBN).

Cratuctndeckass o6paborka ObUIa BBIIOTHEHA C MO-
mompio nporpamm Microsoft Office Excel, 2010 (Bepcus
14.0.7261.5000) u 2009. KonmudyecTBeHHBIE 3HAYEHVS TTPES-
cTaB/ieHbl B Bufie MeimaHbl (Me) M MHTepKBapTUIHLHOTO
nntepsana (Q1 u Q3), rze Q1 — 25 nponentunp, Q3 —
75 npoueHTwib. IIpy anHanmse Ha HOPMAJIIBHOCTH pac-
npefeneHns BBIOOPOK, KOTOPOe OIpefe/sIN 110 METORY
Kommoroposa — CmupHOBa n xpurtepuio llanupo-Ynxa,
BCe JAHHbIe VMM HeHOpMajibHOe pacrpeseneHue. Ilpu
CPaBHMUTENIBLHOM aHa/IM3e IPYIIII I10 KOIMYeCTBEeHHBIM IIpU-
3HaKaM JCIIO/Ib30BA/IM HEIapaMeTPUIeCKMii KPUTEpHii

Note: BA — bronchial asthma, NSAID — non-steroidal anti-inflammatory drugs,
n — quantitative characteristic accepted in mathematics, abs — absolute number
of patients

Yunkokcona, (p <0,05). CpaBHUTeTbHBII aHAIN3 PA3TNINIl
KaueCTBEHHBIX IPU3HAKOB OCYIIECTBJIICA MOCPECTBOM
Kputepus X’ ¢ nonpaskoii Verca.

Pacuet 3arpar. 3aTparhl pacCUMThIBaNIM B MOJENN, TIO-
crpoenHoit B mporpamme Microsoft Office Excel, 2010. st
CLieHapusA aHa/IN3a, IpefCTaBIeHHOIO B CTaThe, UCIIOb30-
BaJICsI BPEMEHHOI TOPU3OHT B 12 MecsleB. B paMKax olieH-
KI CTOMMOCTM Ka)KIOJ M3 CTpaTeTyy jedeHus HalyeHTa
O paccunTaHbl 3aTparthl cucteMbl OMC 1o cyiiecTBy-
oM tapudam. B Halem mccregoBaHNu Mbl OLIEHNBAIIN
TOJIbKO TIpsIMble MeIMIIMHCKUe 3aTpartbl. C y4éToM TOrO,
yro TBA ABIAeTCA XpOHMYECKUMM 3a00/IeBaHUAMM, Tpe-
OYIOLMM JINTEJIBHOTO JledeHNsl M HAOMIOfieHNsI, aHAIN3
BK/IIOYAT B cebs OIEHKY 3aTpaT Ha HECKOJIbKMX 9Talax,
uTorosas (popMy/a MMeIa CIIeyONIIT BIL:

Cost = Cost (6asucras mepanus) + Cost (neueHue —
ambynamopnuviti sman) + Cost (neueHue —
cmayuonaprutii aman) + Cost (sv1308v1 CMII),

rie Cost — 06111ast CTOMMOCTD Teparnmnn,

Cost (6asucHas Tepamnms),

Cost (1euenre — aM6ynaTOpHbII 3TAI),

Cost (1edeHne — cTanOHApHBIN JTAI),

Cost (Bb1soBsr CMII).

OrleHka 3aTpaT Ha OKa3aHMe MENUIIMHCKON MTOMOIIN
B3POC/BIM NanuenTaM ¢ TBA mpoBoauach ¢ y4€Tom npsi-
MBIX MEUIMHCKIX 3aTpaT (JIeKapCTBEHHBbIE I Ha OKa3aHue
PasNIMYHBIX BUOB MEAUIIVHCKOI Tomoin) [16].

PesyabTaTsl nccaepoBaHUSA
¥ UX 00CyKAeHUe

Knunnko-dyHKIMOHaIbHAS XapaKTepuCTHKa MHalu-
eHToB TDBA, BKIIOUEHHBIX B MCCIENOBaHIUeE, MpefCcTaBIe-
Ha B Tabmmue 2. o HasHavenus [VIBT y manmenros or-
Medasiach KpaliHe BBICOKasl KaXX/[OJJHEBHAs IOTPeOHOCTD
B CKOPOIIOMOIIIHBIX IIpenaparax — OKO/IO 9 pa3 B CYyTKI.
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[TanyeHThl MCHIBITBIBAIM JIHEBHbIE CUMITOMBI 1O 7 pas
M HOYHbIe TPOOYXKAeHNs 13-3a IpucTynoB BA — no 2 pasz3a
HO4b. PerycTpupoBanucs 4 1 60mee 060CTpeHNMI B TeYeHIe
IpefIIecTBYIOMNX 12 MecAleB IO BK/IIOYEHNA B MICCIEI0BA-
Hie, OOBIIMHCTBO U3 KOTOPBIX TpeOoBamu rocnuTanmsa-
[[UJ B CTAI[IOHAP. BBI30BBI OpUTa/IBl CKOPOTT MEAMIIMHCKON
nomotu (CMIT) Habmonanich y kaxaoro maryenta ¢ TBA
M COCTABIISI/IN HE MeHee 5 pa3 3a MOCTeHIIT TOfI.

Coycta 12 MecsAneB [JONOTHUTENbHON Tepammuy IIpe-
maparoM JJynuaymab OTMedYanoch 3HAYMTENbHOE CHIDKe-
Hue cuMnromoB. Tax, y 22 (70 %) manyueHTOB HOMHOCTBIO

OTCYTCTBOBa/IM NpUCTYNBL, y 10 (30 %) manueHTOB IIpn-
CTYIIBI YAYIIbs BO3HMKaNU 3-4 pasa B Hezemo. Y 6 (18 %)
MIAIVIEHTOB B TedeHMe IOCAenyonx 12 MecsAmes pasBu-
noch 1 06ocrpenne BA, ¢ KOTOPBIM MALMEHTHI CIIPABUINCH
CaMOCTOATENIbHO HpY MOMOILIM HeOynail3epHoll Tepammnu
B JOMAIIHUX YC/TOBYX.

Kunyeckne cuMOToMBbl 66N 06bEKTUBU3MPOBAHBI
tectamyt ACQ-5 n ACT, pe3ynbraTbl KOTOPBIX IIpEACTaB-
JIeHBI B Tab/muie 2, MOATBEPXKAAIOT OTCYTCTBME KOHTPOJISL
BA y xaxpgoro manueHra, BKIIOUYEHHOTO B MCCTIE/IOBaHME
(ACQ-5>1,5 6amnos, ACT -tect <20 6amioB).

Tab6nuya 2. Knunuxo — yHKYUOHAbHbIE NOKA3AMENU NAUUEHNO6 C MAHEN0U OPOHXUATbHOL ACMOT,
BK/II0UEHHVLX 6 UccredosaHue, 00 HasHaueHus IVIBT u uepes 12 mecsaues nocne Hasnavenus I'VIBT

o nasnayenns TVIBT

Yepes 12 mecAnes nocne

Ilokasarens HasHavenus IMIBT 3HaYNMOCTH pasIMYmit
Me [Q; Q)] Me [Q;; Q,]
KonnyecTBo JHEBHBIX IIPUCTYIIOB, P/CYyTKU 7,0 [4,0; 13,0] * 1,0 [0,05 1,0] * P ,=0,003
KonndecTBO HOYHBIX IPUCTYIIOB, P/CYTKU 2,0 [1,0; 5,0] * 0,0 [0,0; 0,0] * P,,=0,008
IMorpe6uocts B KIBA, p/cyTkn 9,0 [8,0; 16,0] * 1,0 [0,0; 1,0] * P ,=0,003
KonnuectBo o6ocTpennit, p/rof 4,0 [3,0; 7,0] * 1,0 [0,0; 1,0] * P ,=0,005
KonnuecTBo rocnmuTanusamnuii, p/Ton 4,0 [4,0; 7,0] * 0,0 [0,0; 0,0] * P ,=0,01
KonmndecTBo obpaliieH1it B TONUKINHAKY, P/TOJ, 3,0 [2,0; 6,0] * 0,0 [0,0; 1,0] * P ,=0,001
Kommuectso Br1zoBos CMII, p/rop 5,0 [2,0512,0] * 0,0 [0,0; 0,0] * P ,=0,003
ACQ-5, 6amr 3,0 [1,5; 5,0] * 0,0 [0,0; 1,0] * P, =0,009
ACT, 6ann 15,0 [8,0; 19,0] * 24 [22,0;25,0] * P ,=0,007
O®B,, % 63,11 [21,1; 86,8] 90,6 [51,0; 119,9] P =01
OO®B /DXKEJL, % 63,6 [46,9; 75,3]* 72,3 [51,2;79,4] * P ,=0,055
Tpupoct, % 21,2 [2,4; 40,3] 9,4 [4,8; 17,9] P =01
IIpupocT, mn 223 [162,0; 219,0] 31,0 [0,0; 180,0] P ,=0,12

IIpuMedanue. p* — pasmuuus MEX/Y IPYIIIAMMU I10 KOJIMYECTBEHHBIM IIPUSHAKAM IIPOBOAMIIA C UCIIONb30BaHIEM KPUTepus YUIKOKCOHA [/Is ABYX 3aBUCHMBIX BBIGOPOK (p <0,05),
TVIBT — renso — uHxeHepHas 6uonornyeckas repanus, KIIBA — koporkopeiictymomue 6era — aronuctsl, CMII — ckopas MeguiuHckas nomoutb, ACQ — Asthma

Control Questionnaire-5 / BompocHuk 1o kourpormio Hag actmoit, ACT — Asthma Control test / Tect 1o konTponio Hajj actMoit; OB, — 06bemM GpopcupoBaHHOTO BHIOXA 3 IIEPBYIO
cexynpy, OOB /OKEJI — orHomenme o6bemMa GopcnpoBaHHOTO BbIZIOXA 32 IEPBYIO CEKYH/TY K pOPCUPOBAHHOI XI3HEHHOI eMKOCTH IETKHX, P/CYTKI — KOMUYECTBO Pas B TeUeHNe

CYTOK, p/TOJ; — KOJIMYEeCTBO pa3 B TeYeHMe IPebIAYIEero roja

Table 2. Clinical and functional indicators of patients with severe bronchial asthma included in the study,
before the appointment of GIBT and 12 months after the appointment of GIBT

Before the appointment 12 months after
Indicator of the GIBT appointment GIBT The significance
of differences
Me [Q; Q,] Me [Q; Q,]
Number of daytime attacks, o/day 7,0 [4,05 13,0] * 1,0 [0,0; 1,0] * P ,=0,003
Number of night attacks, o/day 2,0 [1,0; 5,0] * 0,0 [0,0; 0,0] * P ,=0,008
Need for SABA, o/day 9,0 [8,0; 16,0] * 1,0 [0,0; 1,0] * P ,=0,003
Number of exacerbations, o/year 4,0 [3,0; 7,0] * 1,0 [0,0; 1,0] * P ,=0,005
Number of hospitalizations, o/year 4,0 [4,0; 7,0] * 0,0 [0,0; 0,0] * P ,=0,01
Number of visits to the clinic, o/year 3,0 [2,0; 6,0] * 0,0 [0,0; 1,0] * P, ,=0,001
Number of EMS calls, o/year 5,0 [2,0; 12,0] * 0,0 [0,0; 0,0] * P,,=0,003
ACQ-5, point 3,0 [1,5; 5,0] * 0,0 [0,0; 1,0] * P, ,=0,009
ACT, point 15,0 [8,0; 19,0] * 24 (22,05 25,0] * P ,=0,007
FEVL, % 63,11 [21,1; 86,8] 90,6 [51,0; 119,9] P =01
FEV1/FVC, % 63,6 [46,9; 75,3]* 72,3 [51,25 79,4] * P ,=0,055
Growth, % 21,2 [2,4; 40,3] 9,4 [4,8; 17,9] P ,=01
Growth, ml 223 [162,0; 219,0] 31,0 [0,0; 180,0] P =0,12

Note. p* — differences between groups in quantitative characteristics were carried out using the Wilcoxon test for two dependent samples (p <0.05), GIBT — genetic engineering

biological therapy, SABA — short-acting beta-agonists, EMS — emergency medical care, ACQ — Asthma Control Questionnaire-5 / asthma control questionnaire, ACT — Asthma
Control test / asthma control test; FEV1 — forced expiratory volume in the first second, FEV1/FVC — the ratio of the forced expiratory volume in the first second to the forced vital
capacity of the lungs, o/day — number of times during the day, o/year — number of times during the previous year
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MaxcManpHbIl YPOBEHb KOHTPOJISL HOCTUI/IN OONb-
IIMHCTBO TAlMeHTOB: Tokasarenb ACQ-5 yepes 12 MecsiieB
cocrasn 0 6a1oB (p= 0,009). B To Bpems, Kak pe3y/IbTaThl
ACT — BIpocnu ¢ 15 6amnoB fjo 22 6amnos (p= 0,007).

Jlo reHHO-VMH)XeHepPHOIT OMOIOTMYeCcKOil Tepaln CHU-
xenue yposas OD®B, menee 80 % sapeructpuposano y 20
(62 %) uenoBek. Y 13 (41 %) genoBek ompefensaach Guk-
CpoBaHHas 0OCTPYKIVS [AbIXaTeNbHbIX IIyTeN — II0Ka3a-
tenmu O@B /OIKEJT cocransamm menee 70 %. [Ipu onenke
HmapaMeTpoB (GpyHKINMM BHEIIHETO AbIXaHMA depes 12 Mecs-
1[eB JIOIIOJIHUTE/IBHON Tepamuy IperaparoM [lymurymab
OTMe4Yanoch yBenuyenue nokasarenss ODB1 pmo yposua
pedepeHcHBIX 3HadeHnit y 22 (70 %) manyenTtos. Hammune

(GUKCUPOBAHHOM — OOGCTPYKIMM  ABIXAQTeIbHBIX  IyTell
(ODB,/DXKEJT Menee 70 %) onpeziensanoch nuib y 6 (18 %)
Yell0BeK, BK/TIOUEHHBIX B ICCIeTOBAHIE.

OTMeuamoch 3HAYMMOE CHIDKEHME KOIMYeCTBA THEB-
HBIX IpUCTYHOB yayubsa (p= 0,003), HOYHBIX IPUCTYIIOB
yayubs (p= 0,008), morpebnoctu B KIJBA B cytku (p=
0,03), a Tax)xe BBI3OBOB CKODPOIl MENUIIMHCKON MOMOIIN
(p=0,003) Ha (oHe [OIIONMHUTEIBHOI Tepanny IpenapaToM
Iymmmymab gepes 12 mecsines (Tabmuua 2).

Pesynbrarsl aHanmsa o6bema 6as3yCHOI Tepamuy, HO-
Jly4aeMoli MalyIeHTaMM C TsDKeION OpOHXMAIbHOM aCTMOIL,
no HasHaueHuA [VIBT n gepes 12 mecAnes mocje Ha3Hayve-
Hust [VIBT npepcrasieHsl B Tabnuie 3.

Tabruya 3. O6vem 6asucHoll mepanuu, NOIYy4aAemMoll NayUeHMamu Msienoll OPOHXUATLHOL acmMOl,
0o nasnavenuss IVIBT u uepes 12 mecaues nocne Hasnauwenus I'IBT

Yepes 12 me-
0 Ha3HAYeHMU:A | CAIEeB Ioce 3HaYUMOCTH
Iloxasarenn
I'MBT Ha3HaYeHU pasnmunit
I'UBT
VIHranA1MoHHbIe ITIOKOKOPTUKOCTEPOU/BI + JIMTEbHO EfICTBYIOI e eTa-arOHUCThI
(MrchﬂuBA) P oA ACHiCTEYIom 10 /319 * 23/72%* P,,=0,003
VHransanoHHble TTIOKOKOPTUKOCTEPOUBI + IIUTENBHO IEICTBYOIIE 6eTa-aFOHI/ICTbI
» P powe * 1 A 7122%* 0/0%* P,=0,017
+ cucremHble rirokokopTrkocrepouast (VIFKC + [JIBA+CIKC) 12
VIHTanA1MOHHBIE TTIOKOKOPTUKOCTEPOU/IBI + NIUTENbHO eICTBYIOI e 6eTa-arOHUCThI
, 2/6% 1/3% P ,=0,5
+ anruneikorpuenst (VITKC + IOBA+AJIT) 12
VIHranA1MoHHbIe ITIOKOKOPTUKOCTEPOU/BI + JIMTEbHO JefICTBYIOI e GeTa-arOHUCTDI
. : P POMABLT A i 5/16% 5/16% P =07
+ pnnrenbHo AericTByomye autuxonnuapreruxu (VIFKC + JIBA+TAX) 12
JHranAnMoHHbIe ITIOKOKOPTUKOCTEPOM/BI + ITTUTETbHO AefiCTBYOIIe 6eTa-arOHUCTBI
+ aHTU/IEKOTPUEHDI + JI/IUTEbHO [eiiCTBYI0LIE aHTUXONMHIPIeTUKI 5/16% 3/9% P =07
(VITKC + JIBA+ATIT+ITAX)
JHranAnMoHHble I/TIOKOKOPTUKOCTEPOM/BI + ITTUTETbHO AefiCTBYOIIe 6eTa-arOHUCTHI
+ aHTU/IEKOTPUEHDI + CUCTEMHbIE TTTIOKOKOPTUKOCTEPOUJIbI 1/3% 0/0% P =1
(VITKC + IIBA+IJAX+ATIT+CIKC)
VHranAnMoHHbIe I/TIOKOKOPTUKOCTEPOM/BI + ITTUTEbHO AefICTBYOIIe 6eTa-arOHUCTBI
+ IVIUTENBHO [NENCTBYOIME aHTUXONMHIPTETUKY + CUCTEMHbIE ITTIOKOKOPTUKOCTEPOU/IbI 2/6% 0/0% P ,=0,47

(UITKC + IJBA+IJAX+CI'KC)

TIpumeyanue. p* — pasauuus MeX/y PYIIIAMY 110 KAueCTBEHHBIM IPU3HAKAM TIPOBOMIMIIM C UCTIONb3OBAHMEM KpuTepus X ¢ onpaskoit Merca (p <0,05), TUBT — renno —
nHXeHepHas Guonornyeckas repanus, VITKC- nHransinonHsle riokokopTukocrepoussl, IJIBA — piaurenpro geitctytoumue 6era-aronnuctsl, JJJIAX — gnutenbHo feiicTByome

antuxommuapretnku, CTKC — cucreMHble IIOKOKOPTHKOCTepONAbl, AJIT- aHTH/IeKOTPIEeHbI

Table 3. Volume of basic therapy received by patients with severe bronchial asthma, before the appointment

of GIBT and 12 months after the appointment of GIBT

Before the The significance ..
. . . The significance
Indicator appointment of differences of differences
of the GIBT GIBT

Inhaled glucocorticosteroids + long-acting beta-agonists (ICS + LABA) 10/31% 23/72% P ,=0,003
Inhaled glucocorticosteroids + long-acting beta-agonists + systemic glucocorticosteroids 0 o B
(ICS + LABA + OCS) 7/122% 0/0% P =0,017
Inhaled glucocorticosteroids + long-acting beta-agonists, + antileukotrienes o N _
(ICS + LABA + ALT) 2/6% /3% Pi.=0>
Inhaled glucocorticosteroids + long-acting beta-agonists + long-acting anticholinergics N o _
(ICS + LABA + LAMA) 5/16% 5/16% P,,=07
Inh.aled gluco.cortlcostermds + long-acting beta-agonists + antileukotrienes + long-acting 5/16% 3/9% P =07
anticholinergics (ICS + LABA + ALT + LAMA) 12
Inhaled glucocorticosteroids + long-acting beta-agonists + antileukotrienes + long-acting 1/3% 0/0% P =1
anticholinergics + systemic glucocorticosteroids (ICS + LABA + LAMA + ALT + OCS) ’ ’ =
Inhaled glucocorticosteroids + long-acting beta-agonists + long-acting anticholinergics 2/6% 0/0% P, =047

+ systemic glucocorticosteroids (ICS + LABA + LAMA + OCS)

Note: p* — differences between groups in qualitative characteristics were carried out using the X2 criterion with Yates Amendment (p <0.05), GIBT — genetic engineering biological
therapy, ICS — Inhaled glucocorticosteroids, LABA — long-acting beta-agonists, LAMA — long-acting anticholinergics, OCS — systemic glucocorticosteroids, ALT — antileukotrienes.
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Jlo Hada/a reHHO-VH>XeHEpHOI OJOJIOrMYecKoil Tepa-
oy npemnaparom gymuayma6 10 (30 %) denoBek momyda-
mn CTKC B pose ot 10 go 5 Mr mo mpefHu3onony. Yepes
12 MecsALleB HY OfJVH ITAL[VIEHT He HY>KJaJICA B eXKeJHEBHOM
npuéme CI'KC (p=0,017). JocTmkeHue Takux mporpec-
CHBHBIX Pe3y/IbTaTOB CBSI3aHO C TEM, YTO OGONBIINHCTBO
HAL[MeHTOB IIPUHNMMA/IM He6OIbliNe JO3bI PefHI30/I0HA.
Hasnauyenne IVIBII o6ecre4nmno BO3MOXXHOCTb YBeNIuU-
YeHMs KOMMYECTBA IAI[MEHTOB, KOTOpbIE VCIIONb30BaIN
neorayo kombunanumio VIIKC + IOIOBA ¢ 10 (31%) mo
23 (72 %), (p=0,03),).

Takum 06pasoM, FOCTIDKEHME IIPAKTUYECKN IIOJTHOTO
KOHTPOJIA HE TONBKO CHUBUIO OOBEM CUTYalMOHHOI IO-
TpebHOCTU B KIIBA, HO 1 06ecIednio BO3SMOXXHOCTD HOJI-
Horo otkasa oT npuema CI'KC, a Tax)xe ymMeHbIIeHNU 00D-
ema 6a3MCHOI Tepammmn.

CpaBHuTEABHOE
VICCAEAOBAHUE IPSAMBIX
MEAUIIMHCKUX 3aTPaT

Ha mepBom ararme ObUIM OIpefie/IeHbI IIPSIMblE MeEJV-
uuHckue 3arparel Ha [VIBIT B paMKax Tekylen KaumHude-
CKOJI IIPAKTUKMN.

Jnsa MopenupyeMoli NpakKTUKK IPYMEHEHN Mpernapa-
ta JJymunymab y B3pocibIx namyenToB ¢ TBA yuurtsiBa-
Cs CIefyIOMII PeXXMM [O3MPOBAaHMA: B HayalbHOM J0O3e
600 mr rmoakoxHO (2 mabekiun o 300 mr), 3areM 1o 300 mr
IIOZIKOYKHO Kak/ble 2 Hefienu. To ecTb Ha OJJHOTO MallMieHTa
TpeboBamoch 13 yIakoBoK, a Ha 32 manueHTa — 416 yrma-
KOBOK Ipemapara Jlymaymab B tederne 12 mecsues. Cro-
uMocTb 1 ymakoskn Jymmaymaba cocrasnset 87 536 py-
671€i1, COOTBETCTBEHHO TOf{OBAsI IOTPEOHOCTH B IIperapaTe
Oymunymab coctasmsiet 36 414976 py6reit Ha 32 manyeHra
C TSDKEJION OPOHXMAIbHON aCTMOIL.

3arpaThl Ha 0a3VCHYIO Tepaluio y HaryeHToB ¢ TBA,
BK/IIOUEHHBIX B JccrIefioBaHMe, o HasHaueHusa I'VIBT co-
craBum 1 101 136 py6rieit, 3aTpaTbl Ha 6a3MCHYIO TePaIINIo
nocne 12 mecsnes Tepanuu ['VIBT coctasumm 918 600,2 py-
6ms1 (Tabmmua 4). s Bcex mpemnaparoB, BKIOYEHHBIX
B IlepedeHp XM3HEHHO HEOOXOAMMBIX VI BaXKHEIIINX JIe-
KapcTBeHHBIX npenaparoB (KHBJIII), yunrtsiBanuch 3a-
peructpupoBaHHble 1eHbI ¢ yuétoM HJIC 1 pernonanbHbIx
OIITOBBIX HA0ABOK, /i1 OCTA/IbHBIX IIPelapaToB — JaH-
Hble JUCTPUOYTOpOB. Pacyér mpomsBogMICcCs MO MEXAy-
HAapOJHOMY HeIlaTeHTOBaHHOMY HauMeHoBaHuio (MHH)
€ y4éToM OPMBI BBIITYCKA.

ExerogHoe umcino ob6ocrpennit TBA, rtpebyromux
CTallMIOHAPHOIO JIEYeHNA, COCTAaBMIO 166 rocnmranmsa-
LA [ BCeX MallMIeHTOB, BK/IIOUEHHBIX B MICC/Ie/lOBaHME.
CornacHo TapugHOMY COIIalleHNIo TeppUTOpUanIbHOrO
oT/ieIeH1st 005I3aTeIBHOTO MEJUIIMHCKOTO CTPAaXOBAHI
KpacHoApcKoro kpas cToMMOoCTb 1 3aKOHYEHHOTO Cydast
crannoHapHoro yedenyss TbA cocrasuma 50 000 py6eit.
Pacxoppl Ha 1 aMbyIaTOpHOE MOCelleHe Bpaya-Tepares-
Ta cocTaBuway 405 py6eil mpy IepBUYHOM IOCELIeHUN
u 1673 py6ist mpu HOBTOPHON KOHCynbTanun. [Ipu atom
npu nedeHun 1 smmsopma oboctpenus TBA B cpemHem
Tpebyercss 2 aMOY/IaTOPHBIX IOceljeHmit Bpada. Crout
OTMETHUTD, YTO IIJITAHOBOE ITOCEIIeHMEe Bpaya — TepaIreBTa

Bcemy manueHTamu ¢ TBA mpoucxomgut 3 pasa B ToOf.
Pacxonp! Ha 1 Bp3oB 6purager CMII mo moBopy passu-
THA OPOHXOOOCTPYKTMBHOTO CHHAPOMAa COCTAaBJIAIOT
3500 py6eit.

Takum 06pasoM, eXKerofHbIe U3JIEPXKKY PETUOHATbHO
CHUCTEeMBI 3/[paBOOXpaHeHNs Ha edeHne obocrpernit TBA
aMOy/IaTOpHOIT CeT! U B YC/IOBMAX CTAIIOHApa COCTABIIA-
10T 9 309 024 py6na 1A HalMeHTOB, IOIYYaIOLUX CTaH-
MApTHBIN 06beM 6asyCHOI Tepammy, COOTBETCTBYIOUIMI
V crynenn no GINA. B To Bpems Kak IOC/Ie Ha3HaYeHMUs
I'MIBT sxoHOMMYecKue 3aTpaTbl Ha aMOy/IaTOpHOe HabIIo-
meHue manueHToB THA, JOCTUTIINX TPaKTUIECKN TTOTHOTO
KOHTPOJIA, CHU3UINCD B 239 pas u coctasumu 38 880 py6-
neii (Tabm. 5).

Takum o6pasoM, cymMMa BCeX 3aTpaT Ha IONTyde-
HUEe Tepanuy U MEeJUIMHCKON IOMOIM y MCCIeNyeMoil
Tpynmbl IanyueHToB [0 HasHaueHmsa I[VIBT cocrasu-
ma 10 410 160 py6neit. B To BpeMs Kak, Ipyu HasHaueHUN
I'MIBT mpemaparom [lymmrymab cyMMa pacXofioB COCTaBU-
na 37 372 456 py6neii.

@opmyna pacyera IOKasaTels COOTHOIUEHMA «3aTpa-
Tl — 3P deKTUBHOCTD)» [17]

CER = Cost : Ef,
(I) CER — xoadduimenT «3aTpaTbl-3¢)HeKTUBHOCTD»
TEXHOJIOT A}
(2) Cost — sarparTpl, acCOLUMUPOBAHHbIE C TEXHOIOTUEN

B [ICHE)KHOM BBIPA)KEHN;
(3) Ef — xnmuudeckast 3pPeKTUBHOCTD TEXHONOIMH, BbI-
pakeHHasg B COOTBETCTBYIOIMX efmHunax. Iloxasa-
Te/lb OIpefieNisieT 00beM 3aTpaT Ha LOCTYDKEHMe efu-
HUIIBI TTO/Tb3BI OT JIEYEHN s, BBIPAKEHHOTO, HAaIIpUMep,
yepes MH/IEKC KadeCTBa KM3HM. YeM HipKe ITOKasaTeb,

TeM BBIIIIe 3aTpaTHasA MONe3HOCTD [17].

ITonmHoe poOCTWOKeHME KOHTPONISA Haj
mu TBA mnpupasuusaercs x 1,0 addexruBHOCTN JI€-
YeHUs JAHHOro 3abojleBaHuA. B To BpeMsa Kak OTCyT-
CTBME KOHTpPOJA, 4YacTble TOCIMTANIM3ALNM, HU3KNE
IIoKas3are/y BaIUAM3UPOBAaHHBIX onpocHukoB (ACT —
tecT 1 ACQ-5) — 0,2 3¢ dexTUBHOCTH.

Takum o06pasoM, 3arpaTel-9P(eKTUBHOCTh B TIPYI-
ne nanyeHToB ¢ TBA pno HasHayenmsa I'MIBT cocraBunm
52 050 800 py6reii, cormacHo ykasaHHOI ¢opMmyse, B TO
BpeMs KaK 3aTpaTbl — IIOJIe3HOCTD Yepe3 12 MecsAles MO-
cne HasHadeHyst [VIBT cocrasumu 37 372 456 py6eit.

ITomBona mrTOoryM, mpMMeHeHMe Ipenapara Jlymummy-
Mab He TONIbKO IMPUBOAUT K JOCTVDKEHNIO KOHTPOJISA Haf,
CUMIITOMaMM 3a00/eBaHMs, 3HaUMMO CHIDKaeT MOTpeo-
HOCTb B MeIMIVHCKOJI IIOMOIIY, YBEIN4IMBAEeT Ka4eCTBO
U IPOIO/DKUTENbHOCTD SKM3HY TMAlMEeHTOB, HO U IeMOH-
cTpupyeT 6ojee 9KOHOMUYECKU BBITOTHYIO CTpPAaTeruio
TepaIun.

CUMIITOMA-

O6cyxpenue

CornacHo 1oy YeHHBIM JJAHHBIM, CITYCTS 12 Mecs1eB Te-
pammu npenaparoM JymurymMa® MaKCMMaIbHBIA YPOBEHD
KOHTPOJIS JOCTUI/IN GOTIBIIMHCTBO [AlIXeHTOB: [IOKA3aTe/lb
ACQ-5 4epes 12 mecses coctasu 0 6amios. B o Bpems,
Kak pesynbrarsl ACT Bbipocu ¢ 15 6an1oB 10 22 6aios.
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Tab6nuya 4. Cmoumocmov 6a3ucHoti mepanuu, nomy4aemoli NayUeHmamu ¢ Manenoti OpoHXUAIbHOL AcmMmoti
0o nasnaveruss IVIBT u uepes 12 mecaues nocne Hasnauwenus I'IBT

BasucHas repanus 50 Ha3HAYEHU S Croumocrs | Croumoctp | Basuchas repanus yepes 12 mecssues | Croumocts | Crommocts
TUBT B MecsAL, py6 | Brop, pyo nocne HasHadenusa TVIBT B MecAI, py6 | Brom, py6

WTKC + OIJIBA, uen 10 18305 219660 WT'KC + I]IBA, uen 23 42101,5 505218
MT'KC + IIBbA+CI'KC, uen 7 13667,5 164010 UT'KC + IJIBA+CI'KC, uen 0 0 0
UTKC + OOBA+AJIT, yen 2 4675 56100 WTKC + OOBA+AJIT, uen 1 2337,5 28050
VTKC + OIOBA+IAX, uen 5 18622 223464 WTKC + OIOBA+JIAX, uen 5 18622 223464
UTKC + IJIBA+ATTT+ITAX, uen 5 21068,5 252822 UTKC + IIBA+ATT+HIIAX, uen 3 12641,1 151693,2
KICI:";(IECT fiBA+HHAX+AHT 1 43537 52244.4 ?élfflgcf L,ll'le)_;[IBA+,[I]:[AX+A]'IT 0 0 0
WUTKC + INBA+IOAX+CIKC, wen 2 7693,4 92320,8  UTKC + JIBA+IJAX+CIKC, uen 0 0 0
KIBA, gen / 6ammonunx 32/219 3376,25 40515 KIBA, gen / 6anmoH9mnK 32/55 847 10175
Wroro, py6 1101136 918600,2

IIpumeuanme. [VIBT — renHo — nHxeHepHas 6uonorndeckas repanus , UII'KC — HrananuonHsie rmokokopTukocreponpsl, JJIBA — gnurensHo geiicTByiomye 6eTa-arOHICTHI,
AJIT — antuneitkorpuensl, CTKC — cucreMHble ImioKOKOpTHKOCTEPOUBIL, ITAX — HuTeNbHO AeiCTBYONIE AHTUXONIMHIPTETUKH, Yell — YeoBeK,
4en/6anmoHYMK — KONM4ecTBO 6al/IOHYMKOB IIPeNapara Ha OJJHOTO YenoBeka, py6 — py6iu

Table 4. Cost of basic therapy received by patients with severe bronchial asthma before the appointment of GIBT
and 12 months after the appointment of GIBT

Basic theray oore prescribing BT | Coser | Cospee | Basicthorapy i montatiorthe | Couper | Costpe,
ICS + LABA, person 10 18305 219660  ICS + LABA, person 23 42101,5 505218
ICS + LABA + SGCS, person 7 13667,5 164010  ICS + LABA + OCS, person 0 0 0
ICS + LABA + ALT, person 2 4675 56100  ICS + LABA + ALT, person 1 2337,5 28050
ICS + LABA + LAMA, person 5 18622 223464  ICS + LABA + LAMA, person 5 18622 223464
ICS + LABA + ALT + LAMA, person 5 21068,5 252822  ICS + LABA + ALT + LAMA, person 3 12641,1 151693,2
;gfsj)—nLABA +LAMA + ALT + OCS, 1 43537 522444 ;(eJrSSZnLABA +LAMA + ALT + OCS, 0 0 0
ICS + LABA + LAMA + OCS, person 2 7693,4 92320,8 ICS +LABA + LAMA + OCS, person 0 0 0
LABA, person / aerosol 32/219  3376,25 40515  LABA, person / aerosol 32/55 847 10175
Wroro, py6 1101136 918600,2

Note: GIBT — genetic engineering biological therapy, ICS — inhalational glucocorticosteroids, LABA — long-acting beta-agonists, ALT — antileukotrienes, OCS — systemic
glucocorticosteroids, LAMA — long-acting anticholinergics ,person/aerosol — number of canisters of the preparation per person, RUB — ruble

Tab6nuua 5. 3ampamot Ha NonYHeHUe MEOUUUHCKOW NOMOULU, NOLYHAeMOTi NAUUEHMAMYU MAN N0l OPOHXUANLHOU
acmmoti, 6K0ueHHbIMU 6 Ucciedosanue 00 HasHavenus ITIBT u uepes 12 mecsaues nocne nasnavenus I'BT

o nasuayenns I'VIBT Yepes 12 mecsaueB nocne HasHayeHus I'VIBT

Konunuecrso | CroumocTs, pyo. Konmnuecrso | CroumocTs, pyo.
Tocnuranusanun 166 8300000 0
IInaHoBbIE TOCENEHU A TTOMUKINHUKI 1215 38 880 1215 38 880
IlormoTHUTENNbHBIE TTOCENeHN A TTOMUKINHUKI 128 214 144 0
Brizosbr 6puragsr CMIT 216 756 000 0
Wroro, py6. 9309 024 38 880

IIpumeyanue. [VIBT — renHo — nHxeHepHas Guonorndeckas repamus, CMII — ckopas MeUI[MHCKas IOMOILb, py6 — py6mn

Table 5. Costs of medical care received by patients with severe bronchial before the appointment of GIBT and 12 months

after the appointment of GIBT

Before the appointment of the GIBT

12 months after the appointment of the GIBT

Quantity Cost, RUB Quantity | Cost, RUB
Hospitalizations 166 8300000 0
Scheduled visits to the clinic 1215 38880 1215 38 880
Additional visits to the clinic 128 214 144 0
Calls to the ambulance team 216 756 000 0
Total, RUB 9309 024 38 880

Note: GIBT — genetic engineering biological therapy, RUB — ruble
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OPUTMHAABHBIE CTATHU

BceM pecrnoHIeHTaM Y[anoch IIOJTHOCTBIO OTKAa3aTbCA OT
npuema CI'KC. JJocTmrkeHne TakumX HPOTPecCUBHBIX pe-
3y/IbTaTOB CBS3aHO C TeM, YTO OOJIBLIMHCTBO IAI[VIEHTOB
[IPUHMMAIN HeOOoIbIINe O3Bl IpeAHu30moHa. HasHaueHne
IIOTIONTHUTENIBHOI Tepanuu npenapatoM Jlymmmrymab cra-
TUCTUYECKN 3HA4MMO yMeHbluaeT rmorpebrocts B KIBA
B CYTKW; KOJIMYECTBO IHEBHBIX Y HOYHBIX IIPUCTYIIOB YAY-
IIbsA, @ TAKXXe BBI30BOB CKOPOJl MEIMIMHCKOI HOMOIIN
B CPaBHEHUY CO CTaH/IaPTHOJ Tepamnuen.

AHaorn4Hble pe3yabTaThl ObIIM MOTYYEHBI B IPYIUX
uccnegoBanuax. Tak, B uccnefosannu Dupen C. n coaBT.
(2020) coo6mianoch 0 3HAYNUTEIBHOM CHUKEHUM HE TOJIb-
KO CYTOYHOJ J103bl TIPEHM30/I0HA, HO 1 €XerofiHoil 4Ya-
CTOTBI 00OCTpeHMII B TeYeHUe Tofa Iocye BBeneHus Jy-
munymaba [20]. ViccnenoBanne, Pelaia C. u coast. (2021),
IIPOJIEeMOHCTPUPOBAJIO 3HAYNUTEIbHOE CHIDKEHME IIpueMa
CI'KC yxe gepes 4 Hefenn IOC/Ie Hadaja IpyueMa TyIu-
nymaba [21].

B03MOXXHOCTb HasHaueHMe NOIOJHUTENIbHON Tepammuu
nanyeHTaM TBA, KOHTponMpoBaTh KOTOPYIO He Y[aeTcs
IpyY HOMOIIM CTAH[APTHOTO OObeMa JIeYeHMs, ABIACTCH
Hanbonee 9 PexTUBHBIM BeKTOpOM Tepammu. V3ydenie
9KOHOMMUECKOTT apexkTuBHOCTM npuMenenns [VIBT sB-
JIsIeTCA aKTya/lIbHBIM BOIPOCOM COBPEMEHHOTO MeJUIIVH-
ckoro coobmecta. Kpsicanos V.C. ¢ coast. (2020) B cBo-
eM JCCelOBaHMM TapTreTHBIX NperapaToB, IPUMeHAeMBbIX
npu TBA, npofeMOHCTpUpOBaM HalIMEHbIIINe HellpsMble
u npsiMble 3arparel Tepamyu Jynurymabom. Takxe moka-
3aTelTb 3aTpaT Ha | MpeNOTBpAllleHHBIN CTydalir obocTpe-
HuA pia [Jymmnymaba ObUT 3HAYMTEIbHO MEHbIIE APYTUX
mnpenaparoB VBT [22]. B HameM uccnefoBanuy Mbl I0-
Kasajy aHa/Iu3 MPSIMbIX 9KOHOMUYECKIUX 3aTPaT Y HalleH-
toB ¢ TBA, mony4anomux cTaHgapTHbIL 00beM 6a3MCHOI
Tepanuu, u pononuurtensHywo I'MIBT mpemaparom dymu-
nmyma6. Mbl Habmogamu yBeMdeHye oOmMX pacxomoB Ha
JIeKapCTBEHHOE O0ecIedeHne IALMEHTOB, 4YTO CBA3aHO
TOJIBKO C BBICOKOI1 cTommocTbio Jymmnymaba. ITpu pacye-
Te «3arparbl — 3¢ deKTUBHOCTH» fononunurenbHas [VIBT
IPOIeMOHCTpUpOBaia 0omee 9KOHOMUYECKV BBITOHYIO
CTpaTeruio Te4eHusl.

Hacrosmee nccregoBanue 6bU10 OTpaHIMYEHO BPEMeH-
HBIMM paMKaMu B 12 MecsleB, MCC/IEOBAaINCh TONBKO
IIpsMBbIe 9KOHOMMYeCKIe 3aTPaThl Ha IOTyYeHNe TepaIyi.
DbbUyt BKITIOYEHBI B MICCTIeJOBaHMe TONbKO manyeHTsl ThA,
nonyyapomye mnpenapar Jymunyma6. He momsepramuch
aHanuay ponrocpounsie apdexrsr [VIBT. B 6ymymux uc-
C/Ie[lOBaHVSIX HaMy OyZeT MpUBJIEYEHO OoJbliee KOmmde-
cTBO manueHToB ¢ TBA, nonyvaonmx [Jymuayma6. [laum-
eHTBI OYIYT BK/IIOYEHbI B MCCIEOBaHIE B TeUYeHMe Hojee
IUIMTeNIbHOTO Hepuofia HaOMIONeHNsA M/IA OLEHKHU JOJIro-
cpounblx 3ddexToB M sKoHOMMUECKOI 3ddeKkTUBHOCTI

Iynumyma6a.

BoiBoABI

PesynbpraTbl HallleTro MCCIEROBaHNA IPOJEMOHCTPUPO-
Ba/IM BBICOKYIO 9¢pdexTnBHOCTD mpemapara Jymmaymab:
dyepe3 12 MecsleB Tepamuy ObUIM 3aperMCTPUPOBAHbI
6onee BBICOKME MOKasaTeqy KOHTPONIA HaJi CMMITOMa-
MM, VAVYIIMINCh [apaMeTpsbl, OTpaXkaiolie (QyHKINU

BHEIIIHETO JIbIXaHUs, COKPATUICA 00'beM UCIONb30BAHM
CTKC.

Taxum obpasoM, ynmwiyma® sABIsAeTCS 9KOHOMUYeE-

CKM OIpaB/JaHHbIM BapMaHTOM JOIOTHUTEIbHON Tepann
TSDKENON OPOHXMAIBHOI aCTMBI, IEMOHCTPUPYA He TONb-
KO 3HAYJMMOE€ CHIDKEHIE 3KOHOMMYECKNX WU3TepKeK, HO
U TIOBbIIIeHNe (YHKIMOHANBHBIX [IOKasaTe/eil ¥ yPOBHs
KOHTPOJIA.

Bknap aBTOpOB:
Bce aBTOpbI BHEC/IN CYLLLECTBEHHbIV BK/1aZ B MOATOTOBKY paboTbl, poUau
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CAYYAU PA3BUTUSI CMUHAPOMA TAKOLIYBO ITOCAE
[IAAHOBOU SAEKTPOUMIIYAbCHOU TEPAIIUU

D.S. Evdokimoyv, E.G. Bykova, S.A. Boldueva, E.D. Resnyanskaya

North-Western State Medical University named after I.I. Mechnikov, Department of Faculty Therapy,
St. Petersburg, Russia

A Case of The Development of Takotsubo
Syndrome After Electropulse Therapy

Pesiome

B cTaTbe NnpnBOAUTCA ONMCaHME KAMHNUYECKOro Hablo4eHna CMHAPOMa TakoLly60 C pasBuUTVEM KapAMOreHHOr O LWOKa Y nauveHTa 77 1eT C NepcucTm-
pytoLieit GopMoit GUbpUANALUN NpesCepANii NOC/e NPOBeAEHNS NAHOBOW 31eKTPOUMIY/IbCHOM Tepanuu A/ BOCCTAaHOB/IEHUSI CUHYCOBOrO pUTMa.
/lnarHo3 cMHApOM TakoLy60 6bln1 NOATBEPXKAEH HAa OCHOBaHMM N1a60PaTOPHO-MHCTPYMEHTA/IbHbIX JaHHbIX: U3MEHEHUI Ha 3/1IeKTPOKapAnorpamMme
(aneBaums cermerta ST B 0TBegeHMA V3-4 Ha 2-3 MM), MOBbILIEHWS YPOBHA TPOMOHMHA (456,8 Hr//1), BbISIBAIEHHbIX HAapYLLEHWIA COKPaTUMOCTU /IEBOrO
Ke/y/,04Ka MO AaHHBIM 3XOKapAVOrpadum (aKmnHes BCeX BEPXYLLEUHbIX CErMEHTOB, NePeAHUX, NepeAHe- 1 HUKHee-NePeropooUHbIX CErMeHTOB Ha
CPeAVHHOM YPOBHE, MMMOKMHE3 OCTa/IbHbIX CErMEHTOB Ha CPeAVHHOM YPOBHE) C MOCAeAYHOLMM MO/IHbIM BOCCTAHOB/IEHWEM COKPATUMOCTY /1€BOTO
Ke/Ny/0uKa B UHAMUKe, Pe3yIbTaTOB KOPOHApPOaHrMorpadum (3HauMMbIx CTEHO30B/TPOMEO30B HE BbISIB/IEHO) W fJaHHBIX MarHUTHO-PE30HAHCHOM
ToMorpaduu cepaua ¢ raonMH1eM (OTCYTCTBYIOT MPU3HAKM MUOKapAWTA, Py6LIOBbIX U3MEHEHMIN B MUOKAPAE).

MpeacTaBAeHHbIN KAVHNYECKWIA CyYaii ellje pa3 Noj4epKUBaET BaXHOCTb OCBEA0M/IEHHOCTU CMeLManiCcToB O BO3MOXHOM PUCKe Pa3BUTUA CUHAPOMa
TaKoLy60 noc/ie 31eKTPOMMMYNIbCHOM Tepanuu, TaK Kak 3TO NMO3BO/IMT CBOEBPEMEHHO YCTaHOBUTb AMarHo3 U MHULMMPOBaTL COOTBETCTBYIOLLEe Nleye-
Hue. MNaymeHTaM ¢ TakuMK GaKTOpPaMM pUCKa pasBUTUA CUHAPOMa TaKoLy60, Kak C Hasimume B aHaMHe3e NCUXMYECKMX AN HeBPOornYecknx 3abone-
BaHW, 6pPOHXMaNbHOM aCTMbl, XPOHNYECKON 06CTPYKTUBHOM 60/1e3HM Nerknx, AndysHoro y3noBoro 306a, rmno-/runepTrpeosa, Noc/ie NposeseHNs
KapAuoBepcum, no-smanMomy, Tpebyetca 6onee TujaTesIbHOe U AAUTeNbHOe HabtogeHWe. Mog06Han TaKTVKa, BEPOATHO, MO3BO/IUT CBOEBPEMEHHO
/IMarHOCTUPOBaTb 3TO OC/IOXKHEHWE N5 NPeoTBPaLLeHNA Cepbe3HbIX NOCNeACTBUN, OfHaKO TpebyeTca Aa/ibHellllee 13y4YeHne 3TOro Borpoca.

Knro4deBbie cnoBa: cuHdpom makoyy6o, 31eKmpoumMnyabCcHas mepanus, gubpunaayus npedcepdut
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Abstract

The article describes a clinical observation of takotsubo syndrome with the development of cardiogenic shock in a 77-year-old patient with
persistent atrial fibrillation after planned electrical impulse therapy to restore sinus rhythm. The diagnosis of ST was confirmed based on laboratory
and instrumental data: changes in the electrocardiogram (ST segment elevation in leads V3-4 by 2-3 mm), increased troponin levels (456.8 ng/l),
identified left ventricular contractility disorders according to echocardiography (akinesis of all apical segments, anterior, anterior and inferior septal
segments at the median level, hypokinesis of the remaining segments at the median level) followed by complete restoration of left ventricular
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contractility over time, coronary angiography results (no significant stenosis/thrombosis detected) and magnetic resonance imaging data of the heart
with gadolinium (no signs of myocarditis, cicatricial changes in the myocardium).

The presented clinical case once again emphasizes the importance of awareness of specialists about the possible risk of developing takotsubo
syndrome after electrical impulse therapy, as this will allow timely diagnosis and initiation of appropriate treatment. Patients with such risk factors for
the development of takotsubo syndrome as a history of mental or neurological diseases, bronchial asthma, chronic obstructive pulmonary disease,
diffuse nodular goiter, hypo-/hyperthyroidism, after cardioversion, apparently require more careful and long-term monitoring. Such tactics will
probably allow timely diagnosis of this complication to prevent serious consequences, but further study of this issue is required.

Key words: takotsubo syndrome, electropulse therapy, atrial fibrillation
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AJl — aprepuanproe gasnenne, KAT — xoponaporpadust, JDK — nesbiit xenynodex, MPT — marunTHO-pesonaHcHoit Tomorpadunu, OKC — octpsii
xopoHapHbIit cuaapoM, OCH — octpast ceppedHas HeocTaTro9HOCTh, CT — cunpgpom rakory6o, CH — ceppevnas Hegocrarogynocts, CMIOKI — cyrou-
HOe MOHUTOPUPOBaHIe 3/eKTpoKapanorpammel, TTI — Tpeneranne npencepmmit, ®B — dpakums Boidpoca, PII — pubpummsiums npepcepanit, OTIC —
¢ubporacrponyonenockormsi, VT — anekrpoummynbcHas Tepanust, OKI' — anexrpokappnorpamma, 9XOKI — sxokapanorpadus, YCK — vacrora
COKPaIIeHN JKeMyJOYKOB

BBeAeHI/IC PacIpoCTpaHEHHOCTb MAHHOTO CUH/POMA, CBA3AHHOTO
Oubpunsiums npenceppuit (OII) sasasercs Hambomee c nposegnenneM IUT, cocrasnser 2,7 cnydas Ha 10 000 BbI-
PaCIIPOCTpaHEHHOJ Pa3sHOBUJHOCTBIO HADKETY[OYKOBOM  ITOJIHEHHBIX 9/IeKTpudeckyx Kappuosepcuii mpu OIT [1].
TaXMapUIMIUM BO BceM mupe [1]. D10 HapyiieHue purma Knunanveckne npusHaku TpansutopHoi guchyuxuym JDK
KOppenupyeT C 5-KpaTHbIM yBeIMYEHMEM PUCKA Pa3BUTUA MIPOSABIIAIOTCA B TedeHue 24 — 48 vacoB nocne DT n xa-

MHCY/IbTa U 2-KPaTHBIM YBEIWYEHNEM pUCKa cMepTu [2],  pakTepusyloTcs MaHudecranueii nprusHakos octpoit CH,
HO9TOMY TaKTMKa KOHTPOJIA PUTMAa PacCMaTpMBAeTCsl KaK  BIUIOTB IO PasBUTHA KapAMOT€HHOTO 1IoKa [1].
npepnouTuTenbHas crparerus [3]. Ilpyn mapoxcusme OII IIpepnnaraeM O3HAKOMUTBbCA C OINMCAHMEM KIMHUYE-

Han6oree 9 (eKTUBHBIM METOIOM, ITO3BO/IAIONIMM ObICTpO  ckoro crydast CT mocre mpoBefeHns IIAHOBOIL 9/IEKTPH-
BOCCTAHOBUTb CHHYCOBBIII PUTM, SIB/IAETCA 97EKTPUYECKas  YeCKOil KapAMOBEpCHMM IpH MapoKcu3ManbHoit popme OIT
KappyoBepcus (anekrponmiynbcHasa Tepamsa (OUT)) [3]. C MOCTIEYIOMMM PasBUTHEM OCTAaHOBKY KPOBOOOpalleHNA
CoracHO KIMHUYECKMM PpEeKOMEHJAILVISIM, IPOBefeHNe U KapAMOTeHHOTrO LIO0Ka.

YKa3aHHON IIPOLIEAyPBl CINTAETCS GE30MIaCHBIM HaXKe P

6epemennoctu [3]. Ocnoxnenus nocne IUT B 23 % cpasa- Onncanne KAMHUYECKOro CAy4Yasn
HBI C PasBUTVEM BO3MOXKHOTO pasfpakeHus, 60mu m/mmm My>xumHa 77 1eT MOCTYINI B KITMHNUKY B IVIAHOBOM I10-
0’KOTOB B MeCTe KOHTaKTa KOXM C 97eKTporamu [1], omHako  psijike [yist HOOOC/IEOBAHISI U OMIPEeTEH S TAKTUKI [aTb-
B IIOC/IEIHIIE TOMIBI OMVCAHBI CTyYal, Korja nposefenne ST Heliirero BefeHNsI.

OCTIOXKHSIZIOCh pasBuTHeM cuHApoMa Takony6o (CT) [1]. V3BeCcTHO O J/IUTENTbHOM aHaMHe3e TUIIePTOHMYECKON

CunpipoM Takony6o mpeacTaBisier coboil  OCTPYIO 007Ie3H1, C MaKCMMa/TbHBIMU 3HAYEHMSIMU apPTEpPUaTbHOIO
obparumyio ceppeunyio Hegocratrourocts (CH) c¢ tpan-  masinenums (AIl) mo 180/90 mM pT.CT., Ha QoOHE MPOBORMMOI
3UTOpHON mucyHKLuMeir neBoro >xemypouka (JIK), uro teparmmu AJl Ha yposHe 120/70 MM pr.cT. VHapkT Muoxap-
3a4aCTyI0 KIMHWYECKM OTOXKJECTBJIAETCA C OCTPHIM KO- Ia, LepebpPOBACKY/IIpHbIe 3a00/IeBaHNs, CaXapHbIl Amader

ponapubeiM cuHpgpomoM (OKC) [4, 5]. Bmepsbie TepmuH B aHaMHe3e OTPULIAET, AHTMHO3HbIe OO/IN 1 OJBIIIKY paHee He
takotsubo (B mepeBope ¢ AIOHCKOrO «JIOBYIIKA JIA JIOB/IU OTMeYaJl, IEPEHOCHMOCTD (PU3IYECKUX HATPY30K Y OBIETBO-
ocbMMHOra») 661 BBefieH Sato H, et al. B 1990 roxy, BBUAY PpUTebHAS, OfHAKO B [IOCTIEHIIE {BA MECSAIIa OOPATI/I BHIMA-
cxoxxecTnt popmbl poibarkoit noymky 1 JDK mo gaHHBIM HJfe Ha CHIDKEHIIe TOIEPAaHTHOCTH K PM3MYECKMM HATPy3KaM.
axokappuorpaduu mpu atoM cmHpipoMe [4]. Yame Bcero B 2011 ropy BIepBble 3aperMCTPUPOBAH IMAPOKCU3M
tpurrepom CT ABIAETCA ICUXO03MOLMOHAIBHBII CTPecc, HO tpeneranus mpexcepauit (T1I), B cBsA3u ¢ yem ObIa BBIION-
B pAJie CTy4aeB ITyCKOBBIM MEXaHM3MOM MOXKET ITOCTYXXUTb HeHa pPafilovacTOTHAas KaTeTepHas abmanys KaBOTPUKY-
BIIepBble BO3HMKIIEE WM 0OOCTPEHIE MMEIOIIErOCs XPo- crmpanbHoro ucTMyca (2012 r.). B 2018 r. — penuaus TII,
HIYEeCKOro 3a00jIeBaHNs, TIPIMeM JIEKapCTBEHHBIX CPEeNCTB BOCCTAaHOBJIEH)E CHMHYCOBOTO puTMa Iposopaunoch INUT,
VI K€ MEMUIIMHCKOE BMEIIATENbCTBO [5, 6], B TOM 4mcie B KaueCTBe IIPOTUBOPELVBUPYIOLIEN Tepanuy ObIT peKo-
n OUT. CormacHo BaHHBIM, IIOTy4€HHbBIM B IIOCTIE[IHYIE TO/IbI, MEHJIOBaH IIpueM coTtanona 160 mr yrpom u 80 Mr Bedepom,
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TaKoKe IPOBOIIIIACH Tepamus faburarpanoM 150 mr 2 pasa
B CYTKM, /I03apTaHOM 25 MI, CIIMPOHONAKTOHOM 25 M.
B panbuerimem, mpu passutum napokcusma PII cmycra
5 ner (15.11.2022 1.), BOCCTAaHOBJICHME CUHYCOBOTO PUTMa
6bIIO JOCTUTHYTO BBeJleHIIEM aMUO/IapOHa.

Yepes Heleio IOC/IE 3TOrO COOBITHA IAIVEHT IJIaHO-
BO ObUI TOCIINTANMN3UPOBAH B KIMHUKY I 00C/Ie[OBAHI
1 KoppeKuyy Tepanuu. ITo JaHHBIM CYTOYHOTO MOHUTOPHU-
posanust OKI' (CMOKT) 6bl1 3aperncTpupoBaH CHHYCO-
BbIl PUTM CO CPE€JJHEll YaCTOTOI COKPAIIEHN JKeNMy04KOB
(HCXK) 54/mmH, 130 OfVHOYHBIX >KETyHOYKOBBIX 9KCTpa-
CHCTOJI B 4ac, 3HAYMMBIX I1ay3 He BbIABJIEHO, CPEH:AA MPO-
pomkurenbHocTh QT mo dopmyne Bazett — 456 mc. [lpn
BBINOJIHEHUM cTpecc-axokapauorpaduu (OXOKI) — recr
orputarensHblil. I1o pesynbraraM 1a60paTOPHBIX JaHHBIX
YCTaHOBJIEHA >Kee30eUIVITHAsT aHEMIIS JIETKOI CTelleHN
TSDKeCT!. B paMKax AMAarHOCTHMYECKOTO IMOMCKA IIPMYMHBI
anemuu mpu ¢ubporacrponyonenockomuu (OITC) BbLas-
JIeHa OCTpast A3Ba JKeNyAKa, KaHAN03 nuiesoza. C ydeTom
HOTyYeHHBIX JAHHBIX Ha3HaueHa Tepamms paberrpasonom,
pebamunuom u GprykoHazonoM. Tak Kak pu OfHOBpeMeH-
HOM IpuMeHeHMM (IYKOHA30/Ia ¥ COTAaTONA HAaOIIogaeTcs
yBenmueHne utenpHocTy nHtepsana QT, 6put0 mpuHA-
TO pellleHVe O 3aMeHe COTa/IoNa Ha METOIPOJION CYKLIMHAT
100 mr. Tax >xe Ha 2 Mecsinia 6bUTa peAyLpOBaHa f03a fabu-
rarpaHa 1o 110 mr 2 pasa B CyTKM C y4€TOM BbICOKOTO PUCKa
KpPOBOTeYeHMsI U3 A3BEHHOTO JledeKTa.

Cuycrs rogp (B sexkabpe 2023 r.), B IepHOJ TOCIIUTAIN-
3alMy IO IOBOJY OCTPOrO TaCTPOSHTEPUTA, HALMEHT OT-
MeTIWI HOSBJICHNE ONBILIKM IIPY yMEpeHHOI (puamdeckon
Harpyske 1 Y4YalleHHOTO apUTMUYHOTO CepAeOueHmsL.
ITo panubIM 3nekTpokapauorpammsel (IKI') saperucrpupo-
Bana ®II ¢ YCXK 120-140 yn/mun. B cBA3K C TeM, YTO BO
BpeMsI 9TOlt rocumTanusanuy 6puia BorisreHa COVID-19
nHbexnysi (MeTOIOM IONMMEPA3HON LIEIMHON peakinn),
HaIeHT ObUI BBIINCAH Ha aMbyaTopHoe edenne. OgHaKo
TaK KakK B Iocrefyouem coxpansanach OII, manmeHT o6pa-
TUICS B IPYTO€ MEAUIMHCKOE YIPeXIeHNe I Operiene-
HUs TAaKTUKY BOCCTAHOBJ/IEHN CUHYCOBOTO PUTMA.

Ha momenTt mmanoBon rocrmranmsamym 11.01.2024 r.
COXPAHSI/IVCH )KA/I00BI HA TAXMAPUTMMUIO 11 OFBIIKY. O6beK-
TUBHO: CO3HaHME ICHOE, COCTOSHE OTHOCUTE/IbHO YJOB/IET-
BOPUTE/IbHOE, KOXKHbIE IIOKPOBBI 11 BUJIYIMBIE CIIVIBUCTBIE Oe3
ocobeHHOCTE, TIeprdepnyecKrx OTEKOB, [j1aHo3a HeT. Al
115/70 mm pr.cT., YCK 116 yn/mMuH, mynbc apUTMUYHBII,
TOHBI CepAIla MIPUITYLIEHbI, TATOTOTMYECKIX ITyMOB He BbI-
CIIyluMBanoch. YacTora [bIXaTe/IbHbIX OBVOKEHMI 15 B M-
HYTY, AbIXaHUe >KeCTKOE, IIPOBOAVIOCH BO BCE OT/IE/IbI, XPU-
IIbI He BBICTYIINBaINCh. JKUBOT MsArkmit, 6e360/1€3HEHHBIIL.

Ha cnepyrommii meHb mocne roCIHMTaNM3aliy BBIION-
HeHa ypecrimieBogHad DXOKI, no pesynbratam KOTOpOii
TpOoMOOB He 0OHAPY>KEHO, BU3YaIN3MPOBA/IOCH CIOHTAHHOE
KOHTpacTupoBaHnue 2 crenienn. C y4eToM KIMHUKO-aHaMHe-
CTUYECKUX JAHHBIX OBUIO IPUHSTO PeleHre O BOCCTAaHOBIIe-
HIUU CMHYCOBOTO puTMa ¢ mpuMeHeHeM ST, B cBA3u ¢ ueM
HIALVeHT ObUI IIepeBefieH B OT/ie/IeHNe KapopeaHIMall /L.

ITocne amexTpuyecKoi KapAMOBEPCUM BBIIIOTHEHHON
paspagom 300 Ik, nHa OKI' — put™m cunycosbiit ¢ YCK
72 /MUH, HO CIYCTS 2 MMHYTBI pa3BuUTHE OpafuKapmun
¢ YCIK 25-30/MMH ¢ IepexofioM B aCCTONMNIO, HA4aT HeIpsi-

MOJ1 MaccaXk CEpAiLia, BBefleH 1 Mr aTponmHa, 1 Mr ajpeHann-
Ha. Ha ¢oHe mpoBOaMMBIX MepOIIPUATIIL BOCCTAaHOB/IEHIE
CEepAeYHOIl JeATEeNbHOCTY, IIPU COXPAHEHUU TUIIOTEH3UU
(Al Ha ypoBHe 70/40 MM PT.CT.), B CBA3M C YeM MHMLIUN-
pOBaHa Ba3OIPecCOpHas MOfJiep>KKa HOPaApeHaIMHOM JI0
0,3 Mxr/KT/MVH 1 afiperanuHoM A0 0,03 MKI/Kr/MUH.

ITpn onenke IKI B guHaMuke Ha GOHE CHHYCOBOTO PUT-
Ma ¢ YCXK 82/muH 3apeructprpoBana sneBarys cermenra ST
B oTBefenns V,  Ha 2-3 mum (puc. 1). ITo pesynbratam sKCTpeH-
Ho BbinonHeHHO)T DXOKI' onpenernsnoch peskoe CHIDKeHUe
¢dpaxumu Boibpoca (OB) JDK. Onenka y0KanbHbIX Hapylle-
Huit KuHe ViKY cTeHOK JDK Ha (hoHe BbIpakeHHOTO CHIDKEHUS
[I06JIBHO COKPATIMOCTH TIPECTaB/LIIACh He KOPPEKTHOM
(Tabm. 1). BbUIO IPUHATO pellleHIe O IPOBENEHNI KOPOHA-
porpa¢un (KAT), 0 maHHBIM KOTODPOIf 3HAYMMBIX CTEHO-
30B/TpoM6030B He BbisieHo. [Tocie KAT mo manubiM KT
cunycoBblit putM ¢ YCK 82/muH, 6e3 3HaUMMOI JeBUALIUN
ST. IIpu oneHKe YpOBHS TPOIIOHMHA 3aPEINCTPUPOBAHO MO-
BblIIeHNe (TablL. 2), 4TO, BeposTHee BCEro, ObIIO 00YCIOB/IEHO
noBpexpeHneM Myokapza (ST, HempaMoil Maccax cepala,
KAT) u reMopyHaMM4eCKMMM HAPYIIEHUSIMIL.

B wmmHMYecKOM aHa/mM3e KpPOBU OIPpeNe/LICa HENTpo-
¢dwnpHbT nefikoumTo3 (15,77x10°/71), TOBbILIEHIE YPOBHS
TpoMbo1MTOB 10 476x10°/71. B 6roxummdeckom aHanmse Kpo-
BU TUIIEpI/IMKeMYst — J10 7,3 MMosib/i (HopMma 4,1-5,9), kpea-
TUHUH — 111 MKMO7IB/TI, C-peakTUBHBI 6erok — 16,98 Mr/i
(Hopma 0-5), kammit — 5,88 mmonb/n (Hopma 3,5-5,1), cHu-
JKeHMe anpbymmHa — 10 26,6 1/ (Hopma 35-52) u ofiie-
ro 6enka — o 45,5 (HopMma 66-83). TupeoTpoIHbIl TOPMOH
1,76 M ME/mn (Hopma 0,35-4,94). TTokasaTenm mumnmjorpaMmmb:
0611mit XomectepuH — 3,71 MMOJIB/JI, TUITOIPOTENIBI HUBKOI
IVIOTHOCTY — 2,21 MMOJIB/T, TpUrmuepubl — 1,16 MMOb/1.
O6upmit aHamM3 Mo4M, Koaryzorpamma 6eumt 6e3 0co6eHHO-
creit. Ha ¢one mpoBopmmoro neveHns K 14 cytkam rocmmra-
NM3aLMy HOPMa/IN3alys BeexX IoKasaresiell KpOBIA.

ITpn nosTopHOM BbimonHenny IXOKI Ha cremyrommit
menb (13.01.2024 r.) ormeuancs npupoct @B JDK, Ho 3a-
PEeIUCTPUPOBAH aKJMHE3 BCEX BEPXYIIEYHBIX CEIMEHTOB,
a TaKXkKe IepefHMX, INepefHe- ¥ HIDKHEIePeropomgouHbIX
CErMEHTOB Ha CPEMHHOM YPOBHE, IMIIOKMHE3 OCTaIbHBIX
CEerMeHTOB Ha CpPeAHHOM ypoBHe (Tabn.1, puc. 2). st uc-
K/IIOYeHNsT TPOMOOIMOOINI TerOYHOI apTepuyl BBIIIO/MHE-
Ha KOMIIbIOTEpHass TOMOrpays C KOHTPacTHpPOBaHMEM:
[AHHBIX 32 HOBOOOpPA3OBaHME, OCTPbIN BOCIATUTEIbHBII
U IMCCEMVHVPOBAHHbIE IIPOLIECCH B JIETKMX He IOTYy4YeHO,
HO BM3ya/IM3MPOBaH IBYCTOPOHHMI TUIPOTOPAKC.

15 anBapa BO BpeMsA IIPOBENEHUA MarHUTHO-PE30-
HaHcHoit Tomorpaduu (MPT) ronoBHoro mosra (IpusHaku
eIVHMYHBIX OYaroBbIX V3MEHEHNUII B BelleCTBE I'OJIOBHOIO
MO3ra — COCYUICTOTO XapaKTepa, 3KCCYJaTMBHBIN CUHY-
CUT C7IeBa) IIPU BBIHY>KIAEHHOM OTK/IIOYEHUM VHOTPOIIHOM
M Ba3OIPECCOPHON IIOAJEP)KKM, MMEIO MeCTO pasBUTHE
runoreHsuu fo 60/40 MM pr.ct. u peunausa OII ¢ HOK
140-160 /mmH. Taxoke OIpeeAIOCh CHIDKEHNE TeMIla -
ypesa, 4TO IOCIY)XWIO HMOBOJIOM IS IIPUHSATUS pelleHNns
0 3aMeHe afpeHa/jVHa Ha JoOyTaMyH (Tepamys IPOfOJDKe-
Ha B ClefyomeM obbeme: gobyrammu — 14 MKr/Kr/muH,
HopazipeHa/H — 0,9 MKI/KI/MUH), IPOBOAMIACH MHQY3U
anpbymiHa, renogysuHa. I[To ganapiM CMOKI coxpansiach
O®II-TTI ¢ HeperynApHBIM U PETyAAPHbIM IpoBefeHneM 2:1,
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Tabnuya 1. [Janvie sxokapouozpaduu npu OuHamMu4eckom HabaooeHuu

29.12.23 1. 12.01.24 1. 13.01.24r. 17.01.24r. 19.01.24 r. 22.01.24 1.
(puc. 2) (puc. 3) (puc. 4)
®partz Bribpoca 60% 25% 31% 40% 50% 70%
JIEBOTO XKeyouKa, %
JlokanbHas JloxanbHBIX OueHka 1okanb-  AKNHe3 Bcex Bepxyured- JTuddysnas Jlerxas JlokanpHBIX
COKPaTMMOCTb HapyIIeHNH HOVI KUHETUKI HBIX CETMEHTOB, Tlepefl-  TUIOKMHe3us TUTIOKMHE3N A HapyIIeHN
JIEBOTO XKelyJouKa COKpaTMMOCTM  Ha (OHe BbIpa- HUX, IepeiHe- M HIK- MUOKappa, nepezHe- COKPaTMMOCTH
He BBIABIEHO JKEHHOTO CHMKe-  Hee-TIePerOpofiOYHBIX TIOKATbHBIX TIeperoposiOYHOl  He BBIABIEHO
HMsA I7I06a/IbHOM  CETMEHTOB Ha CPefiiH- HapyIIeHnIt " nepepHeit
COKPaTMMOCTH HOM YPOBHE, TUTIOKMHE3 ~ COKPaTMMOCTM  CTEHOK 7IeBOTO

He KOpPEKTHa OCTa/IbHBIX CETMEHTOB  He BBIAB/ICHO JKeTyRouKa
Ha CPeJITHHOM yPOBHE
Table 1. Echocardiography data during dynamic observation
13.01.24 . 17.01.24 . 19.01.24 1.
29.12.23r. 12.01.24r. (Fig. 2) (Fig. 3) (Fig. 4) 22.01.24 .
Left ventricular 60% 25% 31% 40% 50% 70%
ejection fraction, %
Local contractility of ~ No local The assessment  Akinesis of all apical Diffuse Mild hypokinesia No local
the left ventricle contractility of local kinetics ~ segments, anterior, myocardial of the anterior contractility
disorders were against the anterior and inferior hypokinesia, no  septal and disorders were
detected background septal segments at local contractility anterior walls of  detected
of a marked the median level, disorders the left ventricle
decrease in global hypokinesis of the detected
contractility is remaining segments at
not correct the median level
Tabnuya 2. [lannvle ypo6HA MPONOHUHA 6 OUHAMUKE
Table 2. Dynamic troponin level data
| 12.01.24 . | 13.01.24 . 14.01.24 . 15.01.24 . 20.01.24 .
Tpomomu, ur/n/ 24,6 370 456,8 414,4 97,1
Troponin, ng/1
3010041429 1301 X0481216 ) 13.01.2024 1230 12012024 2147 1aor 2024 mas  15.01.2024 641 UL 14V
. N R . -

Pucynox 1. Jlannvie KT 6 dunamuxe

Figure 1. ECG data in dynamics
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Pucynox 2. dxokapouoepagus om 13.01: akune3us

6CeX BEPXYULEUHBIX Ce2MeHN08, nepeoHUX, nepeoHe-

U HUdKCHee-NepeeopoO00UHbLX Ce2MeHI06 HA CPeOUHHOM
YPpOBHe, 2UNOKUHE3 OCHATIbHBIX Ce2MEHMO06 Ha
CpeouHHOM yposHe

Figure 2. Echocardiography from 13.01: akinesia of all
apical segments, anterior, anterior and inferior septal
segments at the median level, hypokinesis of the remaining
segments at the median level

Pucynox 3. xoxapouoepapus om 17.01: ouppysnas
2UNOKUHE3UA MUOKAPOA, TOKATbHBIX HAPYUIeHUT]
COKPAMUMOCIU He BbLABIIEHO

Figure 3. Echocardiography from 17.01: diffuse myocardial
hypokinesia, no local contractility disorders detected

Pucynox 4. dxoxapouozpagus om 19.01: neekas
2UNOKUHe3Us nepedHe-nepe2opo0ouHoil u nepeoHeri
CIMEHOK 7188020 HeNY00UKA

Figure 4. Echocardiography from 19.01: mild hypokinesia
of the anterior septal and anterior walls of the left
ventricle

OIpefe/sIIach TPAHSUTOPHAS TAXM3ABUCYMAsI ITO/THAsE G7I0Ka-
7a TpaBoil HOXKM ITydka Iica co cpegneit YCK — 151/muH,
QT — 378-511 mcek, 3HaUMMBIX I1ay3 He 3aperiCTPUPOBAHO.

JlaHHBIe aHaMHe3a O IepeHeCeHHOl! BUPYCHON MHpeK-
1y B gekabpe 2023 I. U BBICOKUIT TUTP aHTUTENI K KOPO-
HaBupycy (IgG — 25291 en/mi1) He MO3BOJLAIN UICK/TIOYUTD
TEKYIMIT MMOKAPAUT CO BTOPMYHBIM IOPayKEHMEM IIPOBO-
IAIeN CUCTeMBbl ceppna. B ¢Basy, ¢ yem BoimonHeHo MPT
cepAilla C TaJIONIMHNUEM, IO PE3y/IbTaTaM KOTOPOTO JaHHBIX
3a MMOKap/UT, PyOL[0Bble U3MEHEHNs He IOy IeHO.

IIpu onenxe pesynsratoB IXOKI' B uHaMMKe 3aperu-
crpupoBal npupoct OB ¢ HopMmanm3anmeit mokasaresei
1 BOCCTAHOBJIEHNE KMHETUKI BCeX CTeHOK Mmokappa JIK
(Tabm.1, puc. 3, puc. 4).

K 22 sHBaps Ha $OHe BOCCTaHOB/IEHNUS COKPATUMOCTHI
JDK n ypexxenusa YCXK mo 90-100 yn/MuH oTMedanach cra-
Oumnsarysi TeMOAMHAMIKY, YTO IIO3BOIWIO IIPEKPATUTDH
BBeJIeHI€ MIHOTPOITHOJ 1 Ba3oIpeccopHol nopaep>xku. [Ta-
LIVIEHT ObIJI IIepeBeieH B OT/ie/IeHNe KapAVOTIOI MY JIA Ha/lb-
HeIIIIero HaO/MIOfieH IS 11 OTIPEefie/IeH s TAKTUKE BEICHNL.

[Ipn aHanuse KIMHUYECKUX ¥ JTaOOPATOPHO-UHCTPY-
MEHTa/IbHBIX [JAHHBIX, TIOTy9€HHBIX B AMHAMMKe, CK/Iabl-
Bajsioch mpepctasiaeHne o BropuyHoM CT, pasBusiemca
B oTBeT Ha nposefeHne IT.

3a Bpemst mpebbIBaHMS Ha OTAEIEHMN ObUI pacUIMpeH
IBUIATeNbHBIN pexxuM, Apnenus CH He nporpeccuposanmy,
o jaHHbIM CMOKT coxpananace ®II co cpepnent YCK
80-90 yn/muu. B pmanpheiturem ajst koutporst YCXK 6bit
HasHa4yeH METOIPOJIoNa CyKIMHATa B o3e 150 MI B CyTKH,
TaKoKe IIPOBOAMIACH Tepalyid alKcabaHOM 5 MT [iBa pasa
B CYTKH, JIO3APTaHOM 25 MI, CIIIPOHOJAKTOHOM 25 MI, TO-
paceMugoMm 5 MrI, aTopBacTaTuHOM 20 MI ¥ OMENpPa30IoM
20 mr. [TanyeHT 6bUI BBIIVICAH C peKOMEHIAIVAMY IIOBTOP-
HOJI TOCIINTAMM3alny Yepe3 3 Mecsna A/t 06CyKIeHns He-
00XOVIMOCTY IPOBENEHNA KapAMOBEPCUIL.

JIuarHo3 npm Boimucke: [umeproHmdeckass 60me3Hb
III ct., KOHTpONMpYyeMas apTepuanbHas IUIEePTEeH3N, PUCK
CEepIeYHO-COCYAUCTBIX OC/IOKHEHMiI 4 (O4eHb BBICOKMIL).
[Mepcuctupyroras Gopma GUOPMIIALUN TIPefCepAuil, Ha-
poKcusM ot mekabpst 2023 1. BoccTaHOBIEHVE CHYCOBOTO
prurma SUT or 13.01.24 r. Cungpom taxory6o or 13.01.24 1.
Kapanorennsiit mok ot 13.01.24 r. OctaHOBKa KpoBoOo6Opa-
mieHns ot 13.01.24 r. BriepBble BbIsABIEHHAA TaXM3aBUCHMas
nojHast 6710Kajia IpaBoil HOXKM Iydka luca. Ilapoxcnsm
®II ot 15.01.24 1., me xkymmpoBan. EHRA 2b. CHA2DS2-
VASc 4 6amma. HAS-BLED 2 6amma.

O6cyxpenue

IIpencTaBnenHbIil KIMHWYECKUI Cy4dall IeMOHCTPUPY-
eT, yto VT MOXeT cTaTh TPUITEPOM [i/I1 BOSHUKHOBEHNA
CT c pasBuTHEM TKENBIX TEMOVHAMITIECKIX OCTIOKHEHMIA.

[TaToduanonorust pa3BUTHs ITOTO COCTOSHUS BCTIEf-
crre OVIT He usydeHa, OJHAKO MpeIIONATAETCA, YTO IO-
BpeXJIeHNe MMOKap/ia /IEKTPUYECTBOM MOXKET 3aIyCTUTh
KJIACCUMYECKMIT KacKaj, peakuuil ¢ IMIepKaTeXxoJIaMIHe-
MUel, TUIIepCUMIIATUKOTOHMEN, MUTOXOH/IPUAIbHOM JIMC-
¢dyHKIVeN M, KaK CIefCTBUe, MHULMUPOBATh pas3BUTIE
TpaH3uTopHoi gucdynxunu JDK [7].

TsokecTb cocTOAHMA MalMeHTa octe posesieHHoN VT,
BEPOSITHO, ObUIa 00YC/IOB/IEHA [INTeIbHBIM aHaMHe30M DI
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9Ta TOYKA 3peHM COIIACYeTCs C TaHHBIMU TUTePaTYPBl, IO-
CBSILICHHBIMY M3Y4EHUIO 9TOIl MPOOIEMaTUKM, Tie OTMede-
HO, 4TO pasButiie CT y manueHToB ¢ JaHHBIM HapylIeHNeM
puTMa B aHamHese CIyXut npegukropom OCH, moromy
yro OII HanpAMYyIo CBA3aHA C yXy/lIeHeM IeMOIMHAMUKI.
ITo pesynbraTam npencrasneHHbiM L. El-Battrawy et al., Taxoke
MPOJIEMOHCTPUPOBaHO, uTo y narueHToB ¢ CT u PII B cpas-
Herny ¢ nanuentamy 6e3 I yariie BO3HMKAIO TAKOE OCTIOXK-
HEHIe, KaK Kap/IMOTeHHBIII HIOK (4TO TPe6OBaIO IIPOBEEHIsI
HEOT/IO>KHBIX JIe4eOHBIX MEPOIPHATII, BK/II0Yast YCTAHOBKY
BHYTPMAOPTAJIbHOTO 0a/UIOHHOrO Hacoca), M dYallle peru-
CTPUPOBA/IACh BHYTPUOOIBHIYHASL CMEPTHOCTS [2].

3aknarouyeHue

IIpencraBieHHbI KIMHMYECKNIA C/Tydall elle pas Mofgdep-
KVBaeT BOKHOCTb OCBETOM/IEHHOCTH CIIELIMAIICTOB O BO3-
MoxxHOM pucke passutus CT moce SUT. Taxort moxxop mo-
3BOJIUT CBOEBPEMEHHO YCTAHOBUTD /IIATHO3 V1 IHUIIMMPOBATh
COOTBETCTBYIoLIee iedeHye. [TaryeHTaM ¢ TakyMu pakTopamu
pricka passutys CT, Kak ¢ Hamrume B aHAMHe3e TICUXITIeCKIX
WIM HEBPOJIOTMYECKNX 3ab07eBaHMil, OPOHXMATbHOI acTMB,
XPOHIYECKO OOCTPYKTMBHOI 0ONe3HN JIeTKuX, midy3Ho-
rO Y37I0BOrO 3003, IMIIO-/TIEPTIpPe03a, IOC/e MPOBEeHIs
KapAMoBepCHy, MO-BUAMMOMY, TpebyeTcs Ooree TIaTeNbHOE
u ymTenbHOe Habmoziene [8, 9, 10]. [TogobHas TakTMKa, Bepo-
ATHO, TIO3BO/INT CBOEBPEMEHHO IMATHOCTVPOBATh 3TO OCTIOXK-
HeHUe [y NPeJOTBPallieHIA CePbe3HbIX ITOCTIECTBII, OfHAKO
TpebyeTcst AajIbHellIIee N3ydeHIe 9TOTO BOIIPOCa.

Bknap aBTOpOB:

Bce aBTOpbI BHEC/IM CYLLECTBEHHbIN BK/AaZ B MOAFOTOBKY paboThl, MPOUan
1 0406puan GUHaNBHYIO BEPCUIO CTaTbk Nepes nybavkaumen
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®rbOY BO «CapaTOBCKMI roCyAapCTBEHHbIN MEeAULMHCKNI YHUBEpCUTET
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IMAIMEHTKA C AOGPOKAYECTBEHHBIM
AEVMMIOMMOMATO30M AEIKUX:

ECTb A1 CAOSKHOCTU AMATHOCTUKU
1 BEAEHUSI?

O.A. Kirnosova, N.A. Karoli

Saratov State Medical University named after V.I. Razumovsky,
Ministry of Health of the Russian Federation, Saratov, Russia

A Patient with Benign Lung Leiomyomatosis:
Are There Any Difficulties in Diagnosis and
Management?

Pestome

MpVBOANTCA KAMHUYECKOE HabAoAeHWE NaLVeHTKN 48 neT, 06paTUBLLENCA B OTAe/IEHME MY/IbMOHOMOMMW B CBA3W CO C/Ty4aHO BbIABJEHHBIMU O4a-
roBbIMM 06pa3oBaHUAMM B IerkUX. HeCMOTPs Ha HEOAHOKPATHbIE KOHCY/IbTALMK CMEeLMannNCToB Y3KOro Npodus 1 BbiNoHEHWE BU3YaNU3UPYIOWMX
MeToA0B 06CNeA0BaHUA AMarHo3 6bi1 MOCTABAEH TO/IbKO CMYCTSA YeTblpe roZa Noc/e TPeXKpaTHOro NepecMoTpa MMCTONOrMYECKUX 610KOB M UCKH0-
YeHWs APYrUX MPUYMH OYaroBbIX JIEFOYHbIX AUCCEMUHALMIA. [laHHbIN KAMHWUYECKMIA CNyYait JeMOHCTPUPYET PeZKO BCTPEYaeMyto NaTo/I0r Mo U CI0XK-
HOCTU AnddepeHLnanbHON ANarHOCTUKM, C KOTOPbIMU MOTYT CTOIKHYTbCA BPauM BCeX CreLnanbHOCTe. inarHocTuka 3abonesanns npeacTaBaset
TPYAHOCTb KaK ANs BPayei WNPOKMX CreLmanbHOCTEN, TaK v 4719 Y3KONpoduabHbIX creumannctoB. OcobeHHOCTU 3a6o1eBaHUs U TPYAHOCTY And-
bepeHLManbHoOM AMarHOCTUKM OMpeAenstoT HE06X0AUMOCTb My IbTUANCLUNINHAPHOTO NOAXOAA K BEAEHWIO MALMEHTOB C AAHHOW NaToN0TMEN.
KnroueBbie c/noBa: neiiomuomamos nezkux, do6pokayecmseHHas Memacmasupyrowas nelioMuoma Mamku, Memacmassl, pedkue 60s1e3Hu, dua-
2HOCMUKa
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Abstract
The article presents a clinical observation of a 48-year-old patient who applied to the Department of pulmonology in connection with accidentally
detected focal formations in the lungs during a preventive examination. In the presented clinical case, the patient's disease was asymptomatic for
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a long time, for the first time, focal formations in the lungs were identified in 2020 and only a year later non-specific symptoms joined. Despite
multiple consultations with narrow-profile specialists and the implementation of visualization methods of examination, the diagnosis of «lung
leiomyomatosis» was made only four years later after a three-fold revision of histological blocks and the exclusion of other causes of focal pulmonary
dissemination. This clinical case demonstrates a rare pathology and the complexity of differential diagnosis that doctors of all specialties may
encounter. The features of the disease and the complexity of differential diagnosis determine the necessity of a multidisciplinary approach to the
treatment of patients with this pathology.

Key words: leumiomatos pulmonary, leiomyomatosis of lungs and uterus, metastases, lung, rare diseases, diagnosis
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I'Y3 — rocymapcTBeHHOe yupexjeHue snpaBooxpanenus, JJMJI — mobpokadecTBeHHas MeTacTasmpyiomas neifomnoma, OT'K — oprabl rpymHoit
knetku, OKB — obmacthas xmunmdeckas 6ompunma, OB, — o6bem popcupoBanHOTO BbITOXa 3a 1-10 cekyHAy, KT — xommbrotepras Tomorpadus,

DIKEJT — dopcuposaHHas )XU3HEHHAsA eMKOCTb JIETKMX BBIZJOXA
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BBepenmne

[Ipobnema puddepeHIanbHON AMATHOCTUKU OYa-
TOBBIX OOpasOBaHMIl JIETKUX SABIAETCA OJHON U3 BaXK-
HelIMX 3afiad B COBpEMEHHON MepaunuHe. B cTpykry-
pe JIeroYHBIX AMCCEMMHAINIT 0C060e MEeCTO OTBOJUTCS
IMCCeMMHALMAM OIYXOJIEBOJ NPUPOABI, CPefU KOTOPBIX
BBIAE/SIOT JOOPOKAYECTBEHHYIO METACTA3VPYIOLIYIO JIeil-
ommomy (JMJI, MKB-O-3 8898/1) nnu, npaBuibHee ro-
BOPUTD, «JICIOMIOMATO3 JIETK/X», TOAYEPKUBasA TeM ca-
MBIM CHCTEMHOCTD U CaMOCTOATENbHOCTD HO30m0T!I [1].
BriepBple maHHas martonorus 6suta omycaHa B 1939 romy
moxropoM ITomom IlltaitHepom (P. Steiner) y >xeHIuHBI
36 ner. B cBoeMm mccnegoBannu «Metastasizing fibroleio-
myoma of the uterus: Report of a case and review of the
literature» aBTOp Ha! MOAPOOHYIO XapaKTEPUCTUKY Tede-
HMs 3a00/IeBaHNsA, ONMMCAB KIMHUYECKUEe O0COOEHHOCTH,
PEHTTeHONIOTMYeCcKye IPU3HAKM U Pe3y/IbTaThl IaTONIOTO-
aHATOMUMYECKOTO UCCIeJOBAHNA Y MAIMEHTKN C IIporpec-
cupytoieii GpubpoIeioMIMOMO MaTKY, HaBLIell MeTacTa-
3l B jierkie [2]. Haunnas ¢ aToro nepnopga B mureparype
ObIIO OIMCAHO MeHee ThicA4M crmydaeB. CoracHO coBpe-
MEHHBIM IIPe[ICTABJIEHNUAM JICIOMUOMATO3 JIETKUX SB-
NIA€TCA PEIKOI IaTO/IOTHEN ¥ OTHOCUTCA K TPYIIIE «CU-
CTEMHBIX JIe/IOMIIOMaTO30B». I10 JaHHBIM OTeYeCTBEHHbIX
U 3apyOeXXHBIX aBTOPOB 3a IIOC/IefiHee NeCATUIeTIe OTMe-
JaeTCs1 HEYK/IOHHBIN POCT YaCTOTHI BCTpedaeMocTu 3a60-
NeBaHMA, IPU STOM KaXK/ble IIATH JIeT KOMMYeCTBO Myomu-
KaIuii 110 JaHHOIL TeMe yBe/lIN4MBaeTCs NPUOIN3UTETbHO
B [IBa pasa, 4TO MOXKET ObITh CBA3aHO KaK C y/IydlIeHIeM
METOJ0OB IMAarHOCTYUKY, TaK U C MCTHHBIM POCTOM 3a60-
neBaeMocTu [3-4].

BcemupHasa opraHmsanyus 37paBOOXpaHeHMA pac-
CMaTpyBaeT JIeIOMMOMATO3 JIETKUX KaK BapuaHT foOpo-
KaueCTBEHHBIX IJIa[[KOMBIIICYHBIX OIYXO/lell Me3eHXU-

MajJIbHOTO IPOMCXOX/IEHMA CO CKIOHHOCTBIO K MeTa-
CTa3MpPOBAHNIO, BBIHOCA IIPY 3TOM B OTHE/NbHYI TPYIIY
neioMuoMbI pacTtyero Tnma (leiomyoma, grown pattern
variant) ¥ IJIaKOMBILIEYHbIE OITYXOJM HeOoIpeelleHHOTO
3/I0Ka4eCTBEHHOro mnoTeHnuana (smooth muscle tumors
of uncertain malignant potential) [5]. Tlomumo mertomu-
oMarosa JIETKUX K [JOOpOKadeCTBEHHBIM 3a00/eBaHu-
AM MaTKH, METACTa3VpPYIOLUINM B JIeTKNe, TAKXKe OTHOCAT
MMMQAHTHOIEIIOMIOMATO3 M TOPAKA/IbHBII SHJOMETPUO3,
HepBUYHASA IMATHOCTMKA KOTOPBIX B COBPEMEHHBIX YCIIO-
BUAX MeHee 3aTPyIHUTE/NbHA, YeM AMArHOCTMKA JIeOMU-
0Marosa, BBUY Hamuuus 60ee YeTKMX AMarHOCTUYeCKIX
kpurepues [6]. IIockonbky yoKanmM3auma «MeTacTa3oB»
TOOPOKaYeCTBEHHOI OIIYXOMM MOXeT OBITh pasiandHa, TO
TepMMHOJIOTYS 3a00/IeBaHsI BapbMUPYET OT epUTOHEaIb-
HOTO JIeIIOMIIOMaTo3a (IIpu JIeifoMIOMax OPIOIIHOII I0TIO-
CTM) [0 BHYTPUCOCYAUCTOTO WV MHTPaBEHO3HOTO JIeii-
oMuomaro3a (IIpy JOKaIu3anyy JelOMMOM B IIOJIOCTAX
cepila 1 cocypax). Yaire Bcero 1efiOMIMOMATO3HBIE Y3JIbI
BCTPEYAIOTCSA B JIETKUX, HO MOTYT BBIABIATLCA B 3a0pio-
IIMHHOM IPOCTPAHCTBE, IIOJIOCTU MAJIOro Ta3a, MMMdaru-
YEeCKMUX y3/1aX, LIeHTPa/JIbHOM HEPBHOI CUCTEME ¥ MbIIILAX
KOHeuHocTel! [7, 8]. Psifi aBTOPOB OIIMCBIBAIOT C/Ty4an, KOr-
Ta B OITYXOJIEBBIII ITPOLIeCC BOBIEKAETCA CepAilie, IIPU 9TOM
BCTPEYAIOTCS U KpailHe pefkye (GOpPMbI MHTPABEHO3HOTO
JeJIOMIOMaTO3a, 0OMafiatoliyie HeKOTOPBIMY IIpY3HAKaMU
3/I0Ka4eCTBEHHBIX OIyXO0/Iell (HampuMep, 60/IbliIert CKIOH-
HOCTDBIO K aTUIIMU U MOBBLIIIEHHO} MUTOTHYECKOI aKTUB-
HOCTBIO) [9, 10].

Yro KacaeTcs KIMHNYIECKON KapTUHBL, TO ¥ GONbHBIX
JIeJIOMIIOMATO30M JIETKUX IIpeBalupyeT 0eCCUMIITOMHOE
TeueHMe — NOBOJbHO YAaCTO y3/bl B JIETKMX, HAIIOMMHA-
IOl[Yie MeTacTasbl, 0OHAPY>KMBAKOTCA CIIYYalfHO IIpK IIa-
HOBOM (mooporpadudeckomM 06CIeOBaHUY, IPU ITOM
caMo 3ab0/IeBaHNe Yallje BCEro MpOoTeKaeT 6IaronpusiTHO
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PA3BBOP KAMHMYECKUX CAVIAEB

U XapaKTepU3yeTcs OTCYTCTBMEM WINM KpailHe MeJJIeH-
HBIM yBeJMYeHMEM AMaMeTpa OYaroBbIX OOpPa3sOBaHMUIL,
KaK IIpaBUIO, 0e3 yBelIn4eHNs UX YUCTIa, OfHAKO Y HeKO-
TOPBIX MAIVEHTOB C TeYEHNEM BPeMEHY HaOMI0NaeTCs A
XapaKTePHBIX OC/IOXKHEHMII: KPOBOXapKaHbe, MOSABIEHNE
[IPU3HAKOB OPOHXMAIBHON OOCTPYKLMM B TOM CIIydae,
eC/IU OIyXOJIeBble y3/Ibl HAXOMATCS B CTEHKaX OPOHXOB,
HepelKo pa3BUBAeTCs ITHEBMOTOPAKC IIpY CyOIIeBpab-
HOM PacIOJIOXKEeHUM 0YaroB, OOCTPyKTUBHas sMuseMa,
BO3MOXEH TaKKe TPoM603 MOBEPXHOCTHBIX M ITTyOOKMX
BeH. Y OTHe/NbHBIX IAL[EHTOB 3a00JIeBaHIe MOXKET Ipo-
TEeKaTh KpaliHe HeOIaTOIPUITHO, PAJ aBTOPOB OIMCHIBA-
10T K/IMHUYECKNE C/Tyday C MHOXKECTBEHHBIM «MeTacTasu-
poBaHMEM» TEIOMUOMbBI MaTKM, B 3TOM Cly4ae IIOMUMO
Y3/I0B B JIETKUX HEPEKMM SABJIAETCSA paHee YIOMAHYTOeE
ABJIEHJE€ BHYTPMBEHHOTO JIEFIOMMOMATO3a C aTPeCCUBHBIM
TUIIOM POCTa, IPY KOTOPOM B pe3y/bTaTe MaCCMBHOTO I10-
Pa’keHMs BEHO3HOTO PYC/Ia BO3MOYKHA BbIPa)KEHHas COCY-
JMCTas CUMITOMATHKA, a IPU JIOKaIM3aLUM OIyXOJIeBBIX
TPOMOOB B IOJIOCTAX CePALIA ¥ HVDKHEIT II0/I0i BEHE CYIIle-
CTBYeT PUCK OCTPBIX COCYIMCTBIX KaTacTpod, BIVIOTD HO
BHe3arnHoit cMeptu [7-10].

IIpupopa m maToreHes CUCTEMHOTO JI€IOMMOMATO3a
MO-TIPe)KHEMY HeNOoCTaTOYHO wu3ydeHbl. Ilomasnsromiee
OOJIBIIMHCTBO aBTOPOB CYUTAIOT, YTO MEXAHU3M pPa3BIU-
st JIMJI nopo6eH maToreHesy pasBUTH SHIOMETPUO3A,
yHenAA IpM 9TOM 0cob0e BHMMAaHME MMIUIAHTALVOHHON
TEOpMM U CBsA3bIBAasA BO3HMKHOBEHME JIE/IOMMOMATO3HBIX
Y37I0B B PasHBIX OpraHax ¥ TKaHAX ¢ aMOosmelt cocyam-
CTOTO pyc/a I/IaJKOMBIIIEYHbIMI K/I€TKaMM, IPOVCXO/A-
1lell B pe3y/bTaTe ONlepaTUBHBIX BMELIATeIbCTB HA MaTKe.
JJaHHaA TeopusA OCHOBaHa IPEUMYLIECTBEHHO Ha CTa-
TUCTUYECKNX JJAHHBIX, CBUJETENbCTBYIOIMX O TOM, YTO
«MeTacTas3bl» JI€IOMUOMBI YaCTO BO3HMKAIOT Y JKEHILMH,
OOJNIBIIMHCTBO U3 KOTOPBIX MMEIOT B aHaMHe3e JIeYeHMe
MUOMBI MaTKU XMPYPIUYeCKMM IyTeM C IOMOIIbI0 MMO-
MaKTOMUM Wy ructepakromun [11]. Crenyromas Teopus
00BsICHsIET pa3BUTHE 3a00/I€BAHNS C IIO3NUIINYU ACUHXPOH-
HOI mponudepanuy IagKOMBIIIEYHO TKAaHU B Pasind-
HBIX OpraHax, Oyfb TO MaTKa, JIeTKMe VJIM MBILIIbI MHOM
NOKanmsanuy, B 9ToM cinydae JJMJI paccmarpmBaeTca Kak
BAapMAHT HOJO3HOM IUCTOPMOHa/IbHOI runepnaasum. Co-
IJITACHO JAHHONM TOYKe 3peHUsA JIeIOMMOMATO3 IPENCTaB-
7s1eT CO0OIl MATONOrMYECKOe COCTOSHNE, IIPY KOTOPOM
HPOMUCXOANUT HapylleHne AuddepeHIupoBKI U yBemnde-
Hue o6beMa IVIAIKOMBILIEYHOM TKaHU B pe3y/bTaTe JVC-
6anaHca B ropMOHa/IbHOM (OHe OpraHn3Ma, IofoOHO, Ha-
IpuMep, KMCTO3HOM MAacTONATUU VTN afieHOMaM IeYeHM.
ITpu sTOM OcCo60€ 3HaueHMe IPUHMMAET IeHeTUdecKasd
IIPENPACIIONIOKEHHOCTb Y OTAENbHbIX /IUI, a B KauyecTBe
Tpurrepa nponudepanuy 4acTo pacCMaTpUBAIOTCA TaKye
IIPOIeCChl, KaK TOPMOHA/IbHbIE HApYIIEHM MM OIlepaliyisa
10 TOBOAY MMoMakToMuy MaTtku [4]. Tperbs Teopus 3a-
Kmodaercsa B passutum JIMJI B pesynbTare 4pe3mMepHOI
TOPMOHAIbHON cTUMYynALMKU. CUMTAETCA, YTO ICTPOreH
SBIIACTCA OBYDKYILIEN CUION Iposydepanny MbIIIeYHON
TKaHM ¥ IPOBOLMPYET «METACTasMpOBaHMeE» U IOCIENY-
Iolliee paspacTaHye «MeTacTa3oB» IIEPBUYHOI OIyXOJM.
ITo faHHBIM OTEYECTBEHHBIX aBTOPOB KIMHUKO-MOPdO-
JIOTMYecKre ¥ MMMYHO(EHOTUIIMYECKIe MCCIeTOBaHNS

OIYXOJIEBBIX Y3/I0B y MallMEHTOK ¢ ouyaramu JIMJI B merkmx
CBUJIETENbCTBYIOT O BBICOKOJ 3KCIPECCUM PEleNTOPOB
3CTPOTEHOB J IPOreCTePOHA B «MeTacTa3ax» TeIOMUOMBI,
TaK, B OTAEIbHBIX KIMHNYECKUX HAOMIONEHNAX OIMChIBA-
€TCs yBelM4eHNe [aMeTpa O4aroB Iy IOBLIIEHHOM 3H-
TOT€HHOM YPOBHE 3CTPOT€HOB MM BO3/I€MICTBUY 3CTPOTe-
HOB B KaueCTBe 3aMeCTUTe/IbHOI Tepanuu. [opmoHanbHas
3aBUCHMOCTD JAHHBIX OIyXOJeil TakKe MOATBEP)KaeTcs
ONVCAHHBIMU CITy4YasMM Perpecca OIyXO/IeBbIX Y3/I0B Y I1a-
IIVIEHTOK B Iepnofi 6epeMeHHOCTY WY IIPY €CTECTBEHHOM
HaCTYIJIEHUM MEHOIIay3bl, a TAaKXKe IPU MCIOIb30BAHNM
arOHMCTOB TOHAZOTPONNMH- U PUIN3MHI-TOPMOHA, MHIU-
6utopo apomarasbl P-450, MHIMOUTOPOB SCTPOTECHOB
un B pesynbrare oodopakrommy. OZHAKO HECMOTpS Ha
TO, YTO 3CTPOTeHbI, UTPAIOT HEMAJYIO PO/b B PasBUTUMU
U MPOrPecCMpPOBAHMM JIEIOMIMOMATO33a, UX IPUHATO pac-
CMaTpuBaThb He KaK IIPUYMHHBIA (aKTOp, a KaK OfHY 13
COCTaB/IAIOIMX IIaTOT€He3a CUCTEMHOro Impolecca [12,
13]. HexoTopble McCIefoBaTe/yl HO-IPEKHEMY paccMa-
TpuBaT JJMJI Kak pasHOBMIHOCTb raMapTpPOM, KOTOpbIE
B CBOIO OYepefb KIACCUPUIUPYIOTCA B 3aBUCHMOCTHU OT
peo6IafaHms TOrO WM VHOTO KOMIIOHEHTAa Ha HECKOJIb-
KO TMCTOTUIIOB: IMIIOMAaTO3HbIe, XOH/[POMATO3HbIE I JIeii-
OMMOMaTo3Hble TramMapTpoMmbl. HeoOXxomyumMo OTMeTHTD,
YTO, IO MHEHMIO MCCIE0BaTeNeN, OT/INYATh JJaHHbIE MO -
TUIIBI KpailHe Ba)KHO, TaK KaK OT 3TOTO 3aBMCUT TaKTHKa
nedenns. Ecnu B cinyyae ¢ mepBeiMu iByMa popMamu yde-
Hble CKJIOHAIOTCS K TeOpuy AUCOIMOpPUOreHes3a 1 JiedeH1e
B 3TOM C/ly4Yae MCKIIOYUTEIbHO ONEPAaTUBHOE, TO TOBOPS
0 JIeJIOMMOMATO3HbIX T'aMapTOMax JIETKUX, C/efyeT OT-
METUTDb, YTO MX 3THUONOTUSA, IATOreHe3, TOPMOHAIbHasd
3aBUCUMOCTD, a TaK)Ke IPOTHO3 Te4eHU:d B HacTosAllee
BpeMsA ellle HEJOCTAaTOYHO M3YYEHBI U TONBITKY UX Jieve-
HUA BO MHOTUX CIyd4asdx CjeflyeT HauyMHAaTh C KOHCEpPBa-
TUBHOII cTpaTeruy [13]. B ¢BA3K ¢ yKa3aHHBIMU pasinyu-
AMU TONbITKa oTHecTH JJMJI K ramapTpoMam JJOBOJIbHO
YCIIOBHAa ¥ B HAcTOAIllleeé BpeMsA JIeJIOMMOMATO3 JIETKUX
IPUHATO PAacCMAaTPUBATh KaK CAMOCTOSTENbHOE 3a60-
neBaHue. Bo Bcex Teopusax ocoboe BHUMaHUE Y/ensaeTcst
TeHeTUYEeCKON IPeNpacrnoNoXeHHOCTU K JIellOMUOMATO-
3y U MCCNIeJOBATeIAMM BCEX TOYEK MMPA BENETCA IIOUCK
XapaKTePHBIX TeHeTNYecKux abeppalnii, aHaIM3NpyeTcs
9KCIpeccus pelenTopoB K TOPMOHAaM Yy >KEHIIMH C MU-
OMOJI MaTKM, HEKOTOpPble aBTOPbl OTMEYAIOT BBICOKYIO
9KCIIPECCUI0 PEryIATOPHOTO aHTMANONTOTUYECKOTO TeHa
bcl-2 u rena-cynpeccopa o6pa3oBaHnA 3/10Ka4yeCTBEHHBIX
onyxonen p53, Huskuit nuagekc Ki67 — mapkepa nponu-
(dbepaTMBHO aKTUBHOCTM ONYXONeBON KimeTku [12, 14].
HecMoTpst Ha MHOXXECTBO TeOpUil B HACTOsA1lee BpeMs 3a-
6oreBaHMe IPMHATO CYUTATD MYIbTU(PAKTOPHBIM, B CBA3H
C 4eM JId IPaBUIbHOI MOCTAHOBKY JiarHo3a HeoOXopu-
MO YYUTBHIBaTh TaKue 3BeHbA narorenesa JIMJI, kak nanm-
4ye JINTENbHOM TOPMOHANBHON CTUMYIANNHU (yKasaHMe
Ha JITUTENbHBIN MpUEM IePOpaabHBIX KOHTPAlENTUBOB,
6epeMeHHOCTb, HApyIIeHMe MEeHCTPYanbHOTO LMKIIA),
BEPOSTHOCTb TMUMGOreHHOTO ¥ IeMaTOTeHHOTO pacIpo-
CTPaHEHMA WIM MHTPAIepUTOHEANbHONM VMIUIAHTALNN
(B pesynbrare OIlepaTMBHBIX BMeEINIATEIbCTB Ha Marke),
CeMelHbI aHaMHe3 U Ha/lM4ue JPYTUX IPU3HAKOB HOZ03-
HOJI TUIIePIIa3UMN.
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Ha cerogHsAmHMIT IeHb OOLIEIPUHATHIX CTAHZAPTOB
U TIPOTOKO/NIOB JIEYEHNUs CUCTEMHOTO JefoMMOMATo3a,
BKJIIOYasl JIEJIOMMOMATO3 JIETKMX, He CyIiecTByeT. Pexo-
MeHfIalNM, OIyOIMKOBaHHBIE HA OTEYeCTBEHHBIX U 3a-
PYOEXHBIX MEIMIMHCKUX IIaT(opMax, BKIOYAIOT TIIA-
TeJIbHOE AMHAMM4YecKoe HaOJIIofleHMe 3a Ial[ieHTaMI,
XUPYPIUYECKYIO PE3EKIMI0 «METACTATUYECKUX» ITOParKe-
HUJI, MeMKaMEHTO3HOe MIM XUPYPIUYecKoe BBIK/IIOYe-
HIe QYHKINN SIMYHUKOB C MCIO/Ib30BAHMEM MHTUOUTO-
POB apoMaTasbl, aHTAaTOHVMCTOB PeELeNTOPOB 3CTPOTeHa,
MHTUOUTOPOB TUPO3VHKIHA3BL M arOHUCTOB FOHATLOTPO-
nuH-putnsnHr-ropmona (I'uPTa). O6s3arenbHbIM mepe
HavajioM JIeYeHUs SABJAETCA OIpefie/ieHNe TOPMOHAlIb-
HOTrO cTaTyca IalueHTOK. HeomHokpaTHO coobuianoch
0 cay4asx 3pQPeKTUBHOIO Te4eHNs] MMMYHOREIpeCccaH-
TOM «CUPOIIMYC» Y MOJTIOABIX MALVIEHTOK, XKeNTAILINUX CO-
XPpaHUTDb QYHKINIO ANYHNMKOB, OJHAKO IJIA €r0 aKTUBHOTO
BHEJIPEHNs B MPAKTUKY JIeYeHNUs JaHHOTO 3a00JIeBaHMs
HeOOXOJVIMbI JIOIIO/IHUTE/IbHbIE KIVMHWYECKUE KCIIbITa-
Hus [1, 2, 12, 13].

KanHunueckui cayuan

[ManwenTka JI., 12.08.1975 r.p., B mekabpe 2023 ropa
ObUIa TOCHMTANM3VMPOBAHA B OTHEIEHNE IIYIbBMOHOJIO-
run. [IpeabsaBisger Xano6bl Ha CyXOil Kalllellb M YYBCTBO
HEIIOJTHOTBI BAOXa. VI3 aHaMHe3a >KM3HM M3BECTHO, 4YTO
BpEHBIX NPUBBIYEK HE VMeJa, B KOHTAKTe C OBITOBBHIMU
U TpodeccHOHaNbHBIMU BPEJHOCTAMHU He IIpebbIBaa,
KOPOHABUPYCHYI0 MH(EKINIO OTpULaeT, He BaKIMHUPO-
Bamach. Obpamraer Ha ceb6s1 BHUMaHMe yKasaHMe Ha aM-
IyTaMI0 MaTKU 10 nmosopy muombl B 2010 r., Hammume
¢bubpoameHOMbI MOOYHBIX Kele3. B siuBape 2020 T. BO
BpeMsl IUIAHOBOTO (Irooporpaduueckoro o6ciefoBaHms
OOHapy>KeHbl OYaroBble M3MEHEHVS B JIETKUX, KOHCYIIb-
THpPOBaHa (TM3MATPOM — MNAHHBIX 3a TyOepKyies Her.
B deBparne 2020 r. Hax0AMIACh B OT/eNIEHNUN ITYIBMOHOIO-
Iy, IO pe3y/IbTaTaM KOMIIBIOTEpPHOII ToMorpaduu opra-
HoB rpynHoit kiaetkn (KT OT'K) BeissB/IeHBI OUaru B 1erod-
HOJI TKaHM C OBYX CTOPOH oT 4 1o 22,6 MM (puc. 1, a, 6),
npu crimporpadun OIKEJT 74 % ot gomxunoro, ODB, 74 %
ot pomkHoro, OPB /OXKEJ 98 %., maboparopHo — 6e3
0COOEHHOCTeI.

[TareHTKe IPOBENEHO 0OC/IENOBAHIIE C LIe/IbI0 MICKITIO-
YeHMsA HEOIIACTIIECKOTO Ipoliecca, TyOepKynesa — JjaH-
HBIX He ITO/Ty4eHO. bblyta BBINIO/THEHA BUAEOTOPAKOCKOIINS,
IO pe3y/IbTaTaM I'MCTONIOIUY — B JIEFTOYHOI TKAHM y4acT-
ku pubposa, cnabas numbonuTapHasi, NepUBaCKyIapHas
U IepuOpOHXMAIbHAS BOCIANNTENIbHAS MH(UIBTPALUL.
YcraHOBIeHO Hanuuye «IMMQOLUTAPHON THEBMOHMUI».
B 2020 r. mBakas! BeimonHsmack KT-OTK — 6e3 puaamu-
KI1. B TeyeHne rojja Kypcamy NpyMHUMANA aleTUIUCTENH
(ALILT). IIpn rocmuTanmusauymu B OTHeI€HNE IIYIbMOHO-
norvy B yioHe 2021 I. IMarHo3 M3MEHEH Ha «CapKOM[03».
HasnauyeHa Tepanus IpegHU30I0OHOM B 1o3e 15 MI/CyTKH,
IpyeM KOTOPOTO Ial[MeHTKa CAMOCTOSTENbHO NPeKpaTu-
Jla CITYCTA HECKONbKO Heflenb. B mionme 2021 1. B Xupypru-
yeckoM oTaeneHnun I'Y3 «OKb» r. Camapa BbinmonHsAeTcA
MOBTOpPHAsA AMArHOCTMYECKas OIepanyusa — aTUIIMYHAsg
peseK1A IPaBoro JerKoro, 1o pe3y/nbTaTaM I'MCTOIOTUN

BBIABJIEHBI raMapTpoMbl. B amBape 2022 r. mpm KT-
KOHTpOJIe — OTpuIaTe/IbHasA AMHAMUKA B BUJE yBenude-
HJIA pa3MepoB o4aros (puc. 2, a, 6).

[Tpn rocnmranmsanum B pexabpe 2023 T. B CBs3M
¢ orpunarenpHoli KT-guHaMukoif, pelieHo IpoBecTH
HepecMOTp TUCTONOrMYeckux 6710koB B DemepanbHOM
FOCYapCTBEHHOM O10/KeTHOM yupexxpennn «Haydawo-
UCCTIelOBATeNbCKMIT MHCTUTYT IIylbMoHONorum» Dene-
PalbHOTO MeIMKO-OMO/IOTMYecKoro areHTcTBa Poccyn
(6maromapuocts M.B. CamconoBoit, A.Jl. Yepusesy).
B pesynprate mepecMoTpa ObITO TOMY4eHO OMNMCaHME
HaZM4MuA OIYXOJeBOV TKaHMU, IPENCTaBJIEHHON pasHo-
HaIpaB/IEHHBIMM ITyYKaMM BEPETEHOBUHBIX K/IETOK CO
MHO>X€CTBOM IOJIOCTE!, BBICTIAHHBIX OJHOPATHBIM KY-
OudyeckuM anuTeneM. MecTaMu BCTPEYarOTCS IPOCIION-
KL MUKCOMJHOJ COefUMHUTENbHON TKauu. 1o nepudepun

OIlyXOMM — TKAaHb JIETKOTO C TOHKMMU MEXKaIbBeOosap-
HBIMU IePeropofKaMy 0ObIYHOTO CTpoeHMA. BbIIo JaHo
3aK/TI0YeHNe O HaluIum oOpOKaueCTBEHHOI MeTacTasy-
pyIoLelt TeIOMUOMBI.

[\

Pucynox 1. Komnviomepras momoepagus opeaHos
2pyonoti knemku (a, 6).

IIpumedanme. MHOKeCTBEHHbIE OKPYT/IbIe HOBOOOPa30BaHMA 060X NETKMX,

AMaMeTpoM OT 4 710 22,6 MM, Hanbosbliee 13 HUX B IPaBOM 1erkoM (6)

Figure 1. CT scan of the chest (a, 6).

Note. Multiple rounded neoplasms of both lungs, with a diameter from 4 to
22.6 mm, the largest of them in the right lung (6)
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Pucynox 2. KomnviomepHras momoepadus opearos
2pyOHOll Knemku

IIpumeyaHme. a — MHOXECTBEHHBIE OKPYT/IbIe MATKOTKAHbIe HOBOOOPAa30BaHMA,
noz Homepom 1 — nuamerp 9,41 MM, oz HoMepom 2 — uameTpom 14,86 Mm,
(13.02.2020 1.);

6 — oTpuIaTeNbHAN AMHAMIKA, UaMeTp 06pasoBaHNU O, HOMEPOM

1 — 12,44 mm, fuameTp 06paSOBaHI/l${ moft Homepom 2 — 23,85 Mm,

(24.01.20221.)

Figure 2. CT of the chest

Note. a— multiple rounded soft-tissue neoplasms,

number 1 — diameter 9.41 mm, number 2 — diameter 14.86 mm,
(02.13.2020);

6 — negative dynamics, diameter of neoplasm number 1 — 12.44 mm,
diameter of neoplasm number 2 — 23.85 mm,

(01.24.2022)

IManmenTKa 6b11a IPOKOHCYIBTHPOBaHa B Demeparnb-
HOM TOCYAapCTBEHHOM Oo/pKeTHOM yupexxpennn «Ha-
LMOHAJIbHBIMI MeAMLMHCKUI MCCIe0OBATeNbCKUII IIeHTP
pamyonorum», Ijie MOBTOPHO IPOBENEH IepecMOTp IM-
CTOJIOTMYECKOTO MaTepMaja, IIOfTBEpX/IeHO Hajau4dne
aJleHO/IMOMMMATO3HbIX FaMapTPOM B JIeTKMX. Pemennem
KOHCI/IMYMa Ha3Ha4eHa aHTMICTPOTeHHas Tepamud Ta-
MoKcrdeHoM 40 MT eXXeTHEBHO, PeKOMEH/IOBaHa OIleHKa
TOPMOHAJIBHOTO IpOdMIIs, B ClIyyae COOTBETCTBUA YPOB-
HSl TOPMOHOB (YHKI[MOHUPYIOIINM SMYHMKAM — BBI-
KIoYeHMe (QYHKUMM SUYHUKOB (XMPYPIUYECKMM WU
JIEKAPCTBEHHBIM CII0COO0M) C HajIbHENIINM Ha3HAYeHN-
eM JIeTpasojia U Mmocnefyloliee HabIo/ieHne B [UHAMUKe.
[TanyeHTKe OblIa BHIIONHEHA OBAPMOIKTOMMS M HasHa-
YeH JIeTPa3ol.

O6cyxaenue

B nmpepcTaBieHHOM KIMHUYECKOM cCly4ae 3abojeBa-
HIe Y HalMeHTKN JAJIUTeIbHO IIPOTEKAI0 6eCCUMIITOMHO,
BIIepBble OYaroBble OOpasoBaHMsS B JIETKMX OBIIM BbI-
AByiensl B 2020 rogy mpy npoduirakTideckoM obcmeno-
BaHUU U TONbKO CIYCTSA TOJ MPUCOEAUHMINCh HecIlell-
n¢udeckue cumnromel. HecMoTpsi Ha HeOZHOKpaTHBIE
KOHCY/IbTAlIM} CIELUATNCTOB Y3KOro IpoduIs U BBI-
[IOJTHEHNE BU3YaNMM3UPYIOLUIMX METOLOB 00CTIefOBaHNS
AMAarHO3 OBLI IOCTABJIEH TOJIBKO CITYCTS YeThIpe TOfia 110-
CJ1e TPEXKPAaTHOTO ePecMOTpa IUCTONOTUIECKUX 6TOKOB
U MCKIIOYEHU A JPYTYX PUYMH OYATOBBIX IETOYHBIX JVIC-
CeMMHAI .

E1te ogHOI Ip0o6/1eMOit SIBUMACh MAPIIPYTU3ALMS T1a-
LMEHTKHU T0CTIe MOyYeHN 3aKII0YeHNsA O HaTu4Iun Jo-
OpoKadecTBEHHOI MeTacTasupyioleii aefioMuombl. Kro
Io/DKeH HabmopaTh 3Ty 6onbHy0? K coxanenuto, rute-
KOJIOTM ¥ OHKOJIOTM TOPOZia He ObIIM TOTOBBI IIPUHUMATh
pelleHre O HajbHelimell cyabbe MAIlVeHTKM 1M Ha3Ha-
yeHuu eit Tepanuu. ITosaToMy myTem TeneMefULIMHCKON
(a, B maypHellIIeM, M OYHOI) KOHCYIbTAllUU YHAIOCh I10-
JTYYUTb PEKOMEHZALMY O Ja/IbHENIell TaKTUKe ee jiede-
HusA. OfHAKO BOIIPOC O TOM, Y KOTO JO/DXKHA HaOMI0RAThCA
9Ta MALMEeHTKA B Jaj/IbHEIIeM OCTA€TCS OTKPBITBIM.

3akaoueHue

IOuddepenunanpuas [UarHoCTMKa JIEIOMUOMATO-
3a JETKMX TpebyeT KOMIIIEKCHOTO MOAXOAA U BBICOKOIL
KBamnUKALMM CHeMANUCTOB. JJaHHBIN KIMHIUYECKUI
clydall JeMOHCTPUPYeT PeIKO BCTpedaeMylo MaTosIo-
I'MI0 U CNIOKHOCTU auddepeHnanbHOi UATHOCTUKMA,
C KOTOPBIMM MOTYT CTO/NKHYTbCS Bpauyll BCeX CIelu-
anmpHOCTEN. JmarHoctmka 3abomeBaHMs NpeCTaBiseT
TPYBHOCTDb KaK I Bpadeil IMPOKMUX CIEIMaabHOCTEN,
TaK U [ Y3KOIPOQUMIbHBIX CHEeLMaTUCcTOB. PegkocTh
BCTpeYaeMOCTH HATONOTUM, HEJOCTATOK OIbITa PaboThI
Bpaueil ¢ KaTeropueil MalMeHTOB, MMEKLIMMM JaHHOE
3aboneBaHne, HENOCTATOYHAS HACTOPOXXEHHOCTb B OT-
HOIIEHNN paHee YIOMSHYThIX (PAKTOPOB pucKa, HeOO/Ib-
I10€e KOJIMYeCTBO MyONMMKALNit B POCCUIICKUX XXYpHaIax
M0 TeMe AUArHOCTUKU U JIeYeHUsI CUCTEMHOTO JIEMOMMU-
OMaTo3a M €ro IpOSBIEHMI, NPUBOAAT K OTCYTCTBUIO
CBOEBPEMEHHO} AMArHOCTUKM U aJieKBaTHOW Tepamnuu
3a00JIeBaHMIT, SBAAONMXCSI MPUINHON BO3HNKHOBE-
HUSA OCTIOKHEHUI U TOCTeAYIOMNX MacCUBHBIX XUPYP-
IMYECKUX BMeNIATeNbCTB. 110CTaBUTh MOMOOHBIN [ya-
THO3 B OfMHOYKY 6e3 MOpQOIOrndeckoil Bepudnranmum
" HaOIIOfeHNs B AMHAMUKE [IPAKTUYECKM HEBO3MOXKHO.
Opnako u mMopdosorusi He BCerfa € MEPBOrO pasa Jie-
MOHCTPUPYET OKOHYATEe/IbHbI Pe3y/lbTaT, B TAKOM CIIy-
Jae jleyaleMy Bpady HeoOX0[MMO IPYMEHIUTD TepIeHe
U TEePCOHANMM3NPOBAHHBIN IIOAXOJ], IPUBIEYb K KOH-
CyAbTAllMM MHBIX CIEIVATNCTOB, IO BO3MOXHOCTHU Ha-
NPaBAATb TUCTONOTMYECKUIT MaTepyuas Ha IepecMOTpHI.
Ocobennoctn 3aboneBanusi u TpygHOCTH Auddepen-
[[MaTbHOJl JMATHOCTUKY OIpPefesioT HeoOXOAUMOCTh
MYIbTUUCIVIVIHAPHOTO NOAX0Aa K BEIEHUIO MallJeH-
TOB C TAHHOII ITaTOJIOTHEN.
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Bknap aBTopoB:

Bce aBTOpbI BHEC/IN CYLLLECTBEHHbIV BK/IaZ B MOATOTOBKY paboThl, MPOYAn
1 0A06punv GrHaNbHYIO BEPCUIO CTaTbk Nepes nybavkaLuei
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HbIX, aHa/In3 U UHTepnpeTauma AaHHbIX, HaNWCaHWe CTaTbU, yTBEPXKAe-
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H.A. Kaponu: KoHuenuusa n An3aiH UCCNef0BaHNsA, NOyYeHNe JaHHbIX,
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HO‘ICMy aTa KOH(I)CPCHHI/IH Ba’KHA HE TOABKO AN IICUXHWATPOB
N HEBPOAOITOB, HO 1 AN BPpaYdad ITIEPBUIHOTO 3Bena?

CoBpeMeHHbIe Hay4HbIE JaHHbIE U KJIMHMYeCKas IIPaKTIKa Bce Oojiee yOeauTeIbHO JOKa3bl-
BAIOT, YTO MPAKTUYECKU BCe COMATUYECKIE Y HEBPOIOTMYecKye 3a00meBanysl TeM WV HBIM
CIIoco60M CBsI3aHBI 0COOEHHOCTSIMU XapaKTepa YelloBeKa, ero ICUXOIOTMIECKUM U MICUXIYe-
CKUM COCTOSIHMEM.

Bpauu Bcex creninapbHOCTEN BCe Yallie 00palaloT BHUMaHe Ha 0COOEHHOCT IICUXUYECKO-
O cTaTyca CBOMX IAI[MeHTOB.

[Teuxuyeckue pacCTpoiICTBa MOTYT CIIOCOOCTBOBATH (YOPMIUPOBAHNIO, IPOBOLVIPOBATh 000-
CTpeHNsI, COIPOBOX/IATh Vi OCIOXKHATb COMATNYeCKIie 3a00/IeBaHs, a JaXke MIMUTHPOBATH UX.

JTroboMy crienyamucTy OyfeT HO/Ie3HO Y3HATh O BapMaHTaX BIVMSAHMA IICUXMKY Ha COMATo-
HEBPOJIOTMYECKOE COCTOSIHME €Tr0 MAI[MeHTOB, a TaKXKe O TOM, YeM U KaK MMEHHO OH MOXKeT
IIOMOYb OOIBHOMY, YTO Ha3HAUUTh, KaK ¥ K KAKOMY CIIEIIa/INCTY IO ICUXNIECKOMY 3T0POBBIO
HaIlpaBUTb?

[l TOTO, 4TOOBI OTBETUTD HA STV Y1 MHOTHE JPYTVie BOIIPOCH, YTOOBI TI0O3HAKOMUTD Bpadeit
¢ paboToll ApYT Apyra ¥ BMeCTe CO3[aTh «MAPLIPYTbl» HAIIMX OOLIVX, IICMXOCOMATIYECKNX,
0O0JIbHBIX, MBI ¥ IPOBOAIMM Hally KOH(pepeH1mio BOT yxe 11 et moppsin!

IIpencepatens OpraHn3anMOHHOrO0 KOMITETA-
3aBepyronuit Kagenpoil ICUXNATPUN, ICUXOTePANNN
U Icuxocomarimdeckoit maronormu ®HMO MU PYITH B.9. MenBeneB
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Ilpoesa: cranmua meTpo bopoBunkas

Mecrto npoBeAeHIs KoH(MpepeHuu 22 mapra 2025 roaa

22 mapta - OUHO:
T'aaepea Asexcanapa IlInsosa

r. Mocksa, ya. 3HameHka A.5

®OPMAT: rnbpupHbii — 21 MapTa OHIAlH, 22 MapTa — OYHO C TPAHC/IALMEN Ha PETrVOHBI

AYIUTOPUS: ncuxmaTpsl, TepaneBTsl, HeBpoyory, BOII (cemeriHble Bpayi), KapAMOIOTH,
racTPOIHTEPOJIOTY, IY/IbMOHOIOTH, IePMATOIOT Y, SHTOKPUHOJIOTH, IICUXOTepaIeBThl,
HapKOJIOTH 1 JIp.

PEIMICTPAIIVIA: npenycMoTpeHa IpeBapuTe/bHaA 3/IEKTPOHHAA PETUCTPALINA YYaCTHUKOB
ITOCEIIEHUE: co6onHOE

AKKPEIUTAIIMSA: nporpamMma KoHpepeHINN oJaeTcs Ha akKpeguTayio B KoopanHanoHHbIi
coser HMO npu M3 P® py1s1 nonmyyeHns 3a4eTHBIX eMHNL] (KpefuToB) B paMkax IIporpaMmer
II0 HeIIPephIBHOMY MEIVMIIMHCKOMY ¥ (hapMalleBTIYeCKOMY 00pa3oBaHUIo.

TEMATUKUN JOKITALOB:

>

v Vv Vv VY

>
>
>

bonesnnu cepaia 1 cocymoB — ncuxocoMaTnyecKmii ojgxox,

CaxapHblii ;uabeT, MeTaboNMMIeCcKIii CUHIPOM U IMIIePIPOIAKTIHEMISA
SI3BeHHas 6071€3HD, AUCIIENICYS, Pa3ApaskeHHbIIT KuieyHK u [9Pb
3y, IepMaTuUT, aljieprus

PennponykTuBHOE 30pOBbE M NICUXNYECKIE PACCTPOIICTBA:

OT IIPEAMEHCTPYa/IbHOTO CHH/IPOMA JJO TOCTMEHOIIAy3bl

Hespoposslit «3oposslit» 06pas sxnsuu (30K)

PaccrpoiicTba cHa

XpoHMYecKas yCTanoCTh, aCTEHNA U CMH/IPOM BbITOPAHNA

n Jip.
B cocTaBe 1eKTOpPOB IMpU3HAHHBIE CIIELVAMINCTBI B 00/IACTU IICUXUATPUY, KapANOIOTUN,
SHIOKPVMHOJIOT VN, TACTPOSHTEPOIOTUN

IToMMMO JIEKIIMOHHOI YacTy, Ha KOH(EPEeHINI MOXKHO Y3HAaTh O HOBEJIINX JIEKapCTBEHHBIX
Ipenaparax ¥ HOCETUTb MEIULIVIHCKYIO BbICTABKY










