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JIerouHoe 3A0POBbHE: OT HEOHATOIOI'MN JO r€POHTONIOIrNN

TEPEAOBAS CTATbBA

ALl Yyyaauu™

DOrAOY BO «Poccuitckuit HaLMOHAABHbINM UCCAEAOBATEALCKMI MEAMLIMHCKMI YHMUBepcHTeT M. H.M. IMuporoea» Munzapasa Poccum (Muporosekuii
YHusepcuTter), MockBa, Poccusi

AHHOTaums

/AeroyHoe 3A0POBbLE SIBASIETCSI KAIOYEBBIM ACMEKTOM COBPEMEHHOM MEAMLIMHBI, OXBaTbIBAIOLMM BCE BO3PACTHbIE IPYMrbl, — OT HEOHATOAOTUU AO
repoOHTOAOIMU. B cTaThe paccMaTpuBaEeTCst BAMSIHME FEHETUHECKMX (PaKTOPOB, OKPY>KaIoLEN CPeAbl M 00pasa >XM3HU YEAOBEKA Ha pa3BUTUE pe-
crnpaTopHbix 3ab6oaeBatmit. Ocoboe BHUMaAHME YAEASIETCSI POAM TEHETUUECKOM MPEAPACTIOAOKEHHOCTU, IMOPUOHAALHBIX HAPYLIEHWIA M BHELLIHWUX
(hakTOpOB, TaKMX KaK a3POMOAAIOTAHTHI M TabakoKypeHue, B (POPMUPOBAHMM XPOHUUECKMX 3a00AEBaHMI AeTKMX. [TPEACTaBAEHbI AQHHBIE O CTPYK-
TYPHO-(PYHKLIMOHAABHOM Pa3BUTUM AbIXaTEABHOM CUMCTEMbI, €€ BO3PACTHBIX M3MEHEHMSIX M PUCKAX, CBSI3aHHBIX C MHBOAIOLIMEN AEFOYHOM TKaHM.
[NoAuepkMBaeTCs BAXHOCTb MEXAMCLIMIIAMHAPHOTO MOAXOAQ, BKAOYAIOLLETO B3aUMOAENCTBUE NEAMATPOB, TEPANEBTOB U MYAbMOHOAOTOB, AASI PaH-
He AMarHOCTMKM M 3(PAPEKTUBHOTO AeUeHMst 3a60AEBaHUIt AbIXaTeAbHOM cucTEeMbl. OCOH0e BHUMAHME YAGASIETCS BAUSIHMIO HOBbIX Hay4HbIX AOCTU-
SKEHWM, BKAKOHAs FEHOMHbIE MCCAEAOBAHMS U CUCTEMbI MCKYCCTBEHHOIO MHTEAAEKTA, HA AMArHOCTUKY M AEYEHME PECTIMPATOPHBIX 3a00AEBaAHMA.
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Pulmonary health: From neonatology to gerontology
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Abstract

Pulmonary health is a key aspect of modern medicine, covering all age groups, from neonatology to gerontology. The article addresses the
impact of genetic factors, environment, and human lifestyle on the development of respiratory diseases. Particular attention is paid to the role
of genetic predisposition, embryonic disorders, and external factors such as air pollutants and tobacco smoking in the development of chronic
lung diseases. Data on the structural and functional development of the respiratory system, its age-related changes, and the risks associated
with the involution of the lung tissue are presented. An interdisciplinary approach, including cooperation between pediatricians, therapists, and
pulmonologists, is essential for the early diagnosis and effective treatment of respiratory diseases. Particular attention is paid to the impact of new

scientific advances, including genomic research and artificial intelligence systems, on diagnosing and treating respiratory diseases.
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Beeaenune

KnmuHudeckass MeguIMHa HAXOGUTCS IO, GOJBIINM BIIN-
SIHUEM VICC/IE[JOBaHNUIL, KOTOpble IIPOBORATCS 110 IIPOrpaMme
reHOMa Ye/I0BeKa, TEXHO/IOIMI PENAKTVPOBAHISI TeHOMA Ha OC-
HOBe B3aJMOJENCTBISA C CHCTeMaMM VICKYCCTBEHHOTO VMHTeII-
nexTa. Tak, MOXXHO KOHCTaTMPOBATb, 4TO TeIePb Y)Ke Ha IIOCTO-
SIHHOJ OCHOBE JJOBO/IBHO YaCTO OINNCBIBAIOTCS HOBBIE OOTIE3HI,
CUHJPOMBI, 610/I0TNYeCKIe MapKepPBl, 3HAYUTEbHO PaCIlipeH
HepedYeHb pefKuxX 60me3Hell ¥ ¢ HEKOTOPHIM ONO3JaHMEM BHe-
Aps1oTCst opaHHble IEKapCTBEHHbIE CPEACTBA. ITOT IMPOLIECC
IOMKTYeT M3MeHeHNe NapajgurMbl HOATOTOBKM Bpada HOBOIO
HOKOJIEHMSI.

IlenmaTpus MCTOPUYECKN Pa3BUBAIACH [IOf BIVUSHIEM Tepa-
. COBpeMeHHBIIT Bpad-IIefyuarp A/Isl TOro, 4ToObI r1yOke pa-
306parbcs B Ipobieme 60/IbHOTO pebeHKa, JO/KeH ObITh XOPO-
III0 OCBETOMJIEH O IPO6/IeMax 3TOPOBbsI MaTEPH 1 OTLIA, B TO XKe
camoe BpeMsl Bpad-TeparneBT, IIy/IbMOHOJIOL, a/l/IEProjIor KO/DK-
HbI OBITh XOPOLIO OPMEHTUPOBAHBI B IIEANATPUIECKOM aHAMHE-
3e cBoero nanyenTa. OnpepeeHHas IpyIIa 60/e3Helt OTHOCHUT-
sl K IepMOly PasBUTHsA SMOPUOHA M MO>KET OBITh PACCMOTpEHa
KaK aHOMaIysi BHYTPUYTPOOHOTO [IePYOfia VI MMETh TeHeTH-
YeCKYI0 IPUPORY CBOETO MPOUCXOXKAEHNS. DTOT IIPUHIMII Ka-

CaeTCsl He TONbKO PECHMPATOPHON MENULMHBI, OH aKTYaleH U
s HePOTIOTUY, TACTPOSHTEPOIOTM, KAPAMOTIOTMIL ¥ MHOIMIX
IpyTUX OVICUMIUIVH BHYTPEHHEN MeguuuHbL JlaHHasA CTarbA
coxycrupoBaHa Ha Ipo6IEMe IETOYHOTO 3TOPOBBSL.

AKTYaAbHOCTb A€TOYHOIO CeépAla B KOHTEKCTEe

TAOOAAbHOTO 3APAaBOOXPaHEHHUS

Crpateruss BceMupHoOii opraHmMsaluy 3ApaBOOXPAaHEHUs
IIpUBJIEKAaeT BHUMaHNUe K TPYIIe XPOHMYECKUX Hecrenudu-
YecKMx 3ab0/IeBaHuUIl 4e/IoBeKa, K KOTOPIM OTHOCAT Ceped-
HO-COCYAMCTYIO NIATO/IOTIIO, BK/TIOYast 1 60/Ie3HM MO3ra, a TaK-
XK€ OHKOJIOTMYECKUe 1 SH[JOKPUMHONOrMYecKre 3abomeBaHms.
Ocobyio TpeBOry BbI3bIBaeT JETrOYHOE 37J0poBbe. Tak, ecin
YHamoch JOOUTHCS CYIIECTBEHHOTO CHIDKEHNUA CMEPTHOCTU OT
CepreYHO-COCYAUCTHIX 3ab60IeBaHMIT, TAK)Ke HaMeTUIaCh II0-
3UTVBHAs TEHIEHLVS U B IPYIIle OHKOJIOTMYECKNUX 3aboreBa-
HUIL, TO CllefyeT KOHCTaTUpPOBaThb, YTO B MUPE CMEPTHOCTD 110
IIpUYMHE JIETOYHOI ITaTONOTUY TOTbKO BO3PACTaET.

Ha puc. 1 npepcrasiensl opuumanbHble faHHbIe Beemup-
HOII OpraHM3alyy 3[PABOOXPAaHEHNs IO NMPUYNMHAM CMEPTHO-
CTU HaceJIeHNs1 ¥ TeX TeH/EHIIUI 1 PUCKOB 3a00/1eBaeMOCT, KO-
TOpBIE CJIOKWINCH B HACTOAIIee BpeMs B OO/MBIIMHCTBE CTPaH.
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Puc. 1. OCHOBHbIE NPHYMHBI CMEPTHOCTH COBPEMEHHOM NONYyASLMK.

Fig. 1. The main causes of death in the modern population.

leHeTueckne u 3korornueckue akropsl,

BAUAIOLIME Ha A€TOYHOE€ CepALe

Jlero4Hoe 30pOBbe YeMOBEKa B 3HAYUTEILHON Mepe IIpef-
OIpefie/ieH0  HACTIE[ICTBEHHOCTBIO U OOYC/IOBIEHO BIMSHMEM
Pa3INYHBIX COLMATBHO-TUTMEHIYeCKUX (aKTopoB. [leTn dacto
6onerot 6ponxmansHoit actmoit (BA), ecu aTa 6ones3Hs Obi1a y
ux popureneit. Tak, reHeTn4ecKas MpegpacIoNoXeHHOCTb pe-
6enka k BA 6yzet paBHa 50%, B c/rydae eC/iut €r0 MaTh MIMEET 9TO
3aborneBaHe. B ToM crydae, korga 06a poputesis 60/IbHbI a/UIep-
TMYeCKMM 3a007eBaHMeM, pebeHOK Ha 75% Hac/iefyeT ajjiepri-
YeCKYI0 aHOMAJIbHYI0 KOHCTUTYLMIO. Pasymeercs, daranbHas
3aBMCUMOCTD YaCTO 1 He IPOC/IEXXUBAETCS, HO IMETD JJAHHBIE O
3[I0pOBbe PORUTEIeN /s Bpada-TlefuaTpa BeCbMa BaXKHO.

bonbiryio ponb B pasBuTUM peCIMPATOPHON CUCTEMbI UIPa-
10T a3pOIIO/UTIOTAHThI. OHM 9acTO OKa3bIBAIOT HETAaTMBHYIO PO/Ib
Ha pasBUTHE SMOPIOHA, BKIIOYast Kak MOPQOIOTrIIecKite, TaK 1
(byHKLH/[OHaTIbeIe MU3MEHECHNA €ro pecrmpaTopHof'/[ CUCTEMBI.
Axagemuk B.A. TabomMH IpOBEN VCCTIEXOBAaHNE II0 BIMSHUIO
Ta6aKOKypeHI/IH n yHOTpe6HeHI/IH AJIKOTO/IbHBIX HAIIMMITKOB Ha
PpasBuTHE IUIOfA ¥ CMOT YOEAMTENbHO MOKAa3aTh MX HETaTMBHOE
B/IVISIHIIE Ha JIETOYHOE 37J0pOBbe pebenka. HemoHomeHHOCTD I10-
J1a, MaJIOBECHOCTb TP POXXAEHNI UTPAOT CYIeCTBEHHYIO POJIb
B TPERPACIONIOKEHHOCTI pebeHKa K YacThIM MHQEKIMOHHBIM
3a60/IeBAHNAM [IbIXATEbHBIX MyTell, YTO HEPENKO SBJIAETCS U
IPUYVHOI Pa3BYBILVIXCS XPOHMYECKIX 3a00/IEBaHNUI Y YeTOBEKa.

BO3paCTHble U3MEHEeHUs1 AeTOYHOM CUCTEMBbI

AnbBeosoreHes MPOXOAUT HECKONIBKO 3TAIoB (hopMMpO-
BaHIA B II€PMOJ SMOPUOHAIBHOTO PasBUTHSL, B IOCTERYIOLINIA
IIepUOf], >KU3HU 4YENOBEKA PeCNMpPaTOpHas CUCTEMA Pas3BU-
BaeTcA 10 30-71IeTHETO BO3PACTa, M Jjajiee HACTYIAET 3TAIl ee
MHBOMOIVMN. EskerofHo perucrpupyercs CHUKeHue BEeHTUIA-
I[IOHHBIX II0OKa3aTesell TeroyHol GyHKI[MY, OHa 3HAUYUTETBHO
CHIIKAETCA B FepOHTOHOFM‘IeCKOﬁI TIonmynAnunmn.

Ha Ta6m. 1 MpeNCTaBIE€Hbl JaHHBIE O JUMHAMUKE a/IbBEO-
JIAAPHOI! TIOBEPXHOCTM JIETKUX pebeHKa.

Yicrio anpBeosI ¢ Hepuofa MiaieHdecTBa BospacTaet 6onee
4geM B 10 pa3 y B3pOC/IOro 4e10BeKa; akTMBHBIN IEPUO], albBe-
O7IOreHe3a IPUXOAUTCs Ha IOAPOCTKOBBIN IEPUOJ, PasBUTHA.
Mopddonorndeckas 3BOMIOLVA PeCIMPATOPHBIN CUCTEMBI Ye-
JI0BeKa TECHO CBsi3aHa C ee (YHKIMOHATBHO CIIOCOOHOCTBIO.
Ha puc. 2 npefcrasieHa XapakTepUCTUKA BEHTUIALMOHHOI
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TabAmua 1. 3MeHeHns pa3sMepoB CTPYKTYP Aerkux
B npouecce pocra [1].

Table 1. Changes in the size of lung structures during growth

IInomame Ywucno re-
. IImomanp
Yucno anbBeo- Hepanmit OBEDX.
Bospact anbBeor, TSAPHOI BO3JyXO0- P
HOCTHU
x10° noBepx- HOCHBIX )
N . Tena, M
HOCTH, M myTeit
HOBOpO—u 24 2.8 _ 0
JKJIeHHBIN
3 mec 77 7,2 21 0,29
7 Mec 112 8,4 - 0,38
13 mec 129 12,2 22 0,45
22 mec 160 14,2 - 0,5
4 roga 257 22,2 - 0,67
8 net 280 32,0 23 0,92
Mormnopoit
B3POC/IbIIf
YyeJIoBeK 296 75,0 23 1,9
C Maccou
Tenma 70 Kr
Ysenuuerue c MomeHma poxoeHus, pas
10 21 - 9

byuxuym nerkux. Huskme mokasatenn QpyHKIMOHATBHOTO CO-
CTOAHMA JIETKUX Y JeTell AB/IAITCA OFHONM M3 NPUYMH, IOoYe-
MY OHM OKa3BbIBAIOTCS TaK BOCHPUMMUMBEL K peCIMPATOPHBIM
MHQEKIMOHHBIM 3a60/IeBaHMAM KaK BUPYCHOII, Tak U OGakTe-
puanpHOI pupopsl. MHOrMe GpaKkTOPbI priCKa OKas3bIBAIOT Ipe-
Ie/IbHO HEraTVMBHOE B/IMsHNE Ha (YHKLMOHAIBHOE PasBUTHE
pecnmpaTopHoit cucTeMbl. K HUM ciiefiyeT OTHeCT! BHELHMe U
BHYTpeHHNE IIOIIOTAaHTBI, TAOaKOKypeHne (BK/IIOYas U Takye
UX coBpeMeHHble (HOPMBI, KaK 3/IEKTPOHHBIE CUTAPETHI, Beli-
IIBI), @ TAK)Ke HAPKOMAHUIO U [Ip.

Kak BugHO 3 rpadmueckoro M3o6pakeHMs NUHAMUKU
BEHTWIALVOHHOI (PYHKIMU JIETKUX, ee MK IIPUXOAUTCSI Ha
BO3pacT HpubmusutensHo 30 jieT; B IOCIEAYIOLWIT IEPUON
JKM3HM Ye/l0BeKa HacTyIaeT ee MHBOJIIONA.
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ExkeroHo oT nHeBMOHHN YMHPAIOT 00J1ee 2 MITH JieTeii BO BceM MHpe,
YTO aCCOLIMMPOBAHO ¢ 60JIee HU3KUMHU MOKa3aTessIMU (DYHKIIMH JIETKUX BO B3POCIIOM BO3pacTe
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JletcTBO cospeBaHue  B3pocmas xusHp CrapeHue
f_M'_M\I ~

IpynHoe BckapMiIMBaHKE CHUXAET PUCKU = 120 : : :

BO3HUKHOBEHUSI M CTETNIEHb TSLKECTHU 3a00/IeBaHUS 5

N =

HVDKHUX IbIXaTeJIbHBIX MyTei 2 100

E

=

=

o

x 80

=

o >
BakuuHauus geteii mpoTUB pecriMpaToOpHbIX S H
o = .
BO30yaUTENeH (ITpUITITa, TOJIUOMUEIIUTA, KOPH, 2 60 3
BETPSIHOI OCIIbl, MTHEBMOHMU U KOKJIIOLIA) g H H
E : = CBepXHOPMabHbIi :
= 40 : — HopmanbHbiii H
S : —— Hinxe HopMbI H
é 5 —— PanHee CHIDKeHHE E

o
= 20 4 4 —— [lpexneBpeMeHHas cMepTb §
WHbekuus pecnpaTopHO-CUHLIUTUATILHOTO BUpYyCa § : : — Torowsomuit H
accourupoBaHa ¢ pa3ButueM BA 1 HapylieHueM 2 : ; i
(yHK1MM JIeTKKX B 60Jiee cTaplieM Bo3pacTe = 0 2 = .

20 40 60 80

Bospacr, et

Puc. 2. 3ammnTa Aerknx B AeTCTBe.
Fig. 2. Lung protection in childhood.

DT1ans.l 3M6pMOHaAbH0r0 U MOCTHATAAbHOIO

Pa3BUTHUSA ACTKHUX: OT MCEeBAOXKEAC3UCTOM

AO aAbBEOASPHOM CTaAMM

Oco60e MecTo B TaTONIOTMI OPraHOB [IbIXaHNUA 3aHMMAIOT
am6promnaTuy. PopMbl JaHHOI ATOIOTUYM HOCAT Pa3HOOOpas-
HbIJT XapaKTep; OHU KIacCUDUUUPYIOTCA KakK ManbGopManus,
cexBecTpalysa u 6ponxorenHsle kuctbl. Ha puc. 3 rpadmdeckn
M306paXkKeHBI CTAJIMI Pa3BUTHUSA PECIIUPATOPHOI CUCTEMBI [2].

Hanb6onee yacto sMOpuonaryus pecnupaTopHOi CUCTEMBbI
HPUXORUTCA Ha 17-36-10 Hememo OepeMeHHOCTH, T.e. Ha Ka-
Ha/IbLIEBBIIT I MELIOTYATHII IIePMOMBI Pa3BUTIA IIVIONA.

Knunuuecxue nposienenus eponcoentoil

2UNoONNA3uUY 1€20UHOU MKAHU

B knumHMKe HaOMIOfaeTcsi MyXX4YMHA 75 JIeT, KOTOPBII ¢
paHHEero feTCTBAa CTPajja/l 4aCThIMM MHQEKIMOHHbIMK 3a60-
JIeBaHVMSIMU [IBIXaTebHBIX IyTell; KaXK/joe 0060CTpeHne Compo-
BOX[A/IOCh YCUIEHMEM KAall/lA, YBEIMYUBATIOCh OTXOXKMEHME
CNIM3UCTO-THOMHOM MOKPOTBI M YCMIMBaAach OpbllKa. Bo-
nee 30 7eT Ha3ay MAIMEHT IIpolen 06C/efoBaHNe B K/IMHMKE.
Ipn nposenennn KomnbiotepHoit Tomorpadunu (KT) opraHos
TPYJHON KJIeTKM 0OHapy>KeHa TUIIONJIasysA HYDKHEN SO/ Ipa-
BOTO JIETKOTO, KICTO3HAsA JereHepalys OPOHXOB, ajire3MBHBIN
mespurt. Ha puc. 4 npencrasnens! ganHble KT HabmogaeMoro
6ormpHOrO. B MOKpOTe IOCTOAHHO BbICeBamach Pseudomonas
aeruginosa. MHOTOKpPaTHO IIPOBOMV/IM aHTMOAKTEPUAIbHYIO Te-
pamnmio, K KOTOpoit Bo36yauTenb 3a60/MeBaHNA — CHHETHOHAs
ITajIoyKa — CTajl pe3JCTeHTeH. B mporpaMmy yiedeHns nauyeHTa
BKJIFOUeHbI 6akTeprodary, 1 B 1a60paTOPHBIX YCTOBUAX IPUTO-
TOBJIEHA MHIVBMYa/JIbHO BaKIMHA IpoTUB P. aeruginosa. B xo-
HEYHOM cueTe MHQPEKIVMOHHbII NPOIIecC YAaNI0Cch CTabuImanpo-
BaTb ¥ MUHMMUSMPOBATh YMCIO 060CTPeHNIT NMHPEKIMOHHBIX
3aboreBaHnit uccnegyemoro nuua. OFHAKO BO3HMKAET BOIPOC
0 IpMpOZie peLMAMBUPYOLIeil MHPEKLNN IbIXaTeNbHBIX ITyTel
TaHHOTO 6OIBHOTO. B 3TOM CITy4yae peub ufeT 0 BPOXKAEHHBIX -
HOIUIA3MY HIDKHEN JO/U MPaBOro JIErKOro ¥ KMCTO3HBIX OPOH-
XO03KTa30B, UTO C/IEyeT OTHECTH K 06/1acTy SMOPMOIIATHIL.

B 1950-80-€ rofs! 60MBHBIX C TOFOOHOIT IIATOMTOTEl OpTa-
HOB JIbIXaHMA OTHOCU/IM K KaTETOPUM UMEOIIX XPOHMYECKYIO
nHeBMoHuI0. [To mannmaTuse akafgemuxa @.I. Yrosa onn nog-
BEPrajiMCh XUPYPrU4ecKUM MeTofiaM jedeHus. [lonroe Bpems
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CUYMTAIOCh, YTO 3TA IPpymIa OONBHBIX JO/KHA OBITh OTHECEHA
K papuretaM. OfHAaKO LIMPOKOE BHEApPEHMEe B KIMHUYECKYIO
HPaKTUKy COBPEMEHHBIX METONOB MMUIK-JVATHOCTUKU CY-
I[eCTBEHHO IIOBBICM/IO YPOBEHb BBISB/SIEMOCTH IAIIVIEHTOB C
aHOMa/MeN Pa3sBUTHS PECIIMPATOPHON CUCTEMBI.

Y4uTbIBass COBpeMeHHbIe INpPOrPecCHBHBbIE TEHAEHLMM B
HEOHATOJIOTMM, KOTOpble MO3BOMIWIN JOOUTHCS BBIXQXKMBAHUS
HOBOPOXK/JIEHHBIX JI€Tell C HM3KOM Maccoil Teya, BPOXKIEHHOM
IucIIasueit GPOHXO/IETOYHOI CUCTEMBI, MO>KHO OXU[ATh, YTO
9UC/I0 GONBHBIX ¢ IMOPHUOIIATHEN PECIIMPATOPHON CHCTEMBI Y-
IeT BO3pacTarh.

B KIMHUKe HAKOIMMJ/ICA OIBIT IO HAOMIONEHNI0 3a 6O/Ib-
HBIMI C Majb(opMaliueri, FUBEPTUKYIOM TpaXeu U KPYIIHBIX
OpOHXOB, a TakkKe cekBecTpauueil. CerogHs 9TO eAVHUYHbIE
HaOMIofIeH s, HO, KaK YoKe ObIIIO YKa3aHO paHee, HayYHBIII IIPO-
THO3 CBUJIETETIbCTBYET O BO3MOXKHOM POCTE JAHHOI KOTOPTBI
607nbHBIX. Hy>HO OTMETUTD, YTO AHOMA/TUAM B Pa3BUTUM JIET-
KUX CIIOCOOCTBYIOT Takye GpaKTOpbI PUCKa, KaK TAOaKOKypeHye
OepeMeHHBIX, MX JIKOrONM3aLys, ynoTpebaeHne HapKOTIe-
CKMX CPELCTB, a TAK)Ke ITepeHeCeHHble BUPYCHbIe MH(EKIUN B
HepuoJi BbIHAIIMBAHNA pebeHKa.

Ocobyro rpymnny 3aboeBaHNUIT PeCcIMpPATOPHON CHUCTEMBbI
COCTABIIAIOT T€HETMYECKN [eTePMMHUPOBAHHbIE, K KOTOPHIM
ClIefyeT OTHECTU MYKOBUCLUMAO3, AeULUUT a-1-aHTUTPUIICK-
Ha [3], cungpoM SIHra, IepBUYHYIO LVINAPHYIO JUCKUHE3NUIO,
cunppom Kaprarenepa (situs inversus, BpoXx/ieHHbIe OPOHXO9IK-
Tasbl), BPOX/ECHHYI0 3MbM3eMy JTerKnx, TMMQpaHIMONeiIMIO-
MaTo3 U ipyrue 3a00/1eBaHns.

Heo6X011MO0 IO4epKHY Th, YTO TOCTOSTHHO BEfIeTCA ITONCK
HOBBIX F€HETUYECKIX CTUTM, 0COOEHHO Y TOil KaTeropuu 60b-
HBIX, POGUTENV KOTOPBIX HAXOMSTCS B KPOBHOM Opake. Tak,
HAMU OIMCaHa yHUKa/IbHAsA popMa HeMaTMHOBOI MUOIATUY,
OCJIO)KHEHHOJ! TUIIepKaITHNYeCKOI! bIXaTe/lIbHOI HeOCTaTOq-
HOCTBIO, Y MOJIOZOTO MY>KUMHBI-4yBallld, POJUTENN KOTOPOTo
6b111 6patom u cecTpoii [4].

Ocoboe MecTO 3aHMMAIOT OOJbHbIE MYKOBUCLIMTO30M.
3HAYNTEbHBII IPOTPecC B JIeYEHUN ITON KaTerOpyuM reHeTy-
4eCKOro 3a00jeBaHNsl JOCTUTHYT 3a CYeT BHeAPeHMs IaTore-
HETMYEeCKOI Tepammu. B cepum 6GONBHBIX MyKOBMCLMEO30M,
KOTOpble HAO/MIONAI0TCA B KIVMHIKE, IETOYHASA TPAaHCITAHTAL s
B TeueHMe nocaesHux 10 eT mpoBeneHa y 43 60nbHbIX. B Ha-
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Puc. 3. J1anbl pa3BUTHSA AETKUX.
Fig. 3. Stages of lung development.

CTosIIIlee BpeMsi KaK METOf] JIeYeHNs OHA IIPAKTUYECKN He pac-
CMaTpMBAETCs, TAK KaK IIOf] BIMSHIEM ITaTOT€HEeTUYeCKOlT Te-
pamnmu yganoch 3HaYUTeNbHO YIYYLINTD Ka9eCTBO KUSHM 9TOI
Kareropuu 60mbHbIX. Hamu ommcana pegkas popma codeTaHus
MYKOBUCIi032 C AeduunutoM a-l-aHturpuiicuHa. bompHoit
Habmogancsa B KnnHuke cepime 20 et [3].

TeHeTnyeckue 3ab0/eBaHMA YACTO PACKPBIBAIOTCA Kak
HOMMMOpPOUSHbIE, TeMOHCTPUPYsl BBIP&KEHHBIE aHTPOIIO-
MeTpHUdYecKye M3MEHEHNA CKe/leTa, COYeTaHe IaTO/IOTUN cep-
TEeYHO-COCYIAUCTOM CUCTEMBI C PECIIMPATOPHON U APYTUMMU
IIpU3HAaKaMM TeHeTU4ecKoro 3abonesanus. [Jamee mpuBOANTCA
OIIMCaHMe CTyd4as /ero4yHoro ¢enoruna cuuapoma Mapdana
(CM) [5]. Ora naronorus BriepBble OIMMCAHA MAPVDKCKUM IIe-
puatpoM A. MapdaHoM, KOTOpBIl HabMOAan AEeBOYKY 5 JieT
ACTEeHNYECKOTO C/IOXKEHMA Y BBIPAKeHHBIMM TIPM3HAKAMU JUC-
IJIa3UI COETVHUTENBHOM TKaHM [6].

A. MapdaH, olpefie/IMBIINit Ay TOCOMHOE JOMUHAHTHOE Te-
HeTU4YecKoe 3ab0/IeBaHIe y IeBOYKM 5 /IeT, U300 pakeH Ha puC. 5.

CM: knunuyeckue nposiéneHus u ie204uHvlii penomun

B x1mHMUKe HabMIOmaeTCA MOIOLON My>K4uHa 22 JIeT, CTy-
IOEeHT MEIVIVMHCKOTO YHMBEPCUTETa, KOTOPBIil MOCTYIUI II0
KaHaJIy CKOPOJ1 TOMOIIM C KTMHUYECKOJ KapTHHOI IIPaBOCTO-
POHHETO THEBMOTOPAKCA.

IIHeBMOTOpaKCHI 4epeoBaMICh Y MallMeHTa OfMH 3a Apy-
TUM, HOCWIN JBYCTOPOHHMIT XapakTep. [Ipu ocMorpe 60/1bHOTO
obparwIM BHMMaHMe Ha aCTEHNYEeCKYI0 KOHCTUTYIMIO; aHTPO-
TIOMETPUYECKOE MCCAENOBAaHNE BBIABUIO NOMUXOCTEHOMENNIO,
APaxXHOJAKTWINIO, KWIEBUAHYIO AeOpMALMI0 TPYAHOM KIIeT-
K1, TOTUYeCKyIo dopmy TBeproro Heba. Ha puc. 6 MoXxHO BU-
TeTb NPU3HAKM JIOMMXOCTEHOMEINY, apaxHofjakTwmu. JleBas
IUIEBPajIbHasA IONIOCTh JPEHNPOBaHa BC/IEACTBIE PELVIVBUPY-
IOIL[ETO ITHEBMOTOPAKCA.

TEPATTEBTUYECKMM APXMB. 2025; 97 (3): 222-227.

Puc. 4. KT 60AbHOTO C BPOXXAEHHO TMNONAa3HMeit AeTOYHOM
TKaHu.

Fig. 4. CT scan of a patient with congenital hypoplasia of
pulmonary tissue.

JucnnmacTuyecKuii XapakTep MOpakeHMs COeJHUTENbHO
TKaHU JeMOHCTPUPYeTCSA TaKMM IPU3HAKOM, KaK apaxHOIAK-
Tunus (puc. 7).

Cuanraercs, yro CM Habmiofancsi y TakuxX BbIZAIOLIMX-
cst mmaHocreit, Kakumu 6pum H. ITarannuu, X K. AHpepcos,
K.J. Yykoscknit. IloggepkuBaeTcs, 4ToO Cpefiu MOfiel ¢ 3Toi
(b opMoit reHeTNIeCKOro 3a60/IeBaHMs YaCTO BCTPEYAIOTCS BbI-
COKOOJJap€HHbIE MHAMBULYYMBI.

CM cBA3BIBAIOT C MyTalueil reHa, KOGUPYIOLErO I/IMKO-
npoterH ¢ubpwina-1 (FBN-1), uto u 06ycnoBnmBaeT muc-
IUIA3MI0 COeVIHUTENbHOI TKaHU. B HacToslee BpeMs OTCyT-
cTByeT opdaHHOe /IeKapCTBEHHOE CPENCTBO M/ KOPpPeKLuM
MyTalMu TreHa, Kogupyomero ¢ubpmwimua-1. YuursiBaercs
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Puc. 5. Autyan bepnap-XXan Mapdcpan (1858-1942).
Fig. 5. Antoine Bernard-Jean Marfan (1858-1942).

Puc. 6. Kamnnueckoe HabGAloAeHne naumenta ¢ CM.
Fig. 6. A clinical case of a patient with Marfan syndrome.
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Puc. 7. Apaxnoaaktnamsa y naumenta ¢ CM.
Fig. 7. Arachnodactyly in a patient with Marfan syndrome.

BBICOKasA SHIOT€HHasA NPOAYKLMA afjpeHaIMHa, I03TOMY 3TOii
KaTeropuy OO/NbHBIX peKOMEHAyeTCsA MPUHUMATD MOXM3HEH-
HO OJIOKAaTOpbI aJjpeHepruyecKux perenTopos. JJaHHOE KiM-
HIYeCKOe HaOMoeHe IPEeACTaBIsgeT KINHIIeCKIIT NHTepec:
BO-IIEpPBBbIX, 3a103fanoit AuarHocTukoii CM, BO-BTOpBIX, Jie-
TOYHBIM (PeHOTHUIIOM CHMHPOMA, IIPOSIBIEHEM KOTOPOTO SIBU-
JIUCD PeUMAUBMPYIOLIe THEBMOTOPAKCHI — 9TO pefKas popma
3aboneanyA. OCHOBHOJ Npu4nHON cMepti 60nbHBIX ¢ CM
SIBJISIETCA PAacC/IaMBaIOLIAACA aHeBPU3Ma a0PThI.

OxupeHue 1 ero BAusiHne

Ha pecnupaTopHyl0 CUCTeMY

MexAUCIUTMHAPHON BceoOBbeMITIOLEll IPOO/IeMOil B COBpe-
MEHHOJ MeMIIMHCKOI MpaKTHKe AB/IAeTCA M30ObITOYHAS Macca
TeJIa KaK y ieTelt, Tak U y B3pocibix. Oxxupenne — HakTop pycka
TAaKJX ITATOJIOTMI, KaK CaXapHBII AMabeT, CepeIHO-COCY/AUCThIE
U OHKOJIOTHYeCKue 3a00/IeBaHNsI, CUHAPOM TUIIOIHO3/aIlHOd BO
BpeM:I CHa, OCTEOAPTUTHI ¥ LIeTIblil PAJ, SPYTUX TaKXKe COLMANbHO
3Ha4YMMBIX 3a00/1eBaHmii YenoBeka. [To oduimabHoit nHpOpMa-
1yt Muasgpasa Poccu, n36bITogHas Macca Tejta Cpey ieBOYeK
¢ 1975 no 2016 r. Bbipocna ¢ 0,7 1o 5,6%, y MaJIb4MKOB 32 9TOT
ke niepuop — ¢ 0,9 go 7,8%. Ilocnegnne anupeMmonorndeckue
MCCIIEOBAHYIS IO IPO6/IeMe OXKUPEHNMS CBUIETENILCTBYIOT O TOM,
41O 6O7Iee YeM y 25% JIeTCKOrO HaceNeHNs PeruCTpUpPYyeTcs 13-
OpITOYHas Macca Tenma. OXKupeHne Kak MeAUKO-O1oIordecKas u
colasbHast po6eMa BBIIIIO Ha OJHO U3 IIEPBBIX MECT B CTPYK-
Type 3a00/1eBaeMOCTH ¥ CMEPTHOCTI COBPEMEHHOTO 00I1eCTBa.
Kak 6071e3Hb OXXMpeHMe MMeeT TeTePOreHHYI0 IIPUPOAY IIPONC-
XOXK/IEHVIS, M JaCTO OHA CBOVM HA4a/IOM YXOINT B IeTCKUII ITepy-
off pasBUTHA YerioBeKa. CerofHsA M3BeCTHA LiefIas IPYIIa TeHe-
TUYECKVX CMHJPOMOB, KOTOpbIE NPENpacHoNaraloT K PasBUTHUIO
oxupennsa. K TakoBbIM oTHOCAT cuHApoMmbl IIpapgepa-Buminn,
Bapme-bupna, Anbcrpéma, ITammucrepa (ynpHapHO-MaMMap-
HbI1 cuHppoM), béppecona-Popcmana-Jlemana, Kapmentepa,
KosHa [7]. [I/1s1 HUX XapaKTepHa pasHas JTOKalIN3aLsa MyTUPY-
IOILIETO FeHa B TeHOMe 4€/IOBEKa, YTO IMIIHNUIT Pa3 IOf4epKIBaeT
reTepOTeHHYIO IIPUPOLY OXKUPEHMA KaK 60/Ie3HM, YaCTO CBOUMM
KOPHAMM YXOJAIIYI0O B TeHeTUYeCKYIo pupopy. s ycnemnHo-
T0 yledeHNs1 GOIbHBIX C OKMPEHIeM HeOOXOiMMa TeCHasl KOOIIe-
panysa Bpadell pasHBIX CIELMaNbHOCTEN; B KOHTEKCTE JAHHO
CTaThbJ XOTENIOCh OBl IOAYEPKHYTh TECHOE B3aVMOJEIICTBIE Bpa-
Ja-IleAuaTpa U Bpada-TepalleBTa I Iy/IbMOHOJIOTA B pas3paboTKe
3¢} eKTMBHBIX 11 Pe3y/IbTaTUBHbIX IPOrPaMM JIe4eHNs U podu-
JIAKTUKU OXKUPEHVA.
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BbA n XObA: Bo3pacTHble acnekTbl pa3BMTHs

Cpeny MHOTOYNMC/IEHHBIX XPOHIYECKUX 3a00/IeBaHMiT Opra-
HOB [IBIXaHMs TUAMpYIOIliee MEeCTO IIPUHAMIEKUT DA 1 xpoHn-
JecKoit 06cTpykTIBHOI 60me3Hn merkux (XOBJI). BA o6brauo
[e60TIpPYeT B IETCKOM BO3pacTe U CO BpEMEHEeM MOXKET TPaHC-
¢dopMupoBarhcs BO B3pocayio popmy 3aboneBanus. B knnunye-
cKolt KapTiHe BA eTckoro Bo3pacTa I y 4eJIoBeKa BO B3pOCTIOM
COCTOSIHMM MMEETCS LIeNblil pAf, OT/IMYMIL; OHM 3aTpParuBaioT
KIMHUYECKNEe IPOABICHMSA CaMoil GO/Me3HM ¥ CYILIEeCTBEHHO
3aBUCAT OT MOPPOPYHKIMOHATLHBIX OCOOGHHOCTell BO3pacTa
JeJI0BEKa, a TAKoKe OT IPUPOJbI STUOIOTMIECKUX (HaKTOpoB 60-
ne3uy. OGHAKO CYTb 6OIE3HNU COXPaHEHa, U YCIIeIHas! peatnsa-
1A JIede6HOI IPOTPaMMBbl 3aBICUT 9acTO OT KOOIEpalmy Kak
HefuaTpa U TepareBTa, TaK 1 Bpada-IIyJIbMOHOJIOTA.

XOBJI TpafUIMOHHO CYMTaeTCA H0/Ie3HBIO Ye/IoBeKa, BO3-
pacT KOTOpOro duaiie Bcero mnpesbiiaer 40-meTHuit pybex.
CospemenHas koHuennyusa XObBJI ncxogut n3 mpuHIuIa KOH-
TpOMpyeMoCTy 3abomeBaHusA (WK ePBUYHON ¥ BTOPUIHO
npodumakTukn): 60/1e3Hb MOXKHO IPEFOTBPATUTH 1 YCIIEIIHO
ee jie4nTp. VHade roBOpsi, OCTPO CTOUT IpObIeMa paHHell an-
arHoctukyu XOBJL, t.e. npenXOBJI. B TakoM cy4ae BOSHUKAeT
HeOoOXOAVMOCTD BBIAB/IATH Ha4a/lIbHbIe MPU3HAKY STON COLM-
QJIPHO 3HAYMMOI 60/IE3HN yXKe B IIOAPOCTKOBBI HEPUOf. ITO
HOJIOXKeH)e OCHOBaHO Ha TOM (hakTe, 4TO, K OO/IBIIOMY CO-
JKaJIeHNIo, IeTV TIOAPOCTKOBOTO BO3pacTa HAYMHAIOT KyPUTb.
B 3TOT mepmopi MX >KM3HM JIETOYHBIE CTPYKTYPbI OCOOEHHO
YyBCTBUTEIbHBI K IOBPEXAOLIEMY JIEMCTBUIO XMMMYECKUX
Cy6CTaHINIl, BXOJSAIIMX B COCTaB TaGa4HOrO AbIMA.

3akAl0ueHue

COBpeMeHHaH KIIMHN4YECKadA MeEOMIIMHa OCHOBaHa Ha IIa-
pam/[rMe, KOTOpaﬂ, C OJIHOIZ CTOpOHbI, BKJ/IIO4YaeT I/ICTOpI/I‘-IeCKI/I
CIIOXXUBIIINE HpMHHMHbI KHaCCI/I‘IeCKOI?I Me,T_[I/IIII/IHCKOIu/I HaYKI/I,
C [PYTOJ CTOPOHBI, OCHOBaHA Ha T€X HAYYHbIX NOCTVOKEHUAX,
KOTOpre HPMBHECJII/I uccnenoBaHuA 110 I‘eHOMy Ye/I0BE€Ka U €ro
peI[aKTI/IpOBaHI/IIO Ha OCHOBE B3a]/IMOII€I7[CTBI/IH C cucreMamMm uc-
KyCCTBeHHOI‘O VMHTEIIJIEKTA. OTKpr}II/[Cb HOBbIE I‘OpI/ISOHTbI B I10-
3HAaHMU Ye/I0BeKa B Iepyoj ero 6onesHn. Ilop BvsAHMeM coBpe-
MEHHBIX OMAarHOCTUYCCKUX nporpaMM, KOTOpre OXBaTbIBAIOT

IIVIPOKNIT KPYT METOOB: MOJIEKY/LIPHO-OMO/IOrMYeCKNX, TeHe-
TUYECKOTO TUIMPOBaHNA, UMUDK-IMAaTHOCTUKY U IPYTUX, — OT-
KPbIIACh BO3MO>KHOCTD OIMVChIBATh HOBbIE OOJIE3HM, CUHIPOMBIL,
aKTUBHO BBIAB/IATH JUATHOCTUYECKIE U JTIeueOHbIe OMOIOrmIec-
K1e MapKepbl. Pe3y/ibTaToM 9TOro HaIlpaBeHNUs ABJAETCA 3HA-
YKTETbHOE paCIIMpeHNe Kpyra pefKux OoymesHeit M CO3[aHMs
op¢aHHBIX TeKapCTBEHHBIX CPEACTB. B CBA3M ¢ 9TUM BO3HMKA-
eT HeoOXOAMMOCTb ONTMMM3MPOBATh IOATOTOBKY Bpadeil IIO
CIIeIMAIbHOCTAM «IefUaTpus» U «Tepanus». Ha coBpemenHOM
JTarne Bpay-MegyaTp SO/DKEH OBITh XOPOLIO OCBETOMIIEH O CO-
CTOAHMM 3[0POBbSI POAUTENEN CBOETO MAaJIeHbKOTO MaIVIeHTa;
B TO )K€ CaMOe BpeMs Bpauyl TepaIleBT, IIy/IbMOHOJIOT, a/l/Iepro-
JIOT MOJDKHBI BIAJeTh METUIITHCKO MH(bopMaumeﬁ[ 0 3[0pOBbe
CBOETro B3POC/IOro MallMeHTa HauMHasA C Mepuoja ero AeTCTBa.
C y4eTOM COBpEMEHHBIX JJOCTVKEHMII B HEOHATO/IOT MY Bpay Bce
vaire OyfieT BCTpeYaThCsl C TATOIOIVEN PeCIPATOPHON CHCTe-
MBI TIAIIeHTa, BO3HUKIIIEN y HETO ellle Ha 3Tare SMOPIOHATbHO-
ro pasButus. HakammBaeTcst Bce 607blile JAHHBIX O TeHeTHYe-
CKOII IpUpOfie 3a00/IeBaHMIl OPraHOB IbIXAHN, TI03BOJISIOIINX
paspabaTbiBaTh MHAMBUAYAIbHbIE IIOAXOABL K VX JMATHOCTVIKE
u neveHuio. HakoHel, Takue caMble pacpoCTpaHeHHbIe 3a0071e-
BaHMA [bIXaTeTbHONM CUCTEeMBI, KakuMu ABsaoTcsa bA u XOBJI,
VIMEIOT IIeMaTPUYECKIII aHaMHES, YTO ¥ IOJDKEH YUUThIBATh CO-
BPEMEHHBIII Bpa4-TepaIesT.

PackpbiTie MHTepecOB. ABTOP JeKIapupyeT OTCYTCTBME
SIBHBIX )1 IOTEHIVIa/IbHBIX KOH(INKTOB MHTEPECOB, CBA3aHHBIX
¢ my6/IMKalyeit HaCTOSIIEN CTaTby.
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