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COBPEMEHHDBIE MPEACTABJIEHUAA O PA3SBUTUN
N HAPYLUEHUAX PA3BUTUA NNETKUX Y OETEN
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Peziome: 3a60neBaHNA OPraHOB AblXaHWA 3aHUMAIOT BEAYLLEe MECTO B CTPYKTYpe 3a601eBaeMOCT B LETCKOM
BO3pacTe. /1A NOHNMAHWsA STUONOTY, MaTOreHe3a 1 TeYeHUs 3a601eBaHUSA NETKNX Y feTell HEOOXOAUMO 3HATb
0COBEHHOCTU UX Pa3BuTKA. [peacTaBieHHble B 0630pe AaHHble 06 aHTeHaTallbHbIX U MOCTHATaNIbHbIX CTaAUAX
pa3BUTKA NErKNUX AEMOHCTPUPYIOT afanTaLmio MOPdOOrMYECKOro CTPOEHNSA OPraHOB AblXaHWA Ha PasfnyHbIX
STanax OHToreHesa K GYHKLMOHaNbHbIM MOTPEOHOCTAM OCYLLECTBNEHNA AbIXaHUA. HapyLleHVa TOHKMX MeXaHW3-
MOB PecnMpaTopHOro MopdoreHesa B pesysibTate BAVAHNA FEHETUUYECKUX U BHELIHUX GAKTOPOB MNPVBOAAT K
bopMMpOBaHMIO MOPOKOB Pa3BUTUA, ANDPY3HBIM HAPYLIEHWAM PA3BUTUA NIETKUX 1 IEFOYHOW FMMNONasuu, NH-
TepcTuumanbHbIM 3a6oneBaHuAM nerkux. C Bo3pacTHbIMU MOPPOdYHKLMOHANbHBIMU OCOBEHHOCTAMM JIEFKUX Y
[EeTel CBA3aHbl Y 0COGEHHOCTUN MPEAPaCMoNIOKEHHOCTM K Pa3fiUHbIM 3a0601eBaHNAM, UX KITMHUYECKO KapTUHbI,
AVIArHOCTMYECKUX U JIeYeOHO-NPodUNaKTUYECKUX NOAXOA0B K BEAEHUIO MALMEHTOB.

Knioueasvie cnoea: passumue sieekux; HapyweHUs pa3sumus sieekux; 2unonsaasus 1e2Kux; MyKoUUuIUuapHsll KIupeHc;
pecnupamopHsll MUKpobuom,; 0emu.
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DISORDERS OF THE LUNGS IN CHILDREN
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Summary: Respiratory diseases occupy a leading place in the structure of morbidity in childhood. To understand
the etiology, pathogenesis and course of lung disease in children, it is necessary to know the features of
their development. The data presented in the review about the antenatal and postnatal stages of lung
development demonstrate the adaptation of the morphological structure of the respiratory organs at various
stages of ontogenesis to the functional needs of breathing. Violations of the subtle mechanisms of respiratory
morphogenesis as a result of the influence of genetic or external factors leads to the formation of malformations,
diffuse disorders of the development of the lungs and pulmonary hypoplasia, interstitial lung diseases. The age-
related morphofunctional features of the lungs in children are also associated with the features of predisposition
to various diseases, their clinical picture, diagnostic and therapeutic and preventive approaches to patient
management.

Key words: lung development; lung development disorders; lung hypoplasia; mucociliary clearance; respiratory
microbiome; children.
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Pa3Butre pbixaTenbHOM CUCTEMbI 4YenioBeKa npea-
cTaBnAeT cobo MHOIMOYPOBHEBbBIN MPOLLECC, B Pe3ysib-
TaTe yero dopmupyeTca cnoxkHaa mMopdonormnyeckas u
byHKUMOHanbHasA CTPYKTypa, OCHOBHOW GYHKLMen Ko-
TOpOW ABNsETCA ra3oobmeH. MopdoreHes nerkmx B oc-
HOBHOM 3aBWCUT OT B3aMMOAENCTBUA MeXIy /ero4yHON
SHTOAEPMOW 1 OKPY»KaloLLe ee Me304epMoN. ITn B3au-
MOZENCTBUA CTPOro PerynmpyloTca BO BpPeMA BHYTPU-
YTPOOHOro Pas3BUTKA, U NtOOON AedeKT — reHeTUYeCKmin
WS SMUTEHETUYECKNA — MOXKET NpUBeCTU K GopmMumpo-
BaHWIO Pa3/IMYHOWN NEroYHOW MaTosioruu B NOCTHaTalb-
Hom nepuoge [1, 2]. Pa3Butre AbixaTenbHOW CUCTEMBI
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yenioBeKa NPOXOAUT HECKOJIbKO NOC/iefoBaTeSbHbIX, CBA-
3aHHbIX MeXay cobon cTaguin Unu Nepropos, BbleneH-
HbIX, MPEeXae BCEro, Ha OCHOBaHMM MOPGONOrMYecKmX
KpuTepues. HapyweHua Bo Bpems BHYTPUYTPOOHOro
pa3BuUTUA MOTYT NPUBECTU K GOPMUPOBAHNIO BPOXKAEH-
HbIX MOPOKOB JIErKOro UK APYrM BPOXAEHHbBIM 3a0011e-
BaHMAM. HopmanbHoe pa3BuTUe Nerkux, OGHOBPEMEHHO
C KOTOPbIM NPOUCXOAUT 1 Pa3BUTUE IEFOYHbIX COCYAOB,
BK/IOYAET LECTb CTAafMIA, OXBaTbIBAIOWMUX aHTE- U MOCT-
HaTasbHbI OHTOreHe3. HapyLlueHna pa3BuTnA Ha Kaxkaon
13 flaHHbIX CTaMI COMPOBOXAAETCA COOTBETCTBYOLUMN
MaToNOrMYeCcKMMm COCToAHNAMMN (Tabn. 1).

Ta6nuua 1. CTagum pa3BuTrA N1erkux, nx mopdonornyeckasn xapakrepuctuka v pesynbTaT HapyweHus [2-4]

Table 1. Stages of lung development, their morphological characteristics and the result of the violation [2-4]

Cragna/
Stage

BospacTt/
Age

QopmMmupoBaHue CTpPyKTyp
nerkoro / Development
of lung structures

Poct cocynos /
Vascular development

PesynbtaT HapyleHuna /
The result of the violation

SmbpuoHanbHas / Embryonic

3-7 Hepenb rectauun /
3-7 weeks of gestation

/3 BblpoCTa BEHTpanbHOM
CTEHKM NepeaHen KUWKN pop-
MUPYIOTCA NMPOKCUMMaJIbHble
CTPYKTYpPbl PECNPaTOPHOro
TpaKTa: Tpaxes, rnaBHble 6POH-
xu, 5 ponen n 18 OCHOBHbIX
[ONeK, KpyrHble AbIxaTesnbHble
nyt / The proximal structures
of the respiratory tract are
formed from the outgrowth of
the ventral wall of the anterior
intestine: trachea, main bron-
chi, 5 lobes and 18 main lobes,
large airways

BackynoreHes B He3penon me-
3eHX1Me; BETBU NIeroyHbIX ap-
Tepui obpasytoTca U3 6-i napbl
apTepuanbHbIX XabepHbIX Ayr,
BEHbI KaK OTPOCTKY OT JIeBOro
npepacepaus / Vasculogenesis
in the immature mesenchymea;
the branches of the pulmonary
arteries are formed from the 6
pair of arterial gill arches, veins
as appendages from the left
atrium

ATpes3ns ropTaHu, Tpaxen Unm
nuuieBosa, CTeHO3 Tpaxeu,
TPaxeonuueBOAHbIN CBULL,
NeroyHas areHesus, apTepuro-
BEHO3HaA Manbpopmaums,
BPOXAEHHbIE JIErOYHbIe KACTbI
(BKNIOUAs GPOHXOreHHble
KuncTbl) / Atresia of the larynx,
trachea or esophagus, tracheal
stenosis, tracheoesophageal
fistula, pulmonary agenesis,
arteriovenous malformation,
congenital pulmonary cysts
(including bronchogenic cysts)

MNceBpornangynapHas / Pseudoglandular

5-16 Hepenb rectaymm / 5-16 weeks of gestation

[JeneHue abixaTenbHbIX NyTeN,
dopmumpoBaHme NnpoBoasa-
WX AbIXaTeNbHbIX MyTel,
TEePMUHANbHbIX GPOHXMOT,

16 ypoBHeli pa3BeTBneHnA
AbIxaTenbHbIx nyTen / Division
of the respiratory tract, forma-
tion of conducting airways,
terminal bronchioles, 16 levels
of branching of the respiratory
tract

BeTBneHune KpynHbix apTepui
nerkux napannesnbHo c BeT-
BJIEHMEM [ibIXaTeNbHbIX NyTel;
nossrieHvie MMMPaTNYECKrX
cocypoB / Branching of the
major arteries of the lungs in
parallel with the branching of
the respiratory tract; develop-
ment of lymphatic vessels

AumHapHasa gucnnasus,
ceKBeCTpaLuua Nerkoro,
BPOX/AEHHbIV MOPOK PasBuUTHA
HVIXKHUX [bIXaTeSIbHbIX MyTei
(BpOXXAEHHAA KNCTO3HO-afe-
HOMaTO3HasA Manbdopmauus),
BpOXAEeHHasA AnadparmanbHas
rpbiXa, IeroyHas runonna-
3uA, BpOXAeHHasA nobapHas
amom3emMa, CUHLPOM Bunbam-
ca-Kamnbenna, BpOXXAEHHbIN
CTeHO3 6POHXa, CHAPOM
MyHbe—KyHa (TpaxeobpoHxo-
meranus) / Acinar dysplasia,
lung sequestration, congenital
malformation of the lower
respiratory tract (congenital
cystic adenomatoid malforma-
tion), congenital diaphragmatic
hernia, pulmonary hypoplasia,
congenital lobar emphysema,
Williams-Campbell syndrome,
congenital bronchial stenosis,
Mounier-Kuhn syndrome (tra-
cheobronchomegaly)
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OKoHuyaHue mabJi. 1

Craguna/
Stage

Bospact/
Age

QopmunpoBaHue CTpPyKTyp
nerkoro / Development
of lung structures

Poct cocygos /
Vascular development

PesynbtaT HapyLleHuna /
The result of the violation

KaHanukynapHas / Canalicular

17-26 Hepenb rectauun /
17-26 weeks of gestation

[MpeBpalleHne gncTanbHbIX
AblXaTeNIbHbIX MyTel B OKOHYa-
TeNbHbIV NEePBUYHBIN aLNHYC,
COCTOALLYMNIA 13 PECNPATOPHbIX
OGPOHXMON, aNbBeONIAPHbIX
XOL0B 1 PYANMEHTAPHBIX alnb-
BeOJ1, pa3BeTBfieHne o 23-ro
ypoBHa / Transformation of
the distal airways into the final
primary acinus, consisting of
respiratory bronchioles, alveo-
lar passages and rudimentary
alveoli, branching to level 23

MoBbilweHHan nponudepayma
COCYAI0B 1 MX OpraHu3auua

B KanuisapHyto CeTb BOKPYT
BO3[YLUHbIX MPOCTPaAHCTB /
Increased proliferation of blood
vessels and their organization
into a capillary network around
air spaces

Jleroynas runonnasus,
BPOXKAEHHanA anbBeonApHas
JUCnnaswsa, afbBeoNAPHO-
KanunnapHasa gucnnasma c
aHOMaJIbHbIM MECTOMONOMXEHU-
€M JIeroYHbIX BEH, rMMnonnasms
Nerkoro, fIeroyHas rurnepTeH-
3uAa / Pulmonary hypoplasia,
congenital alveolar dysplasia,
alveolar capillary dysplasia with
misalignment of the pulmo-
nary veins, lung hypoplasia,
pulmonary hypertension

PaclumpeHue aumHapHbIX Tpy-

3ameTHoe paspacTtaHue cocy-

JlerouyHas runonna3sus, PAC Ho-

S ~ c
= S8 60uEK, UCTOHYEHME VX CTEHOK, | OB C ICTOHUEHMEM U CTYLLEHW- | BOPOXKAEHHDBIX, BJ11, nerouHas
S g 1,9, yBeIMYEHME UKC/la MELLOYKOB, | eM Me3eHXUMbI; TOHKUIA 6apbep | runepTeHsus / Lung hypo-
© o . .
4 § é)\ Hauano GopMupoBaHNA Nepe- | «BO3QYX—KPOBb»; ABONHAA plasia, RDS in newborns, BPD,
= a O ropogok / Expansion of acinar KanunnapHasa ceTb B nepero- pulmonary hypertension
= v . . . . .
z O tubules, thinning of their walls, | poake / Vascular proliferation
£ ¢ °§’ an increase in the number with thinning of the mesen-
< 2o of sacs, the beginning of the chyme; thin «air-blood» barrier;
] §I ;',-‘ formation of partitions double capillary network in the
septum
BTropuuHble neperopopku YcKkopeHue pocTa coCcyAoB, HelposHAOKprHHas KneTou-
S o« BHYTPU MELIOYKOB, OTHOCU- CsiHWe LBONHON Kanu- HaA runepnnasva MnageHLUes,
2 5 TeNbHO TONCTble aibBEONAP- NAPHON CETU C UCTOHUYEHVEM NEeroYHbl UHTEPCTULMANBbHBIN
fa) .
52 Hble neperopoaku / Secondary | neperopopaku / Acceleration of | rnukoreHos; HapyLieHve anbBe-
(E & partitions inside the pouches, vascular growth, fusion of the onsiprsaymm, pocta 6poHxuon,
- 58 thick alveolar septa double capillary network with | 6poHxuanbHasa runeppeakTs-
© C . .
o 25 thinning of the septum HOCTb, pemojennpoBaHmne
S 0o
> TR CTeHKU 6POHXOB BCeaCTBIe
N - 8= neroyHon nHoekumn, UBJI
E | o E } ’ N ’
3 ‘;‘ 5= LpYyroi pecnmpaTopHOW Te-
o ;E L ‘g panuu, NacCMBHOro KypeHus /
() .
5 s ug» ey Neuroendocrine cell hyperpla-
3 ® o © sia of infancy, pulmonary inter-
al VU m ey . . .
= o e stitial glycogenosis, violation of
29 alveolarization and growth of
o L . N
S bronchioles, bronchial hyper-
= .. .
Iz reactivity, remodeling of the
O . .
“ 3 bronchial wall due to lung in-
v . .
fection, AVL, other respiratory
therapy and passive smoking
LS v . < QopmurpoBaHe HOBbIX afibBe- | 3aMeTHbIV POCT 1 pemofe- MocTHaTanbHble HapyLleHnsA
o8 c MY
I
o2 . |8E 3 OJ1, UCTOHYEHUE aNbBEONAPHBIX | NMPOBaHMe COCYAOB, TaK Kak pa3BuTKsA, BpoHxManbHasa ru-
cC o .
‘:5: g :'g) qEJ I3 neperopopfok / Formation of nnowaab NOBEPXHOCTV YBEeNN- | NMeppeakTUBHOCTb BCIeACTBYE
s S5 lex® new alveoli, thinning of alveo- | unBaeTca 6onee yem B 20 pa3/ | MAaCCMBHOIO M aKTVBHOTO Kype-
[e] v e
FES x 3£ lar partitions Vascular growth and remodel- | HuAa / Postnatal developmental
© v v . . . .
z § E g ;l: > ing, the surface areaincreases | disorders, bronchial hyperreac-
3 @ P 5= by more than 20 times tivity due to active and passive
c & o 22

smoking

Mpumeyarue: PAC — pecnmpaTopHblin guctpecc-cuHgpom (RDS — Respiratory Distress Syndrome); BJ11 — 6poHxonerou-
Haa aucnnasua (BPD — Bronchopulmonary Dysplasia); IBJT — nckyccTBeHHas BeHTUnAumA nerkux (AVL — artificial lung ven-

tilation).
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SMBPUOHAJIbHAA CTAAUA

3aknagka opraHoB AblXaHWA MPOUCXOAUT y Yeno-
BeKa B KOHLie 3-I1 Hegenu sM6pUOHanbHOro pa3BUTKA.
OpraHbl fibixaHuA — MNPOU3BOAHbIE NULLEBapPUTENb-
HOW TPy6KW. B KayanbHOI YacTyi NEPBUYHON FOTKN, B
LleHTpe ee BEHTPAIbHOW CTEHKU, GOPMUPYETCA NAPUH-
roTpaxeanbHaa 60po3fa, BbICTNAHHaA 3SHTOLEPMOIA.
Yepes HecKonbKo AHel KaydanbHbIi KOHeLl NapuHro-
TpaxeanbHoW 60p0o3bl YBENNUYMBAETCA B pa3Mepax U
pa3ABaviBaeTCA 3a CYeT KNeTouyHow nponudepauun,
bopMMpya Tak Ha3biBaemble NePBUYHbIE BPOHXMONAP-
Hble (6POHXONeroyHble) NOUKM, KOTOpble BHeAPATCA
B OKpYyXaloLylo me3eHxmmy. B Bospacte 28-32 gHen
nocne 3ayatva OGPOHXMONAPHbIE MOYKM YBeNN4YMBa-
I0TCA B pa3Mepax M NPOMCXOANT BTOPOW 3Tan pasBeT-
BneHuA ¢ GopMUPOBaAHMEM 3aKNagKM NePBMYHBIX AO-
neBbIX MOYeK, TPEeTU 3Tan pa3BeTBNeHMA NPUBOANT K
bopMMpPOBaHNIO CTPYKTYP, KOTOPbIE B 3penbiX NIErKnx
6ynyT COOTBETCTBOBaTb JONAM U cermeHtam. OpHo-
BPEMEHHO C 3TUMM 3TanamMu KpaHuanbHasa nopuns 3a-
yaTKa ABNAETCA OCHOBOWN AnA GpopmMUpoBaHua Tpaxeun
N ropTaHu, KOTOpble K KOHLY AaHHOro 3Tana otaens-
I0TCA OT MuueBOoAa Tpaxeo3d3odareanbHOM nepero-
poakonm [1, 5].

NMCEBAOOIMMAHAYNAPHAA
(MCEBAOENE3UCTAA) CTAQAUA

Ha >Tom 3Tane nerkoe BbIrMAQUT KakK »kenesa, OT-
Clofia N Ha3BaHWe faHHom ctagun. Ncespoxkenesncras
CTaguA NpoTeKaeT ¢ 6-1 no 16-10 Heflento BHYTPUYTPO6-
HOro pa3BuUTUA. Ha 31O CTagnm NpoponKatTca pocT
N BETBNIEHNE NEPBUYHBIX OPOHXOB. KOHEYHbIM 3Tanom
3TOro BETBMIEHMA (4UXOTOMUYECKOTO 1 NaTepasnibHOro)
ABnAeTCcs obpasoBaHue 16 reHepaunin 6poHxoB. duc-
TanbHble OTAENbl BETBALMXCA MNEPBUYHbBIX OPOHXOB U
UX reHepauuii obpasyoT B AUCTaNbHbIX OTAENnax Tak
Ha3blBaemble TepMMWHajbHble MOYKW, MpeacTaBafAio-
Wwue cobor rpynnbl akTMBHO NPONUPEePUpPYIOLLMX Kie-
ToK. QopMMpyloLWwanaca KanunnapHasa ceTb CoeguHAeT-
CA Cc apTepmaMn 1 BeHamu. Ha JaHHOM 3Tane KOHTaKTa
HEMHOIOUYNCIEHHbIX KPOBEHOCHbIX KanwuinAapos, ne-
XKalmx B Me3eHXVMe, U NepBMYHbIX OPOHXOB elle He
npoucxoaunT [2]. InuTtenuniit 6pOHXOB LUTMHAPUYECKNN
C pyaMMEHTapHbIMU pecHnYKamu. [nagkme MbiwLbl
6POHXOB NOABMATCA Ha 6-8-I1 Hefene rectayum, Ha
8-12-11 Hepene B Tpaxee 1 GPOHXaX MNOABNATCA XPsA-
wu, Ha 10-1 Hefdene B Tpaxee NOABNAIOTCA »kene3bl [6].
Ha 8-n Hepene MMMyHOrMCTOXMMUYECKMMU MeToAa-
MU OOHaPYXMBAKOTCA NEroyHble HeMPOIHAOKPUHHbIE
knetku [7]. C 16-1 Hegenu rectaumy obHapyxrBarTCA
BHYTpU3aNuTenuanbHble numdounTsl [6].

KAHANNMKYNAPHAA CTAQUA

MpocBeT fbixaTeNbHbIX NyTel paclimpseTcs, yBe-
NNYMBAETCA KOMMYECTBO Kanwuiapos, GopmMmpytoTcs
pecnvpaTopHble 6POHXMOMbI 1 anbBEONAPHbIE MPO-
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TOKW, MOABNAIOTCA aNibBEONAPHbIE MELOoYKMN. KneTku
anuTtenua audbdepeHUUpyYOTCA Ha anbBeosiouunTbl |
n Il TMNoB, NoABnNAeTCA anbBeoNAPHO-KanuInApHasa
membpaHa. Ha 3Toll cTaguun BbIABNATCA NPUMUTUB-
Hble aUMHYCbl, COCTOSALIME U3 PECMUPATOPHbLIX BPOH-
XWOJI, anbBeOoNIAPHbIX MPOTOKOB U anbBeosn. Popmupy-
eTcA asporemMaTnyeckuin 6apbep: 3a cUeT UCTOHUYEHUsA
WUHTEPCTMLMA NPONCXOANT CONMMKEHME NPUMUTUBHbBIX
AUUHYCOB Mexay coboi, KanunnsapHaa ceTb OKpYKa-
€T Pa3BUBAIOLLMECA AUMHYCbl U NPUONMXKAETCA K BO3-
ZAyLWHOMY NPOCTPAHCTBY, 00pa3ya KOHTAKT C SNuTenu-
eM. O4HUM 13 KNIOUYEBbIX MOMEHTOB Ha 3TOW CTaguu
asnaetca gnddepeHymauma anbseonountos | Tmna B
anbBeonouyutbl Il Tna. AnbeeonounTol |l TNA, HaYNHa-
loLie CUHTe3MpPOBaTb CypdaKTaHT, HAXOAATCA B pase
CTAHOBJIEHUS, U NX MOXKHO OGHAPYXUTb B AUCTANbHbIX
oTaenax BO3AyXOHOCHbIX NyTeln. Pe3ko pa3pacTaeTca
KanunnapHoe 3BeHO, NPOHKKaA B NEroYHy0 NapeHxu-
My [1, 2, 4]. K KOHUY 3TOro nepuopga nerkoe cnoco6Ho
OCYyLLEeCTBAATb Fa3000MeH, XoTA aedbunumnT cypdakTaH-
Ta pe3Ko NOoBblLLAeT PUCK PECNNPATOPHOro ANCTPecc-
cnHgpoma (PAC) HoBopoxaeHHbIx. CunTaeTca, 4To 0
22 Hepenb BHYTPUYTPOOHOro pa3BUTMA niowagb no-
BEPXHOCTM ra3000MeHa B ANCTASIbHbIX OTAENax JIerkmx
HefoCTaTOYHA ANA HaJeXHOW OKCUTreHauun U BeHTU-
NAUMK faxe npu Hannumm cypdakraHTa. B HacToawee
BpemMA MHTEHCVBHaA Tepanua U UCKYCCTBEHHaA BEH-
Tunauua nerkux (VMBJ1) BO3MOXHbI Yy HeJOHOLLIEHHbIX
HOBOPOXAEHHbIX, HAUMHasA C 22 HefleNlb BHYTPUYTPOO-
Horo pa3ButuA. MiIMeHHO Ha 3Tane ¢opmMMpoBaHUsA
NepBUYHOrO asporemaTnyeckoro 6apbepa Hespesnble
nerkue Hanbonee YyBCTBUTENbHbI K TMNOKCUK, @ fedu-
umnT cypdakTaHTa pesko nosbiwaeT puck PAC y HoBo-
poXAaeHHbIX [8].

CAKKYNAPHAA (MELLOTYATASA) CTAAUA
TepMuHanbHble auMHapHble TPYOOUKM Ha nepu-
bepumn nerknx NpPofoMKaT BETBUTbCS, PE3KO yBe-
NMumMBas MaolWab BO3AYLWHOro npocTtpaHctea. Co-
3peBatoT anbBeosiouyuntbl |l TMna, npoayumpyowmne
cypdakTtaHT. Anbeonountbl | Trna guddepeHuu-
pytoTca u obecneynBaloT PocT AMCTaNbHOM NOBEPX-
HOCTW Nerkux, ysenmumsas 3¢¢GeKTnBHYIO nnowanb
razoobmeHa. MoaBnATCA rpebHn C anacTUUYeCcKMin
BOMIOKHaMU, KOTOpble AeNAT afibBeonsApHble MeLloy-
KW Ha anbBeosibl, NCTOHYAETCA Me3eHXuma. YBenu-
YyeHMe uncsia anbBeosl COMPOBOXAAETCA pPa3BUTNEM
MUKPOBACKYJISIPHOW CTPYKTYpPbl BHYTPY aLMHYyCa, Ka-
nunnapbl NpUbNMXKaTca K anbBeonountam | Trna.
B 3TOI cTagny ymeHbluaeTca coflepxKaHue coefjuHun-
TeNbHOWM TKaHW B MeXaJibBeONAPHbIX NeperopoakKax,
COKpalyaeTca pacctoaHme andpoysnm mexagy Bo3ayLu-
HbIM NPOCTPAHCTBOM U KanuanAapHbIM pycinom [1, 2].
Mepexop OT KaHANNKYNAPHOW K CaKKyNAPHOW CTagumn
B Pa3BUTUM JIETKUX OTMeYaeT MOPOr XKMN3HeCNoCcobHo-
CTV HefloHowWeHHoro nnofaa. CnHTes cypdaKktaHTa Ha-
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UMHaeTCA € 22-24-n Hepjenn recTaumMm N HapacTaeT K
pOXKAEHUI0. ITOT NPOLECC YYBCTBUTENEH K TMMOKCUMK,
rMnoTepMumn 1 aumposy, No3ToMy Y HefOHOLIEHHbIX
eTel UmeeTCcA He TONbKO CHWXKeHWe CuMHTe3a Cyp-
¢dakTaHTa, HO N BbICTPO KcToWaeTcs ero nyn. Hepo-
CTaTOK M HapylleHna crHTe3a cypdakTaHTa mrparoT
BaXXHYI0 naTtoreHeTnuyeckyo ponb B pa3sutum PAC
HOBOPOXAEHHbIX. [NaBHaA GyHKUUA Nerkux B nepwu-
Of BHYTPUYTPOOHOro pa3BuTUA — 3TO 0b6pa3oBaHme
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deTanbHON NEroYyHom >KUAKOCTU, W3NUBalOLEeNnca
yepes Tpaxew, POT UIN HOC B aMHUOTUYECKYIO XKUA-
KOCTb. B ycnoBmax ycuneHHoro apeHaxka ¢petanbHom
JIErOYHON XNOKOCTY AN NPU MaNoOBOAMN Pa3BMBaeT-
cA rnnonnasua nerkux. Mocne poxgeHna deTtanbHada
NeroyHas XupkocTb noaepraeTcs pesopbuuu, Ha-
pyweHne 3TOro npouecca NPMBOAUT K TPaH3UTOP-
HOMY TaxunHO3 HoBopoXAeHHbIX [9]. MMepBble Abixa-
TeNlbHble ABVXKEHNA PErncTpUpYyTCa Y 7-MeCcAYHOro

Ta6nuua 2. KnuHnyeckue, rmctonornyeckme N reHeTnyeckne ocobeHHoctu AnddysHbix HapyLeHnin passuTra nerkux [10]

Table 2. Clinical, histological and genetic features of diffuse lung development disorders [10]

Mokasatenu | AKL/HPB

| Afl | BAZ

KnuHuyeckue ocobeHHocmu

3BYP nnopa -

Bo3morkHa

+

[ecTauMOHHbIN BO3pacT

[oHoweHHble >90%

[oHoweHHble 80%

[oHouweHHble 50%

MaHI/Id)eCTaLWIﬂ camMmnTomMoB

24-48 y

<24y

24-48 4

Wcxop 3a6onesaHuns

CmepTb B NepBble

Cmepr B nepsble

Cmepr B nepsBble Heaenun,

yacbl/gHN yacbl/gHn HeKOTOpble BbPKMBAIOT
[Mnokcemua PedpakTepHas PedpakTepHas YmepeHHasn
PecnupatopHbIz aunpos + + _
NAT + + +
[eHemuyeckue ocobeHHocmMu
leH FOXF1 TBX4, FGF10, FGFR2 TBX4, FGF10

Twun HacnegoBaHUA

AyTOCOMHO-AOMMNHAHTHbIN

AyTOCOMHO-peLecCUBHbIN

AyTOCOMHO-peLecCUBHbIN

lucmonozuyeckue ocobeHHocmu

JleroyHasa runonnasus - Taxkenasn -

®a3a pa3BUTKA Nerkoro KaHanukynapHas MceBpo-rnaHpgynapHasn KaHanunkynapHaa/paHHAA
CaKKynapHas

AnbBeosibl + - +, HO He 0 KOoHUa chopmu-
pOBaHbl

AuVHapHble CTPYKTYpPbI + - Cumnandukaums, CHXKe-
HO KOJINYeCTBO

CmelleHne neroYHbIX BeH + - -

JIumdaHrnoskrasbl + - Pepko

BHenerouyHble NOPOKK pPa3BUTUA

MKenyaoyHO-KULEeYHbIN TPaKT +

Mouenonosas cucrema

CepﬂeqHO-COCWJ,VICTaﬂ cncTemMa +

KocTHO-MbIWweYHadA cuctema -

+ |+ [+ |+

JIOP-opraHbi _

Koxa -

+ |+ [+ [+ |+ |+

—+

JNnueson aucmopodnsm -

lMpumeyarusa: ALl — aunHapHaa gucnnasua; AKI/HPJIB — anbBeonAapHo-KanunnApHaa AUCnaasna C HapyLleHnem pacnosno-
KEHUA NeroyHbix BeH; BALl — BpoxaeHHaA anbBeonApHas aucnnasus; 3BYP — 3agepikka BHyTpuyTpobHoro pocta; JIAI —

neroyHasa aptepuanbHasa runepTeH3mns.
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Tab6nuua 3. NaTonornyeckme cocToaHUA 1 3a6oneBaHNA, acCoLMMPOBaHHbIE C IeroYHON rmnonnasuen [12]

Table 3. Pathological conditions and diseases associated with hypoplasia of the lungs [12]

MexaHunsm

MaTonornyeckue coctosiHUA 1 3aboneBaHnA

YMeHblueHne BHYTpu- - [unadparmanbHas rpbixa.

+ JleroyHas cekBecTpauuna.

« AxoHpponnasus.

+ DBeHTpauus gnadparmbi

rpygHoro obbema + BpoxAeHHbI NOPOK Pa3BUTMA HUXKHUX AblXaTesbHbIX NyTen (BPOXKAEeHHAA KNCTO3HO-
afileHomaTo3HasA Manbdopmaums).

+ QeTasbHbIN rMApoTapakc (remonuTnyeckas 6onesHb nioga, HeMMMyHHas BOLAHKa Mioza).
+ BpoxpeHHble gedpopmaumm rpyaHoN KNeTku.

» He3aBeplueHHbIl ocTeoreHes.
+ BHyTpurpyaHas Helipobnactoma.

MponoHrnpoBaHHbIN + AreHesns nouexk.

ONUrorVAPOAMHIIOH + BpoxpaeHHan 06CTPyKLMA MOUYEBBIBOAALLMX NYTE.

« [IByCTOPOHHSASA NoYeyHas AUCnniasus.

« [1ByCTOPOHHUIA MONIMKMCTO3 MOYEK.

+ [1pONOHIMPOBaHHbIN NPEXAEBPEMEHHDI Pa3pbiB OKONOMIOAHbIX 060M104eK

HbIX AbIXaTeJIbHbIX Mo3ra.

YMeHblueHne d)ETaJ'Ib- . BHyTpI/IyTpO6HbIe noppexpgeHuma LUHC, B 0CO6EHHOCTM CTBOMA FOIOBHOIO MO3ra, CMMHHOIO

OBVIXKEHUI + BHyTpuryTpoG6Hble MoBpexaeHna gnadparmanbHOro Hepsa.
+ BpoxaeHHbII MHOXeCTBEHHbIV apTPOrpunos.
+ lNpuem maTepbto Bo Bpems 6epeMeHHOCTV aHTUAENPECCAHTOB

» CuHppom dnepca-LaHnoca

BpokaeHHble nopoku « Tetpaga ®anno.

cepAua C HapyLleHnem - [vnonna3sua npaBoro cepgua.

NIEeroYyHON remofunHa- + [vnonnasma neroyHom aptepum.

MUK « CMHApOM ATaraHa c NPaBOCTOPOHHEN runonaasnen
XpOMOCOMHbIe 1 FreHeTun- « Tpucomua xpomocom 13, 18, 21.

yeckue 6onesHun « X-cuenneHHas MyTauus reHa ¢unammHa A (FLANA).

nnoAa, OHYW HeobXoAMMbl ANiA CTUMYMALMN PA3BUTUSA
AblXaTenbHbIX MbllL, [6].

HapyLueHne pa3BmTra Nerkoro Ha KaHanuKynapHoOM
N CaKKyNAPHOW CTafuAX COMPOBOXKAAETCA runonna-
3veil nerkoro, npepacTaBnAlLed cobol HapylleHne
pa3BUTUS NepuPpepryecKknx oTAeNoB GPOHXMANbHOTO
LepeBa, NIerouHbIX COCYA0B (UTO CONPOBOXAAETCA ne-
rOYHOW rMnepTeH3nen) N anbBeONAPHON TKaHW, B page
cnyJyaeB coveTawllenica ¢ nponudbepaumnen UHTEPCTU-
umanbHon TKaHw. MepBuyHasa rmnonnasna — pedext
aHroreHes3a, BaCKyoreHesa u mopgporeHesa nerkmx B
pe3ynbTaTe HapyWeHUs PerynaTopHon GyHKUMM CUr-
HanbHbIX cucTem. [poABNeHUAMN NepPBUYHON TUMNO-
nnasum nerknx ABATCA Takne neTanbHble B NepBble
MECALbI XKU3HV reHeTUYECKN 00YC/TIOBNEHHbIE 3abone-
BaHUA, KaK auMHapHasa QUCNNasnsa, BpOXaeHHasa anb-
BeONAPHasA AUCNIa3vsa, anbBeOoNAPHO-KanuApHas
[MCNNasna ¢ aHOManbHbIM PAcroNOXKeHEM NIerOUHbIX
BEH, OTHOCALLMECA K Pa3HOBUAHOCTU MHTEPCTULMANb-
HbIX 3a6oneBaHuin nerkux (U31), — andodysHbim Hapy-
WEHNsIM Pa3BUTKA Nnerkux (Tabn. 2). Bo3HMKHOBeHMue
BTOPUYHOW rMMOMniasny nerknx, 4acto HeooLeHBa-
€MOoVi B KIIMHUYECKON NpaKTUKe, CBA3aHO C reHeTnye-
CKVMM 3a60neBaHUAMM, 6ONbLWIMM YNCIOM Pa3fINYHbIX

BHYTPUYTPOOHbIX aHOManuii, CreAcTBUEM KOTOPbIX
ABMAETCA HapyLleHWe AbIXaTeNibHbIX ABWKEHW MJio-
[la Vnn orpaHnYeHne BHYTPUIpyLHOro NPOCTPaHCTBa,
Hanpumep, OAUro- WUAN NOAUTMAPOAMHUOH, fedop-
Maumn rpyaHon knetkm [10-13]. Tmnonna3sua nerkmnx
TaKXKe MOXeT OblTb pe3yfibTaTOM Hanunuusa OOMOfHU-
TENbHbIX BHYTPUTPYAHbIX WU BHYTPUOPIOWHBIX Macc,
HellpoMblLLIeYHbIX 3aboneBaHUN, NPUBOJALLMX K HAPY-
weHuto dyHKUmm gradparmel (Tabn. 3).

Hedbopmauma rpygHON KNeTkn, xapakTepusytoLlas-
CA KaK ynjoweHne, MOXeT ObiTb MPU3HAKOM r1nona-
3um nerkoro. O runonnasnn nerkux Takxe OygeT cBu-
[leTeNnbCTBOBaTb 3afiepKKa YBEIMUYEHUA OKPYKHOCTU
rPyAHON KNneTku. ApKUM MPUMEpOM 3TOro ABNAETCA
cnHapom MKeHa [14]. Tunonnasuna nerknx conpoBoXKAa-
eT 6onbluoe YMCIO Pa3INYHBbIX NMATONOMMYECKUX CO-
CTOAHWUI N HEraTUBHO BAIUAIET Ha MX TeueHune: npegpac-
nonaraeT K YacTblM 1 TAXKeNbIM NeroyHbiM nHbekunam
(Hanpumep, ocTpomy unu obnuTepupytowemy 6poH-
XVONNTY); CNOCOOCTBYET Gonee TAXENoMy noBpexae-
HUIO anbBeon npu ucnonb3osaHnn VIBJ1 B nocneone-
paLMOoHHOM nepuofe (Hanpumep, Npu onepaumnsax no
noBofy BPOXIEHHbIX MOPOKOB cepAua); onpeaensaet
HeaddeKTMBHOCTb Tepanuu (3amecTutenbHaa cypdak-
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TaHTHaA, pecnupaTopHasa Tepanua) y 4acTu nauueH-
TOB; MOXET npegpacnonaratb K pa3BuTUIO MHEBMOTO-
paKca; NPMBOAUT K Pa3BUTMIO IEFOYHOM rMnepTeH3ny;
M3MeHAEeT MoKasaTenn QyHKLMM BHELWHEro [AbIXaHWUA
Ha BeCb Nepunog npeacrosaien XusHu [4, 15-19].

AJIbBEOJIAPHAA CTAJQUA

AnbBeonApHaa CcTaguAa HaunHaeTcAa ¢ 36-n Hepgenn
BHYTPUYTPOOHOrO PasBMTUA N NPOJOIIKAETCA BNIOTb
Zo 3 net. B a1y ctaguio npoucxoguT popmmpoBaHmne
WCTUHHBIX anbBeosl. Hanbonee akTUBHbIN POCT U ANG-
depeHLMpOBKa BCex CTPYKTyp auuHyca ¢ obpasoBa-
HMEM HOBbIX afibBEOJST MPOUCXOAAT Ha MEPBOM roay
XU3HW. AnbBeonbl GOPMUPYIOTCA He TONIbKO K3 Me-
WOTYaTbIX CTPYKTYP, HO Takke GepyT Hauyano oT Tep-
MUHaNIbHbIX GPOHXMOJ, KOTOpble MepecTpanBarTca
B pecnupatopHble GpoHxmMonbl. NHTepcTMLmManbHbI
KOMMOHEHT B MEepPBUYHbIX MeXalbBeONAPHbIX Mnepe-
ropofKax 3aMeTHO NCTOHYAETCA, OQHOBPEMEHHO MPO-
WUCXOOUT CAUAHUE ABOWHOW KanunnAapHOW CeTu BO
BTOPUWYHbIX MeXaNlbBEONAPHbIX MeperopofKax B OgHy.
B pesynbTaTe cTpemuTenbHO yBeNNYMBaeTCA Konnye-
CTBO asibBeos1 — npumepHo ¢ 30-50 MJIH Y HOBOPOX-
AeHHbix go 300-600 mnH y B3pocnbix. lnameTp anbse-
on HoBopoXxAaeHHoro (0,05 mm) B 4-5 pa3 MeHblLUe, YeM
anbBeon B3pocnoro (0,2-0,25 mm). Yncno anbBeonbl
yBenmuMBaeTca A0 2-NeTHero Bo3pacra, 0CobeHHOo
WHTEHCUBHO B nepBble 6 mecaueB [5]. 3TOT npouecc
B JIErKUX COMPOBOXAAETCA POCTOM YMC/a afbBeOsIO-
untos | v Il Tinos. AnbBeonouunTbl | Tna BbICTUNAKOT
Ha faHHOM 3Tane 95% noBepxHOCTU anbBeon. Ha no-
BEPXHOCTb KOHEYHOW nfiowaan rasoobmeHa 1 anbse-
onApu3aLMI0 HeraTMBHO BAMAT AeduUUTHOE nuTa-
Hue 6epeMeHHOW, MMMNOKCKA M0Aa, BHYTPUYTPOOHbIe
NHbEKUUM, TNIOKOKOPTUKOCTepouabl. B nepuoge Ho-
BopoxgeHHocTn WBJ1 n ToKcmuyeckoe BO3AeNCTBME
KNUCIOpoAa TakXKe MOryT HapywaTtb pPOCT JIerkux u
npeapacnonaraTb K pa3BUTUIO XPOHMYECKMX 3abone-
BAHWUIN NErknx, K KOTOPbIM OTHOCUTCA GPOHXOsNerou-
Has gucnna3us (bJ14) [20].

MeTabonunyeckne nsmeHeHua (rMNoKcemus, rmnep-
KanHuA, aunaos v ap.), BO3HMKalowwme B pOAax, U BHeL-
Hee BO3[eNCTBME Ha N0 aKTUBUPYIOT PETUKYNAPHYIO
dopmaumio, HUCXoAsALEee BNAHME KOTOPOW Ha AblXa-
TeNbHbIN LEeHTP NPUBOANT K OCYLLECTBIEHMIO MEPBOro
Baoxa [21]. MHeBMaTU3aLUmA NErknx HOBOPOXKAEHHbIX
NPOUCXOANT MOCTENEHHO B TeyeHne nepsbix 48 yacos
U3HU. HepaBHOMEPHOCTb MHEBMAaTU3aLMK NETKUX Y
HOBOPOKAEHHbIX COXpPaHAeTCA B TeueHne 7-10 gHen,
UYTO MOXET ONpeaenATbCA B 3TOM BO3pacTe MeTofamm
BM3yanu3aunn.

MmetoTca onpepeneHHble MoOnoBble 0COHBEHHOCTM
NErknx y HOBOPOXAEHHbIX: CpeiHNe pa3mepbl Nerkmx
Yy HOBOPOKAEHHbIX AEBOYEK MEHbLUe, YeM Yy Manbuu-
KOB; fibIXaTesibHble 1BUMEH WA BO BHYTPUYTPOOHOM ne-
priofie paHblle BO3HMKAIOT Y IeBOYEK; NIerkKne AeEBOYEK
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UmetloT 6onee 3penblii cypdakTaHT 1 KOJIMYECTBO €ro
6onblue; AbixaTeflbHble MyTW ManbyYMKOB BMOTb [0
12-neTHero Bo3pacTa yxe 1 AJINHHee, YeM Yy AeBOYeK,
YTO co3faeT XyALmne ycnoBua BeHTunAumn [22, 23].
XpAwm B 6poHxax npopomkalT GopmrnpoBaTb-
CA A0 2 mecAueB NOCTHATaJIbHOM »KU3HW. Y HegoHO-
LWEHHbIX MbllleYHAsA Macca OPOHXOB OTHOCUTENbHO
MX pasMepoB Gosblue, YeM Yy [OHOLIEHHbIX. Y peTel
paHHero Bo3pacrta MblleyHaa Mmacca GPOHXOB 3HauK-
TenbHO yBenuumBaeTca nocne VBJT nnn nepeHecen-
HOTro oCTporo 6poHxronuTa [6]. K poxaeHuto B Hopme
NPOUCXOANT Perpecc NeroYHbiX HEMPOIHOAOKPUHHbIX
KNeTOK, OTBETCTBEHHbIX 3@ HOPMasibHOe BHYTPUYyTPO6-
HOe pa3BUTUE NETKUX, N KNETOK JIErKOro, coiep allymx
rnukoreH. Mpu HapyweHnn 3TNX NPOLECCOB Pa3BMBa-
toTCca Takme W3J1, cBA3aHHblE C MepPCUCTEHLNEN TNCTO-
NOTNYECKNX CTPYKTYp deTanbHOro nerkoro, Kak Hem-
PO3HAOKPMHHAA KNEeTOYHaA rmnepniasna mnageHues,
NIErOoYHbI MHTEePCTMLUMANbHbBIN rMKoreHos [11, 24].

CTAAQNA NOCTHATAJIbHOIO
CO3PEBAHUA NNIETKUX

CunTaetca BO3MOXHbIM GOPMUPOBaHKE aLMHYCOB
Ha NOCTHaTaslbHOM 3Tane pa3BuTua nerknx. C poctom
YBE/INYMBAOTCA pPa3Mepbl XPALEBbIX MNaCTUHOK B
CTeHKax OpPOHXOB MPU YMEHbLUEHNW OTHOCUTENbHO-
ro obbema XpALEeBON TKaHU B COCTaBe OGPOHXMasb-
HOW CTEeHKN, NPOUCXOANT HEKOTOPOE OTHOCKTEeNIbHOe
yBE/IMYEHNE MbILIEYHOTO C/10sl, XOTA abCONMTHOE KO-
JINYECTBO MbILLIEYHON TKaHW YybbiBaeT. AHaNornyHo
yBeNUUMBalTCA OpOoHXManbHble »Kenesbl. AfBeHTU-
LMA KPYMHbIX OPOHXOB YaCTUYHO 3aMeLlaeTca XUpo-
BON KneTtyaTkoun. C BO3pacTOM HapacTaeT KOIMYecTBO
3M1aCTUYECKUX BONOKOH B MEXaSIbBEOJIAPHbIX Nepero-
popkax [6, 21]. ECnn y HOBOPOXAEHHOI0 MeXcermeH-
TapHble NPOCIONKN PbIXNON COeQUHUTENbHON TKaHU
BblpakeHbl JOBOSIbHO YETKO, TO B AajibHewnLlem rpa-
HULbI MeXJy CerMeHTamu Cria)kuBalTca U onpepge-
NATCA C TPYAOM, OCOOEHHO B HVXHUX gonsx. K 8 ro-
JaM CTPYKTypa aLUHYCOB MOSIHOCTbIO COOTBETCTBYeT
UX CTPYKType y B3pocnbix. [ocne 8 net poct ob6bema
NEerknx oCyLlecTBAAETCA NyTEM yBEIMYEHNA Pa3MepOoB
CTPYKTYpP aLMHYCOB A0 TeX Nop, Noka 06bem rpyaHom
KNeTKM He OOCTUIHET CTabubHbIX pa3mepos [5].

AnbBeonbl oTAeNneHbl ApPYyr OT Apyra mexasbBeo-
NAPHbIMX NeperopogKkamu, B KOTOPbIX UMEITCA OTBEP-
ctuAa — nopbl KoHa anameTtpom 2-13 mkm. Yepes nopol
KoHa ocyuiecTBnfeTca KonnatepanbHbli 06meH (BO3-
LyXOM, a TakKe Makpodaramu B HOpme, BOCManuTesib-
HbIM 3KCCYAaTOM MpPU KPYMO3HOW NMHEBMOHUMN) MeXay
anbBeoslaMu, a C NMOMOLLbI KOPOTKUX KaHanoB (nopbl
JlambepTa) anbBeosibl COefMHATCA C BpoHXMonamu,
yTo ObecneumBaeT ele OAWH KosaTepasbHbl NyTb
nocTynneHna Bo3ayxa B anbBeosnbl. B nerkmx s3pocno-
ro YenoBeKa Ha OAHY anbBeony npmxoanTca go 20 nop.
Jlerkoe petel rpygHoOro u paHHero Bo3pacrta 6orato
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COeAVHUTENBHON TKaHblO, UMetoleln obunme Kpose-
HOCHbIX cocygoB. C BO3pacTOM KONNYECTBO COeANHU-
TeNbHOW TKaHW YMeHbLLAeTca, Mo Mepe peayKLumm co-
efMHUTeNbHOI TKaHM (B BO3pacTe nocne 6 mecALeB) B
Me>KanbBeONAPHbIX MeperopofKkax BO3HMKAOT MOpbI
KoHa, anameTtp KoTtopbix coctasnseT 2-13 mkm. lNopbl
KoHa nonHocTbio dopmupytotca K 2 rofam, a KaHanbl
JlambepTa — K 7. Hegopassutrem nop KoHa 1 KaHanos
JNlambepTa y feTell nepBbIX NET XKU3HW onpeaenaeTca
CHUXeHne QYHKLUMOHANbHOIO pe3epBa OPraHoB [bl-
XaHUA NPV PasBUTMU AblXaTeNbHOW HeJOCTaTOUYHOCTU
N 6biCTpOe HacTynneHve YTOMNIeHUA AblxaTeNibHOW
MyCKynaTypbl, 6onee BblCOKas 4acTOTa aTeneKkTa3oB U1
pa3BUTMA CUHAPOMA YTEeUKM BO3ayxa (MHEBMOTOpPAKC,
NHEBMOMELMNACTUHYM), MOBbILLEHNE BEPOATHOCTY BEH-
TUNALUNOHHO-NEPdY3NOHHBIX HapyLIeHW, PefKoCTb
Kpyno3Hou nHeBmoHun [1, 3, 6, 25].

Jlerkue B geTckom Bo3pacTe 6oraTbl PbIXSION WH-
TepPCTULMANbHON TKaHbIO, copepalleln 6onbLioe Ko-
NMYECTBO NUMbaTUYECKUX U KPOBEHOCHbBIX COCY[OB,
YTO MNPV NATONOTMYECKNX COCTOAHUAX NPUBOANUT K 60-
nee nerkoMy BO3HWKHOBEHMIO 1 3HAUNTENIbHOMY OTEKY
1 cnocobcTByeT reHepanusaumm nHdekymm [21]. O6b-
eM MEXKNETOYHOro MaTpuKca pPesKo yBennumBaeTca
npu BN n page gpyrux W3J1 [10-12, 20]. boratctBo
KONnareHoBbIMM BOJIOKHaM/ OODBACHAET MeHbLUYo
PacTAXXMMOCTb NIErKOro (PUrMaHOCTb) U TpebyeT 601b-
e MexaHn4YecKom paboTbl A1 aieKBaTHOW BEHTUNA-
unmn. begHOCTb 3M1acTUYECKMMY BOSTOKHaMK, KOTOpble
onpepenaAwT 31aCTUYHOCTb U PaCTAXUMOCTb NErkux,
C OZIHOW CTOPOHbI, Npeapacnonaraet K 6onee nerko-
My BO3HVKHOBEHMIO a/IbBEOSIAPHOrOo B3AYTUA, U C APY-
rom — K aTenekrasmpoBaHuio [25]. KnetuaTka, okpy-
Xatolan cpefocTeHre, pbixnasa U NnoJaTnmBas, B CBA3M
C YeM Yy MaJieHbKUX AeTel, 0CO6eHHO HOBOPOXKAEH-
HbIX, CpeloCTeHME NIEerko CMeLlaeTca Npu Nobbix naTo-
NOTMYEeCKMX NpoLieccax, BO3MOXEH nepernd KpyrnHbix
MarucTpanbHbIX COCYQOB W CAaBAEHME NIerkoro npwu
caBure cpepgocteHuna [21].

MYKOUMNNAPHbBIA KNTNPEHC

BbiBefeHMe u3 AbIxaTenbHbIX NyTen CAU3KU, UHO-
POAHbIX YaCTUL, MOKPOTbl OCYLEeCTBAAETCA MyKoLu-
NINAaPHON CUCTEMOW, BKItOYalOLWeN Cn3b, PeCcHUTYa-
Toll (UMAMAPHBIA) 3NUTENUIN, a TakXe NPOAYLEHTb
CNnM3nM — MNOACNM3UCTbIE »Kene3bl U GOoKanoBUAHbIE
KneTku. Mo cBoen CTpyKType OpPOHXMaNbHbIA CeKpeT
cocTouT U3 AByX dpa3: HepacTBOPUMON (resib) 1 pacTBo-
pvmoli (3onb). bonee NnoTHaA 1 BA3KaA KOHCMCTEHL WA
refieBOro Cnos onpepenserca CoOAepKaHWEM B HEM
rMMKONPOTENAOB — MYLIMHOB. 30/1b-CNIOM — XUAKWNA,
NEeXUT NepuLUINapHO NOA C/I0EM renid, B Hero norpy-
YKEeHbl PEeCHUYKM MepuaTeNibHOro 3NUTeNns, KoTopble
TONIbKO KacalTCA CBOUMU BepXyLIKaMu Hapy»HOro
renesoro cnoA. Pasgendaet ase ¢asbl 6pOHXMaNbHO-
ro cekpeTa npocnorika 13 cypdakraHta. B nepuyu-
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NIAapHOM CJ10€ MPOUCXOJAT ABMXKEHUA pecHuyek. Ha
NOBEPXHOCTN OOHOM PECHUTYATOWM KNeTKM pacrosno-
»eHo oKono 200 pecHuYeK, breHna KOTopbIX C YacTo-
Ton 9-15 Iy y peTen cnocobCTBYIOT NepelBUKeHUI0
CN3U N MyKOLIUITMAPHOMY KNnpeHcy. dbbeKTUBHbIN
MYKOLMIMAPHBIN KNMPEHC OCYLeCcTBAAETCA MPU KO-
OPAVHNPOBAHHON paboTe pecHUYeK U afeKBaTHOW
npoaykuun cnusn. OgHako pag ocobeHHoCTel fpeT-
CKOrO OpraHn3mMa MOXeT CHUXKaTb 3G GEeKTUBHOCTb My-
KOUWTIMAPHOTO KNNPEHCA. DTO OTHOCUTENIbHO HU3KUIA
ypoBeHb cekpeTopHoro IgA Ha cnm3ucTon obonouke
OblXaTenbHbIX MyTen, OCTUTAIOLWNIA 3HAYEHNI NOKa3a-
Tenay B3pocbIX NULLb K 12 rogam Xn3Hu, a Takxe no-
BblLIEHHasi CNOCOBHOCTb Y AeTEN rPYAHOIo U PaHHero
BO3pacTa K rMnepceKkpeLumn BA3KOM civ3mn 6okanosua-
HbIMU KNleTKaMu fbixaTenbHbIX nyTen. IMeHHO nosTo-
My He cnefyeT Ha3HayaTb MYKOAKTUBHble npenaparbl
OeTAM NepBbiX ABYX JIET XKM3HW. DTO CBA3AHO TaKXe C
0COBEHHOCTAMY KapKaca TPYAHOWN KNeTKU U MasibiM
pa3BUTMEM IbIXaTeNbHbIX MbILWL Y AeTell JaHHOrO BO3-
pacTta, YTo NpPUBOAUT K GU3MONOrnYeckonm cnabocTu
KalneBoro pednekca 1 1erkoMy BO3HMKHOBEHUIO Ha-
pyLleHMA 3BaKyaLun MOKPOTbI, MONYUYMBLIErO Ha3Ba-
Hue 3ddeKTa «3ab0TauMBaAHUA» HUXKHUX AblXaTesIbHbIX
nyten [26].

MUKPOBMOM PECITUPATOPHOTIO TPAKTA
[nuTenbHoe BpPEeMs CUYMTaNoOCb, YTO C/IM3UCTas
0605104Ka ropTaHu, Tpaxeu, GPOHXOB U pecnmpaTop-
HbIX OTAESIOB NIErKOro B COCTOAHUN 3[40POBbA COXpPa-
HAETCA CTepunbHON bnarofaps akTUBHOCTU SNUTeNus,
MaKpodaros, a Takke NpoayKuun cekpetopHoro IgA.
OpnHaKo B MOC/IeAHNE rofbl C UCMOJIb30BaHUEM HEKY b~
TypanbHbIX METOAOB UAEHTUUKALUN MAKPOOPTraHmn3-
MOB OblfI0 NPOAEMOHCTPUPOBAHO, UYTO HUXKHME [blXa-
TenbHble NyTW cofep»KaT pasHoobpa3Hble coobLlecTBa
MUKPO6OB, KOTOpble NPeAcTaBnAlT cobon MUKPOOU-
OM fierkux. MNnoTHocTb 6akTepuint MeHseTcs oT 10° 6ak-
Tepuin Ha 1 Mn B poTornoTke (Streptococcus spp., Hae-
mophilus spp., Neisseria spp. v ap.) 4o 103 B HocornoTke
(Corynebacterium spp., Staphylococcus spp.) n 10'-102
B 1 Mn GPOHX0aNbBEOSIAPHOrO NaBaka. BepxHue Aabl-
XaTesnbHble MYTU — KONIOrMYecKas HuUwa Ajs ycioBs-
HO-MaToreHHbIX GakTepuii (S. pneumoniae, H. influan-
zae, S. aureus). 1o 93% peTei NepBbIX ABYX NIET XN3HN
KOJIOHM3MPOBaHbl OAHNM M3 AaHHbIX NaTOOMOHTOB Ha
YPOBHe BepXHUX AbixaTebHbix nyTen. C ogHOM CTOPO-
Hbl, TaKaA KONMOHM3aUna — GaKkTop pucKa NHPeKuunu;
LPYroin, KonoHn3auma natTobroHTamm He 06sA3aTeNbHO
NPUBOAUT K UHPEKLMIK, OHa Aaxke MoxeT obecneun-
BaTb YCTOMYMBOCTb K NPUOGPETEHMNIO HOBbIX MaTOreH-
HbIX WTaMMOB. QaKT HOCUTENIbCTBA MAaTOOUMOHTOB He-
06X0VMO YunTbIBaTb B KIIMHUYECKOW NpakTuke [27].
HapyLlieHne npuHUmMna MMHUMaNbHOM JOCTaTOYHOCTY
npu npoBeAeHUN aHTUOMOTMKOTEpanuM 1 NpUMeHe-
HUe aHTUOMOTUKOB C MPEMMYLLECTBEHHO TPaMOTpu-
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LaTeNIbHbIM CMEKTPOM aKTUBHOCTU (LedanocnopuHbi
[ll nokoneHnsa, aMMHOTNNKO3MAbI, KapbaneHembl) Npu
BHEOONbHUYHbIX PEeCnPATOPHbIX UHPEKLMAX MOXKeT
CrnocobCTBOBaTb, HaNpUMep, cenekuum MeTULUIINH-
PE3UCTEHTHbIX LUITAMMOB S. aureus, NOBbILLATb PUCK Je-
CTPYKTVMBHOW NMHEBMOHUM [28].

PasnunuHble npeactaBuTeNnn pPecnMpaTopHOn Mu-
KpOOMOTbl HaxofATCA B aHTArOHUCTUYECKUX UK My-
TYanMCTUYECKMX B3auMOOTHoweHMAX. CoCTaB MUKPO-
6UOMa HVKHUX AblXaTeNlbHbIX MyTell 3HAunTesIbHO
KoppenupyeT C aHanorMyHbIM COCTaBOM BEPXHUX [bl-
XaTenNbHbIX MyTel, YTO HeobXo4MMO YuUTbIBaTb MpU
MUKPOOBUONOrMyeckon [rarHOCTUKe MyKOBMCLMAO33,
3aTsKHOTO 6akTepuanbHoro 6poHxuta [29, 301. Y pe-
Tell BKMNag MUKPOOMOMa HOCOFIOTKA B KOMMO3ULMIO
MUKPOOUOMa Nerkmx Bbille, BaxHewnwen yHKUren mu-
Kpobrioma siBnAeTca yyactme B GopmMmnpoBaHUM yCToM-
UYMBOCTU K 3aCENEHNIO NATOreHHON MUKPOOMOTON. Kpo-
Me 3TOro, MMKPOOMOM NIErKMX y4acTByeT B CO3PEBAHNN
UMMYHHOI cuctembl (HakonneHme NKT-numdoumntos),
B UMMYHOJIOMMYECKNX peakuusax U NoaaepKaHum Hop-
ManbHOM GYHKUMM U LIeNOCTHOCTW 3MNUTENNANbHOMO
6apbepa. 3aceneHne MUKPOOpraHn3MaMm NPoONCXoanT
Npu NPOXOXKAEHN HOBOPOXAEHHOIO Yepe3 pogoBou
KaHas, 6onee GbICTPOMY CTAaHOBNEHMWIO pecnupaTop-
HOW MMKPOOMOTbI CNOCOOCTBYIOT paHHee NPUKNaablBa-
HVe K rpyau 1 rpygHoe BCKapmivBaHue. Y mnageHues,
POXKAEHHDBIX MYyTEM KecapeBa CeuyeHus, Habnogaerca
3aflepKka B obOlem pa3sutum npodunenn pecnupa-
TOPHOWN MWKPOOKOTbI U YMeHbLUEHME KONIOHM3auum
3[0pPOBbIMU KOMMEHCanamu, 4to, BO3MOXKHO, BIuAET
Ha 30pOBbe OPraHOB [AbIXaHVA B JanbHeNLIen »Kun3-
HW. /I3MEHEHHbI MUKPOOGUOM NErknx MOXeT UrpaTb
MOTEHLMANIbHYIO POJSib B PAa3BUTUN OCTPbIX U XPOHU-
Yyeckux 3aboneBaHuni AbixaTenbHbIX NyTen. Hanpumep,
popabl KecapeBbIM CeYeHreM MOBbLILAT PUCK Pa3Bu-
TnA 6poHXManbHOM acTmbl [27, 31].

3AKJIIOMEHUE

3aboneBaHusA OpraHoOB AblXaHWA 3aHUMAIOT Beay-
LLlee MecCTo B CTPYKType 3aboneBaemocTu B JETCKOM
Bo3pacTe. 1A NOHMMaHUA 3TMONOTK, NaToreHesa u
TeueHVa 3ab6ofieBaHNA NErkux y geten Heobxogmmo
3HaTb 0COBEHHOCTU KX pa3BuTuA. MpeacTaBneHHble B
nekumMn faHHble yoeamTenbHO AEMOHCTPUPYIOT ajan-
Taumio MopdoNornyeckoro CTPOEHUsA OpraHoB [bl-
XaHMA Ha Pa3fMUHbIX 3Tanax OHToreHesa K ¢yHKUMO-
HaJIbHbIM MOTPEOGHOCTAM OCYLLECTBIEHMA AblXaHWA.
HapyweHna TOHKMX MeXaHW3MOB pPecnmpaTopHOro
MopdoreHesa B pesynbTaTe BAMAHUA FEHETUYECKUX
WY BHELWHUX GakTopoB NPUBOAUT K GOpMUPOBAHUIO
NMOPOKOB Pa3BUTUA, NEPBUYHON JIEFOYHOWN rmnonna-
3uK, CBA3aHHOM ¢ AnddY3HbIM HapyLLEHVEM PA3BUTMISA
nerkux, W3J1 Bcnegctere nepcucteHUUn ¢eTanbHbIX
KNeToOYHbIX MNONYyAAUUA FANKOreHcodep»Kalmx wan
HEeNPO3HOOKPUHHBIX KNeTok nerknx. C Bo3pacTHbIMA
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MOPGODYHKLMOHANBHBIMA  OCOGEHHOCTAMU  JIETKUX
y feTell cBA3aHbl Y OCOGEHHOCTV MpPeApacnoNioKeH-
HOCTM K pPa3NnyHbIM 3a60NeBaHNAM, UX KIVHUYECKOW
KapTWHbI, ANArHOCTUYECKUX U NevyebHo-NpodunakTu-
YyecKknx MOAXOAOB K BEAEHMIO MauMeHTOB. 3HaHWA O
Pa3BUTUMN 1 OCOOEHHOCTSX NIErKUX Y AeTell MO3BOAIT
nyylle NOHATb MHOroobpasune Mopdponornyeckmx ns-
MEHEHMNI N GYHKLMOHANbHBIX CABUIOB NPU JIEFOYHOW
naTonorum, 0Co3HaTb CBoeobpasmne TeueHums 3abone-
BaHVA Y KOHKPETHOrO MalMeHTa I B KOHEYHOM nTOre
VHOVBYAYaNV3NPOBaTb ANArHOCTUYECKUIA NOWCK 1 Ne-
yeHune 60MbHOrO.
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