AHAJIMTUYHECKUE OB30PbI

NHTepcTnumnanbHbie
3aboneBaHWns pa3BmBaloLLINXCS
Nerkmx

OBcaHHukoB A.1H0.%, Bonuosa E.B.2, KapneHko M.A.%, XKectkoBa M.A.t, MakapeHko E.B.,

AnekceeBa 0.B.%, CtpenbHukoBa B.A.L, AaBbinos U.C.1

1 MeAMUMHCKUIA MHCTUTYT, DepepanbHOe rocyAapCTBEHHOE aBTOHOMHOE 06pa30oBaTEAbHOE YUPEXAEHKE BbICLLErD 06pa3oBa-
HKA «POCCUICKNI YHUBEPCUTET APYXObl HAPOAOB MMeHH Matprca Aymymbbl», 117198, r. MockBa, Poccuiickan Deapepaums
2 QepepanbHOE roCyAapCTBEHHOE GHOAXETHOE 00pa3oBaTeAbHOE YUpexAeHWe Bbicliero obpasoBaHus «CaHkT-MeTep-
6YPrckuMin rocyAapCTBEHHbIN NEANATPUUYECKUI MEAMLMHCKUIA YHUBepcUTeT» MUHUCTEPCTBA 3APaBOOXPaHEHWs Poccuit-

ckon depepaumu, 194100, r. CaHkT-lNeTepbypr, Poccuiickas Geaepauus

Pe3siome

B 0630pe Ha OCHOBAHWUU AAHHBIX TUTEPATYPbl U Pe3ynbTaToB COOCTBEHHBIX UCCNEL0BAHUIA NPEACTABNEHSI
cBefeHUs 00 OCHOBHBIX MHTEPCTULMANbHbBIX 3a001€BaHUAX PAa3BUBAIOLLMXCA NIETKUX, NPeACTaBASIOWUX OTAENb-
Hylo rpynny cneynduyHbix 3a601eBaHnit AN HOBOPOXKAEHHBIX U TPYAHbIX AeTeit. PaccMmoTpeHbl Auddy3Hble
HapylleHWUsa pa3BUTUA NETKWX, TUNONAA3nA Nerkux, Hepo3HAOKPUHHAS KNEeTOYHAA rMnepniasnus MaafeHLes,
NEroYHbIA MHTEPCTULLMANBHBINA MUKOTeHO3, XPOHUYECKWIA NHEBMOHUT MnageHueB. [ocnefoBatenbHO N3N0XeHa
nHopMaLMa 0 BO3MOXHOI 3TUONOMMM, NAaTOMOP(ONOrnmM, KNMHMYeckon gnartoctuke, KT-cemnoTtuke, Tepanuu
LaHHBIX PeAKUX 3a060NeBaHMA.

®unaHcupoBanue. ViccnefoBaHme He UMENO CNOHCOPCKON MOAAEPXKKN.
KoHnuKT uHTepecoB. ABTOpbI 3asABNAIOT 06 OTCYTCTBUN KOH(INKTA MHTEPECOB.
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Abstract

The review is based on the literature data and the results of the own research. It provides information on the
main interstitial diseases of developing lungs, representing a separate group of interstitial lung diseases specific
for newborns and infants. Diffuse disorders of lung development, pulmonary hypoplasia, neuroendocrine cellular
hyperplasia of infants, pulmonary interstitial glycogenosis, and chronic pneumonitis of infants are considered.
Information on the possible etiology, pathomorphology, clinical diagnosis, CT semiotics, and therapy of these
rare diseases were consistently presented.
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HTepcTuluManbHele 3abonesanus nerkux (U3N) asnsa-

0TCA TeTeporeHHoi rpynnoit 6one3Hei, Npu KOTOPbIX

B MaTONOTMYECKUIA NpoLecc B NepBYyto oYepeab BO-
B/IEKAIOTCA aNbBeONbl M MepUanbBEONAPHbBIA UHTEPCTULMNA,
4TO NPUBOAMUT K TMNOKCEMUM, PECTPUKTUBHBIM HAPYWEHUAM
BEHTUNALMOHHON DYHKUNM Nerknx n auddy3HblM UHTEPCTHU-
LMaNbHbIM U3MEHEHUAM, NPU ayCKyNbTaLMU NPOABAAIOWMMCA
KpenuTauuen, BbIABASEMbIM NPU PEHTFEHONOMMYECKOM HUCChe-
LOBaHWKU. Hapsaay c MHTEpCTULMEM B NATONOMMYECKUI NpoLecc
npu N3J1 BoBneKaTCA NapeHxnuMma Nerkux, fbixatesbHble nyTu,
KPOBEHOCHbIE U NMdaTUYEeCKUe COCYAb, B CBA3M C YeM Apyroe
Ha3BaHWe [aHHOW rpynnbl 6onesHein — auddysHble napeHxu-
MaTo3Hble 3a60NneBaHNUsa nerkux. B knaccudukaymu, npea-
NOXEHHOW B perucTpe nayMeHToB LeTCKoro Bo3pacta ¢ U3J1
cTpaH EBponeiickoro cot3a, BbigenseTca oTaenbHas nogrpyn-
na M3J1 - uHtepcTuumnanbHole 3a6oneBaHns pa3BuBakoLLUXCs
nerkux (M3PN), Bkntovawowas 4 nopkareropun: 1) auddysHele
HapylweHWs pa3BUTUA Nerkux (anbBeonApHoO-KanuanapHas
LUCNNA3UA C aHOMaNbHbIM PacnoioXXeHUeM NEroYHbIX BEH,
BPOXAEHHAs anbBeonspHas aucnnasus, BAL); 2) HapyweHus
anbBeonApu3aLmMm (runonnasus nerkux, B TOM Yncne cesasaH-
Has ¢ gnacdparmanbHOi TpbiKeit; XpoHUyeckoe 3abonesaHue
Nerkux HeflOHOWEHHBIX — OpOHX0NeroyHas aucnnasus, bJ11);
3) TaxunHo3 y MnageHues (HeMPO3IHAOKPUHHAA KNETOYHAsA
runepnnasusa MnafeHueBs, N€roYHbli MHTEPCTULUANbHDbIIA
rnukoreHos, JINT); 4) paccTpoilcTBa cuctTemsbl cypdakTaHTa
(XpOHMYECKMII NHEBMOHUT MNAAeHLeB, AeduumnT cyphakTaHT-
HOro npotenHa B, gpyrue HapyweHus GyHKUUN cypdaKTaH-
TOB, HeonpepeneHHoe N3J1y 3penbix HOBOPOXAEHHbIX 1160
Y HOBOPOXAEHHbIX, POAUBIUIMXCSA C recTalMOHHbIM BO3PacToM
30-36 Hep) [1]. [laHHble 3aboneBaHus, nopaxas getei 1-ro
rofia KW3HM, He UMeIoT IKBUBANEHTOB y fieTell bonee cTapuie-
ro BO3pacTa Wy B3pOC/bIX, NPEACTABAAT CO60M OCTAHOBKY
nM60 3a[epKKy PasBUTUA NETKUX UIN €0 OTAENbHbIX CTPYK-
TYp Ha ONpefeneHHbIX CTafuaAX, ABNAACL NepeKpbiBaloWUMmUCs
NPOABNEHNUAMN HAPYLIEHHOTO CO3PEBAHUSA NETKUX, CBA3AHHOTO
C NepcucTeHLMel pa3nnyHbIX CTPYKTYp heTanbHOro Nerkoro
(tabn. 1).

Anddy3Hblie HapyweHns pa3suTus
Aerkmx

Iuddy3Hble HapyweHUs pa3BuTua nerkux srknoyaot BAL
W anbBeONAPHO-KANUNNAPHYIO LUCNNA3MI0 C aHOMANbHbLIM pac-
nonoxeHuem nerouHbix seH (AKL/APIIB, cuHOHUM: BpOXAEHHas
anbBeONAPHO-KaNUANAPHas [UCNNasus), faHHble 3aboneBaHus
CBA3aHbI C HAapYylIeHNeM NepBUYHbIX MONIEKYNAPHBIX MEXaHU3MOB
NeroYHoro u/unu cocyancroro passntus. K gaHHoit rpynne
OTHOCWTCA TaKXe auMHapHas AUCNNasuns, B HacToslee Bpems
pacueHnBaemas Kak BPOXAEHHbI NOPOK Pa3BUTUSA HUKHUX
AbixatenbHblix nyteit Tuna 0 [3]. KnuHuyeckn paHHble natono-
rMYecKune COCTOAHMA NPOABNAIOTCA TAXKENbIM PECNUPATOPHbIM
guctpecc-cuigpomom (POC) y AOHOWEHHbIX HOBOPOXAEHHbIX
B MEpBble Yachl XW3HW, BBICOKOI eroyHoii runeptensueit (JIr),
4aCTo COYeTaloTCA C BPOKAEHHBIMU NOPOKaMKU pa3BuTus u pecd-
paKTepHbl K 1106bIM TEpaneBTUYECKUM BMELIaTeNbCTBAM.

PeHTtreHonornyecku onpepensetca anddysHoe CHUKeHNe
NPO3payHOCTM Nero4YHo TkaHu, HanomuHatwee PAC HoBo-

poxpeHHbix [4]. Y peteit ¢ AKO/APJIB npu KomnbloTEPHON
Tomorpadum (KT) 06biyHO 06HapyKMBaKOTCA pa3zHoo6pasHble
N3MEHeHWs: ABYCTOPOHHME ANPDY3HbIE Y4aCTKMU YNAOTHEHNSA
NapeHXuMbl Terkux no TMNy «MaToBOTo cTekna», AnddysHoe
HapyleHne apxXUTEKTOHMKMN C MenkoceTyaTol fedopmaumei
M rpy6bLIMU YNNOTHEHUAMY NEPUOPOHXUANBHOTO, MEPUBACKY-
JIAPHOTO U MEX[0NEBOT0 UHTEPCTULUSA, 06E[HEHNE COCYANCTOrO
PUCYHKa, NAeBPONYAbMOHabHbIE CNAKN U MHOXECTBEHHble
yuyacTku B3pyTtus. Mpu BAL no gaHHeim KT BeisiBnstoTcs rpy6oe
HapyleHne apXUTEKTOHUKN NEFrOYHO| napeHxumbl, Audy3sHble
PeTUKYNAPHblE U3MEHeHUA, OTpaxalolme HepaBHOMEpPHOE yToN-
LeHne MeX[0AbKOBOro MHTEPCTULMA C KUCTO3HOW NepecTpoiKon
napeHxumsl nerkoro [5].

[lnarHo3 noaTBepxKAaETCA AaHHLIMU GUONCUM UAKU AyTONCUN.
Mpu aLMHapHOW AUCMNA3MUM NPU MUKPOCKOMUM 0BHAPYKMBAIOTCA
OTCYTCTBME anbBeOJ, C/IeN0 3aKaHYMBaOWMECH TEPMUHANbHbIE
OPOHXMONbI, OKPYKEHHbIE UHTEPCTULMANBHOI TKaHbIO, COAepXa-
LWei MHOTOYMCEHHbIE AUNATUPOBAHHbIE KPOBEHOCHbIE COCYAbI.
KonnuectBo MHTEPCTULMANBHON TKAHU 3HAYUTENbHO YBENUYEHO,
0TMeYaeTca HapylweHne GOPMUPOBAHUA XPALLEBbIX NNACTUHOK
6porxos [6]. Mpu BALL ructonorndecku onpegensiercs, no
BbipaxeHuto H.E. MacMahon, BnepBbie onucasluero AaHHy
natonoruto B 1947 r., «xo4eHb Mano anbBeoN U OYEHb MHOTO
MHTepCTULManbHOI Tkauuy [7]. Mpu AKO/APJIB nnowanb Me3eH-
XUMbl TPe06afaeT Haj NIoWaablo anbBeoApHbIX MPOCTPAHCTB,
aNbBEONAPHbIE NePeropoAKM yToLWeHbl, COCYAbl MUKPOLUPKY-
NATOPHOTO pycaa pacnofioXeHbl B ABa CN0S Ha 3HAYNTEbHOM
VAaNEeHUM OT aNbBEONAPHOro 3nuTeNns 6e3 GopMupoBaHus
aNbBEONAPHO-KANUANAPHBIX MeMOpaH [8, 9]. TuNUYHbIMK Npu-
3Hakamu AKLL/AP/IB siBnstoTCA HapyweHue pa3BuTUs NETOYHO
AONbKN (OCTAHOBKA BHYTPUYTPOOHOTO Pa3BMUTUSA Ha NO3JHEN
KaHaNWKynAapHONM UK paHHel CakKyNAPHON CTafun) U n3MeHe-
HUe NONOXKEHUSA NEroYHbIX BeH (CMeleHne NX 3 HOpPManbHOTO
MONOXKEHNA BHYTPU JIETOYHOI CENThl B OPOHXOCOCYAUCTHIN MYyYOK,
PAAOM C JONbKOBOW NeroYHoMn aptepueit) [4, 5].

«CMelyeHHble IEroYHbIE BEHbI» NPeACTaBsioT co60i npeayu-
HapHble WYHTUPYIOLLME COCYAbl MEXAY CUCTEMHBIMU W IEFOYHBIMY
cocynamu [10]. Y nauueHToB ¢ AK[l/AP/IB BO3MOXHbI y4aCTKK
Nerkoro ¢ HOpManbHOM KaNUANAPHOM CeTblo, YTO CO3AaeT Auar-
HOCTWYeCKMe TPYAHOCTW NPW TNCTONOTUYECKOM UCCNEeA0BaHUN,
onpefenseT BO3MOXHOCTb Pa3BUTUA MeHee TAXENON, MHOTAA
OTCPOYEHHOI MoCNe PoXAeHUs MaHudecTauum 3abonesaHus
[11]. CpaBHUTENbHAA XapaKTepUCTUKA BapUaHTOB AU DY3HbIX
HapylWeHWit pa3BUTUA NErKUX NpeAcTaBieHa B Tabn. 2. [ns
nx 6osee TOYHON ANATHOCTUKM LenecoobpasHo MCNOb30BaTh
NoNHOreHOMHOe cekBeHMpoBaHue [12]. BmecTe ¢ Tem oTpuua-
TeNbHbII pe3ynbTaT reHeTUYeCKOro UCCNefoBaHUsA He UCKoYaeT
AMarHo3a npu HaaM4ymu rucTonaToNornyecknx N3MeHeHu.

MpoLeaypa 3KCTpaKkopnopanbHON MeMOpaHHON OKCUTEHAL UM
(3KMO), kak 1 ncnonb3oBaHue UHTaNALMOHHOIO OKCUAA a30Ta,
He NPUBOJMT K [LONTOBPEMEHHO BbIXXMBAeMOCTW Npu auddys-
HbIX HapyLWEeHUAX Pa3BUTUS NIETKUX, XOTS Npu obecneyeHnm
BEHTUNALMOHHON nopaepxku n IKMO npofomKUTENbHOCTD
XW3HW MOXKeT JOCTUraTb HECKONbKUX HefieNb, PefiKo — MecsiLieB.
NmetoTcs efuHUYHbIE HAbNIOAEHUA aTUNUYHOM MW OTCPOYEH-
HOW KNuHUYeckoi manndectauun AKL/APNB, BbixkuBaHuA
MNafeHLeB, NepeHecl X TPaHCNAAHTaLMI0 Nerkux B Bo3pacre
4—-20 mec [13, 14].
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Tabauua 1. PaccTpoicTBa, cBA3aHHbIE C NEPCUCTEHLIMEN deTaAbHOro Aerkoro ([2] ¢ pon.)

AHaToMU4yecKue
3aboneBaHusA
CTPYKTYpbI
AbIxaTeAbHble nyTu MepcrcTeHUMS HEMPOIHAOKPHUHHBIX KAETOK H3KI'M, BAA*
. MepcucTeHLMA TAMKOreHCoAe PXaLLmMX
MHTEpPCTMLMI AUT, BAA, BAA*, HOKIM*
KAETOK
ToTaAbHOE OTCYTCTBME pocTa AA
AAbBEOAbI
YactrmyHoe oTcyTCcTBME pocTa AA, BAA, BAA*
OTcyTCcTBME pOCTa KanuMAAAPOB ANbBEONSIPHO-KaNUAASIPHASA AUCTIAA3US
Cocyaucras ceTb deTanbHas runeptTpodus cpeaHen MepcucTupytoLLan AeroyHasn rmnepTeH3nss HOBOPOXAEHHbIX,
060A0YKHM COCYAOB BAA**, BAA*

lMpumeyaHue. * — B HEKOTOPbIX C/ly4asix; ** — BPOXAEHHas asbBeOsIipHas ANCMNasus MOXET KIIMHNHYECKU MPOSIBIISATLCA B BUAE NepCUCTUPYIOLLEN
JIErOYHOV rNNepTeH3nn HOBOPOXAEHHbIX; AL — aymnHapHas aucninasus; BJ1 — 6poHxonero4Has gucnnasus; BAL — BpoxaeHHas asibBeosnisipHasi
auennasavs; JINT — nero4Hbivi nHTepcTuymansHbiv rmkoreHod; HOKIM — HelipoaHOoOKpUHHasH KIEToYHas runepnaasns MaageHLUes.

Tabanua 2. KAMHUYECKUE, TMCTOAOTMUYECKHUE U TEHETUUECKNE 0COBEHHOCTU ANGDY3HbBIX HAPYLLIEHUIA PA3BUTUA AeTKMX [12]

T T S IS

KAMHHMueckue ocob6eHHoCTU

3BYP naopa - Bo3moxHa s
. AOHOLLEHHbIE LAOHOLLIEHHbIE AOHOLLEHHbIE
[ecTauMoHHbIM BO3pacT
>90% 80% 50%
MaHudectauma cMMNTOMOB, Y 24-48 <24 24-48
CwmepTb B nepBble CwmepTb B NepBble HEAEAU,
Mcxop 3aboneBaHuA CmepTb B nepBble Yacbl/AHU
yacbl/AHU HEKOTOPbIE BbKMBAIOT
Mnokcemus PedpakrepHasn PedpakrepHasn YMepeHHas
PecnvpatopHbIi aumao3 + + _
NAT S + S

TeHeTMueckue 0cobeHHOCTH
leH FOXF1 TBX4, FGF10, FGFR2 TBX4, FGF10

. AyTOCOMHO- y
Tvn HacAepAOBaHUS AYTOCOMHO-AOMWHAHTHbIN 5 AyTOCOMHO-PELECCHBHbIN
pPeLLECCUBHbIN

McTonornueckue ocobeHHOCTH

KaHannkyaipHas/paHHSAA

®dasza pa3BUTHA AETKOTO KanannkyasipHas lceBaOrnaHAyAspHas

CaKKyAsipHas
AAbBEOAbI + - +, HO HE A0 KOHLLA CHOPMUPOBaHbI

CumnAandUKaums, CHUXEHO

AuMHapHbIE CTPYKTYPbI + -

KOAMYECTBO
CwmelLeHne AeroYHbIX BEH 3 - -
AMMbaHrMaKTasbl + - Peako
BHeneroyHble NOpoku pa3BUTUS
YKeAyAOUHO-KMLLEYHbIN TPaKT + + +
MouenonoBas cuctema + + +
CepaeyHo-cocyancTas cuctema T A T
KoCTHO-MbILLIEeYHasa cuctema - A +
NOP-opraHbl - - 1
Koxa = + +

AvLEeBOIN ANCMOPPU3M - + -

lMpumevaume. AL — aynHapHas aucnnasvs; AKL/APJIB — anbBeosnsipHO-KanuinispHas [ucrnasus ¢ aHoMalslbHbIM PAaCcofOXEeHNEM J1ero4HbIX
BeH; BA] — BpoxaeHHasi anbBeonsapHas aucnnasus; 3BYP — 3agepxka BHyTpuyTpob6Horo pocta; JIAIT — nero4Has aprepuasibHas runepTeHsus.
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Tabauua 3. MaTororMyeckme coctosiHUA 1 3aboreBaHKsA, acCOLMMPOBAHHbIE C AETOYHOM rMnonaasuen (4]

MexaHuam MaTonorMueckue coctosHMA U 3aboneBaHUA

AnadparmanbHas rpbhxa.

BpO)KAeHHbIVI NOPOK pa3BUTUA HUXKXHUX AbIXaT€AbHbIX I'IyTeVI (BpoXAEHHas KUCTO3HO-aAEHOMAaTO3Has

MaAbdopmMaLus).

N\eroyHasi cekBecTpaLus.
YMeHbLLEHWE BHYTPUIPYAHOTO
obbema

AXOHAPOMAA3US.

HesaBepLueHHbIV 0CTEOreHes.

BHyTpUrpyaHas Heipobaactoma.

JBEHTPauMa AnadparmMbl

AreHesus noyekx.

deTanbHbIN TMAPOTapaKe (reMoAUTUYEeCKast 6OAE3Hb NAOAQ, HEUMMYHHAs BOASHKA MAOAA).
BpoxaeHHble AedopMaLmmn FPYAHON KAETKU.

BpoxaeHHasa 06CTPYKLMS MOUYEBbIBOAALLMX MyTEN.

[TPOAOHIMPOBaAHHbIM

ABYCTOPOHHSIAA MOYeYHasa AUCTAA3US.

OAUTOTMAPO@MHUOH

ABYCTOPOHHWI MOAMKUCTO3 MOYEK.

[TPOAOHIMPOBaAHHbIN NPEXAEBPEMEHHbIV Pa3pbiB OKOAOMAOAHBIX 060A0UEK

BHyTpuyTpo6HbIe noBpexaeHusa LIHC, B 0cO6EHHOCTU CTBOAA TOAOBHOIO MO3ra, CMIMHHOMO MOo3ra.

YMeHbLUEHME deTanbHbIX
AblXaTeAbHbIX ABWXEHUI

BHyTpWyTpO6HbIE NOBPEXAEHUA AMadparManbHOro HepBa.
BpoXAEHHbIN MHOXECTBEHHbIM apTPOrp1nos.

Mprem matepbto BO Bpems 6epemeHHocw| aHTUAENPECCaHTOB

Tetpaaa ®anno.
BpoXAeHHbIE MOPOKK cepAaLa
. [Mnonaasvsa npaBoro cepaLa.
C HapyLUeHWeM AEroYHowm

TMMNONAG3Usi AEFOUHON apTepPUH.

reMoAMHaMUKH

CVIHADOM ATaraHa ¢ runonAasuen npaBoOro Aerkoro

Tpucomua 13, 18, 21.
XPOMOCOMHbIE U FEHETUYECKHE

60AE3HU
CuHapom dnepca-AaHAo

Manas macca Tena npum
HepoHoweHHOCTb, 3BYP, BAA
POXAEHUU

X-cuenaeHHas mytaumsa reHa ¢uaamunba A (FLNA).

IMpumevanme. 3BYP — 3apepxka BHyTpuyTpo6Horo pocta, bJ1[] — 6poHxonero4yHas gucnnasus.

Mnonaasuns Aerknx

HopmanbHoe pa3BuTue TKaHW Nerkux xapakrepuayercs nud-
(hepeHUMPOBKOI anbBEONAPHOTO 3NUTENNA, Nnponudepaumei
COCY0B MUKPOLIMPKYIATOPHOIO pyc/a, 06pa3oBaH1eM aibBeonsp-
HO-KanuANspHbIX MeMbpaH, yBeanYeHUeM NolWaan BO3aYLWHbIX
NPOCTPAHCTB U YMEHbLIEHUEM NOLWARM Me3eHxUMbl [15]. OcHoBy
naroreHesa runonnasum Nerkux CoCTaBNA0T HapyLWeHUs UX pocTa
1 co3peBaHus. [Mepuop pocta Haubonee ya3BuM Ans BO3LeHCTBUSA
thusmnyecknx hakTopoB, TaKUX KaK YMEHbLEHNE BHYTPUTPYLHOTO
npocTpaHcTea. Ha nepuop co3peBaHus, B CBOO 0Yepesb, BAUAIOT
HapyLleHUA ropMmoHanbHoi perynaumum [16]. Couetanune 3Tux
(haKTOpOB NPUBOAUT K HApYLIEHUIO anbBeonsapu3aymm. Mop-
thonornyecku 3To NposABNAETCA 3aMefIeHNeM HEOAHTUOTEeHE3a,
nepcuCTeHLMeN NCEBLOXENE3UCTOr0 INUTENNUS B KAHANMKYNAPHO
CTafuu, OTCYTCTBMEM Nepexofa OT ABOMHOMO CNOsA KaNUANApoB
K OQHOMY pAJY COCYLOB, KOTOpble B HOpMe GOpPMUPYIOT aNlb-
BEOJIAPHO-KANMUNAPHbIe MEMOPAHbI B alibBEONIAPHON CTagum
passuTus nerkmx [17].

HayaBuwasicst BHyTPUYTPOOHO anbBeONspU3aLIMS NPOLOMKAET-
€Sl NOCTHATaNbHO, Hanbonee MHTEHCUBHbBIA NEPUOA CO3PEBAHUS
anbBeos NPUXOLMUTCS Ha nepBble 5—6 Mec nocie poxaeHns [18].
TopMO3AT anbBeoNAPU3aLMI0 TMITOKCUA U TMNEPOKCUSA, UCKYCCT-
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BeHHas BeHTUnALMA nerkux (VBJ1), pedmunt nutanus, BbICOKMI
YPOBEHb MPOBOCMANUTENbHbBIX LUTOKMHOB U 3K30TEHHbIE [IOKO-
koptukomuasl (TK). Mo3ToMy BaXKHbIMW BMeLIATENbCTBAMU Y IETEN
C runonnasunen Nerkux ABAAITCA KNCAOPOA0Tepanus, aaeKBaTHoe
NUTaHWe, NOKpbIBaloLLee NOTPEOHOCTYU U IHEPreTUIecKUit feduunT,
npodunakTuka uHdekumit. Heo6X0AMMO TILATENBHO OLEHMBATD
COOTHOLWWEHMe puUcK/nonb3a npumeHenus NK.

HapyweHus pocTa nerknx, CBA3aHHbIe C NpeHaTaibHbIM U NOCT-
HaTaNbHbIM HapyLeHWeM anbBeonAprU3aLIMm, NPOABASIOTCA NpoLec-
COM N106YNApHOI cumnnduKaLmum (YnpoLyeHus CTpoeHus) anbeeon
C AeuLMTOM anbBeONAPHON CenTaLuu U pacluMpeHnem BO3AYLLHbIX
NPOCTPaHCTB, KOTOPble MOTYT ONUCHIBATCA Kak 3M(KU3eMaTO3Hble
M3MEHEeHUA NpW PEHTTeHONOrMYeCKOM 1 NaTOMOPHONOrNYeCcKoM
nccnepoBaHuu [4]. B 3aBucumocTu 0T 3TMONOIUM rUMoNNasmus
NIerKuUx NofpasfensieTca Ha nepBuyHyio (netanbHole AU hy3Hble
HapyleHWA Pa3BUTUA NETKNUX) U BTOPUYHYIO, UMEIOLLYIO MHOF00-
OpasHble NpuynHbl (Tabn. 3).

[Mnonnasuio nerkux MOXHO ANArHOCTUPOBaTb aHTEHaTaNbHO,
NOCTHATaNbHO, NP MOP(HONOrMYECKOM UCCNEeA0BAHNM, €€ MOXKHO
3anof03puTb BHYTPUYTPOOHO BO Bpems Y3 npu BopoHKooOpasHoit
topme rpyaHoN KneTku (OTHOLEHME fUamMeTpa cepaLa K auameTpy
rpyaHoM knetkn >0,5), BbICTYNAIOWEM XUBOTE, BHICOKO pacrnoso-

PKYPHaA AAS HeNpepbIBHOTO MeANUNHCKOro 0Bpa30BaHus Bpaden



OBcsaHHMKOB A.HO., BoiiuoBa E.B., KapneHko M.A., XXecTkoBa M.A., MakapeHko E.B., ArekceeBa 0.B., CTpenbHukoBa B.A., AaBbipos U.C.

MHTEPCTULUMUAABHbBIE SABOAEBAHNA PASBUBAIOLLIMXCA AETKUX

XXEHHOI fuactparme u y3kux mexpedepHbix npomexyTkax [12].
Nedopmauusa rpyLHON KNeTKK, XapakTepu3syiolwancsa Kak ynio-
leHWe, MOXeT ObITb MPU3HAKOM rnonnasum nerkoro. B Hopme
Y [OHOWeHHOro pebeHKa C HOpMaNbHOM MACcCoil Tena 1 OKpy-
HOCTbIO FOI0BbI NPW POXKLEHUMU OKPYKHOCTb FPYAM JOCTUrAeT
OKPY)XHOCTM rofoBbl B Bo3pacTe 4 mec. O runonnasnu nerkux
OyaeT CBMAETENbCTBOBATL 3afePIKKA YBENUYEHUSA OKPYIKHOCTH
TPYAHON KneTku. [Mnonnasns nerknx onpeaenseTcs no ManeHb-
KOMy pa3mepy Ierkux npum ayToncum ¢ OTHOLIEHNEM MACChl TETKNX
K macce Tena <0,012 nocne 28 Hep rectaummn n <0,015 no 28 Hep,
XOTA 3TO COOTHOLWEHWE He ABNAETCA HALEXHbIM MPU HANNYUN
OTeKa, KpoBOM3NUAHMSA UK hKUBPO3a, YaCTO BO3HUKAIOLLETO NOCe
MHTEHCWUBHOW Tepanun HOBOPOXAEHHbIX [19, 20].

[ncTonormyeckumm Nnpu3Hakamu, NOLTBEPKAAIILMUMU TU-
nonnasuio Nerkux, ABAAITCA CUMNINGDUKALNA NEroYHbIX fLONeK
1 HeJ,0CTaTOYHOE YMCNO anbBeos B aLMHyCe, HapyweHune audde-
PEHLMPOBKM anbBeONAPHOTO 3NUTENNS, NpeobnafaHue Me3eHxX M
Hag niowanblo BO3AYLWHbLIX NPOCTPAHCTB, AUCTOMNMUA COCYA0B
MWUKPOLMPKYNATOPHOTO pycnia 6e3 hopMnUpoBaHus anbBeonspHO-
KanunnapHelx MemopaH [15-17]. PaguanbHblil anbBeONAPHBIA CYeT
CUMTAETCA METOAOM, NO3BONAOLYMM JOKYMEHTUPOBATL I0OYNAPHYIO
cMMNANGUKaLMIo, 1 BbINONHAETCA NOACYETOM YMCAa anbBeos,
nepecekatwWwmx TMHNUIO, COEAUHSAIOLLYIO LEHTP PECNMPATOPHON
GpOHXMONbI M GNMKANLLYI0 BHYTPUAOALKOBYIO NEPETOPOSKY UIU
nnespy. 3TOT NoKa3ateNb paBeH 5y LOHOWEHHbIX HOBOPOXAEH-
HbIX U gocTuraet 9-10 K rofoBanoMy BO3pacTy, Npu IEro4YHon
TUNONNa3num OH CHUXEH [4, 20, 21].

lMnonnasus Nerkux ConpoBoXaaeT 60/blIOE YACNO PA3TUYHBIX
NaToNorMYeCcKmnx COCTOAHUI U HEraTUBHO BAUAET HA UX TeYEHHe:
npegpacnonaraer K YacTbiM U TAXKENbIM IEFrOYHbIM MHDEKLMAM
(Hanpumep, kK ocTpoMy MK 06AUTEPUPYIOLLEMY BPOHXUONUTY);
cnoco6cTByeT Gonee TAKENOMY NOBPEXKAEHMIO aNlbBEON NPU UC-
nonb3osaHun NBJ1 B nocneonepalmoHHOM nepuoge (Hanpumep,
npu onepauusx no NoBojy BPOXAEHHbIX NOPOKOB cepaua, BIC);
onpepenser cCHuxeHne 3hHEKTUBHOCTU 3aMeCTUTENbHOI cypdak-
TaHTHON Tepanuu (npu POC HOBOPOXAEHHBIX), pecnupaTopHoi
Tepanum y 4acTu NaLunMeHToB; MOXKET NPeApacnonarath K pa3sutuio
NHEBMOTOPAKCa; NPUBOAMT K pa3suTuio JII; 13MeHAeT nokasatenu
tyHKUMK BHewWwHero Abixanus (PBJ1) Ha Becb nepuop npepcTo-
AlWen xusHu [18].

Helpo3HAOKPVHHAS KAETO4YHaS
rmnepnAasng MAaAeHueB

Hellpo3HAOKPUHHAA KNEeTOYHas runepnnasns MnajeHLes
(H3KIM), Bnepsble onucaHHas B 2001 r. R.R. Deterding u coasr.,
npeactasnsiet co6oi U3J/1 HemsBecTHOI 3TMONOTNM, MaHUeCTH-
pylolee y fieTeit 1-ro rofa Xu3Hu, xapakTepu3yiolieecs Haauymem
CMHAPOMA NEepCUCTUPYIOLEro TaXMMHO3 MIAJEHLEB U Hecneuu-
uyeckux U3MeHeHwit Npu GUoncum Nerkux B BUAE runepnnasum
60M6€e31H-N03UTUBHbIX HePO3IHAOKPUHHBIX kKneTok (HIK) ne-
pucepnyecknx apixatenbHbix nytei [22]. Kputepuem TaxunHos
y pebeHKa B BO3pacTe OT POXAEHUA 10 2 MeC ABNAETCA YacToTa
AblXaTeNbHbIX ABUXEHUA >60 B MUHYTY, B BO3pacTe 2—-11 mec
>50 B MUHyTy [18]. HIKIM — camoe yactoe W3J1y mnageHueB
nocne B[ [23].

B pazsutuun HIKIM Bepyuyto ponb urpatoT neroyHble HIK,
MaKCUManbHO MpefCTaBieHHble U aKTUBHbIE y nofa. Mocne

POXAEHMA UX YNCO YMEHbLIAGTCA, [OCTUTASA YPOBHA B3POC/bIX
K 1 rogy xu3uu. Yucno HIK ysennyero y naymentos ¢ HIKIM,
yem obycnosneHbl kKnuHuyeckue cumntombl. Mpu HIKIM HapyweH
npouecc usnonoruyeckoro perpecca H3K (1abn. 4), 3a6onesatue
He conpoBoXaaeTcs cybanutenuanbHeim hubposom. HIK cekpe-
TUPYIOT B OTBET HA TMMOKCUIO, TUNepKanHuio 60M6e3nH-nof06-
HbIli NenTng, CEPOTOHMH, KAaNbLMTOHWUH W Apyriue GUONoruyecku
aKkTuBHble BewecTsa. C Ba3oAMnaTMpyowWwmm aeicTBueM faHHbIX
BeLeCTB MOXHO cBA3aTb oTcyTcTBMe JIT y naunenTos ¢ HIKMM.
MMnepnnasus HIK npuBoguT K 06CTPYKLUM AbiXaTeNbHbIX NyTeil,
Pa3BUTUIO «BO3AYLIHbIX TOBYLIEK», YTO ONpPefenseTcs npu uccne-
posaHun ®BJ] [24]. 0GHapyxeHue npu Guoncuu nuMdoLUTapHOro,
KOHCTPUKTUBHOTO (06AMUTEpUMpYtOLEro) BpoHXNONUTa, APYTUX
MHTEPCTULMANbHBIX M3MeHeHUI nckatoyaeT guardo3 HIKMM [25].
Bmecte c Tem uncno HIK pbixatenbHbix nyTeit yBeNMYMBAETCSA He
Tonbko npu HIKIM, Ho v npw page apyrux 3abonesaHuit u cocTo-
aHuit (BN, MyKOBMCLMA03, TUNONNA3NA IErKUX NPU BPOXKAEHHO
AnadparmansHoi rpbixe, NaHauMHapHas amdusema, nposegeHne
WNBJ1, ocTpoe noBpexaeHue Nerkux, NpoxnBaHue B BbICOKOTOPHBIX
palioHax, BO3AENCTBMEM [ibIMa, CUHAPOM BHE3aMHOW| MIafeH4YeCcKom
CMepTH, CUHAPOM BunbcoHa—Mukutu) [24, 26].

B GonbwuHcTBe cnyyaes getu ¢ HIKIM poxpatotcs ot du-
3M0NOTUYECKON JOHOLWEHHOI 6ePeMEHHOCTH, C HEOTAMOLWEHHbIM
nepuHatanbHbiM aHamHe3oM. HIKIM maHudecTupyet Ha nepeom
rOAY XXU3HW, B OCHOBHOM B MEPBOM NMONYrOAWM, TOPaXas [0 TOro
3[4,0POBbIX [IETEI, C NePCUCTUPYIOLEro TaXMMHO3 NOC/e NepeHe-
ceHHoi OPBU unu 6e3 TakoBoii. 0cobeHHOCTbI0 3a6oneBaHus
ABNAETCA HECOOTBETCTBME BbICOKO YACTOTbl AbIXaTebHbIX ABU-
XeHui (8o 80 B MUHYTY) CPAaBHUTENBHO HEGONLLIOMY CHUXKEHMIO
nokasarens Sp0, (88-92%). Beissnsembie y naumeHTos ¢ HIKIM
CBUCTALLME XPUMbI YaLLLe BCETO CBA3aHbI C PECNMPATOPHON NHbeK-
LMEN HUKHUX AbIXaTENbHbIX NyTeW.

KnuHuyecknii fuarHo3 3aboneBaHus ycTaHaBAMBAIOT Ha OC-
HOBAHWUW OLEHKU MO WKaNe KIMHNYEeCKon auarHoctukm HIKIM
(cM. Tabn. 4), obnafatoLeit BbICOKOM YyBCTBUTENBHOCTbIO U Crie-
uuhuyHoCTbio; nogTBepKAatoT pesynstaramu KT. B 1abn. 4 Takke
npejcTaBfieHa YacToTa BCTPEYaeMoCT CUMNTOMOB 3a60eBaHUs
Ha 0CHOBaHUM cOOCTBEHHbIX HabogeHni 96 nauueHTos ¢ HIKIM.
Otamunte HIKTM 1 ocTpblit GPOHXMONUT NO3BONAET OLEHKA CO-
CTOAHMA naumneHTa B guHamuke. Mpu HIKTM cumnTombl, cxoaHble
C CUMNTOMaMU 0CTPOro GPOHXMONNTA, COXPAHAIOTCA Yepes 4 Hej
OT Hayana bonesHu. HecmoTps Ha Ha3BaHUe 6ONE3HM, COMACHO
COBpeMeHHbIM npeacTaBneHusm, guario3 HIKIM He Tpebyet
006513aTeNbHOTO rMCTONOTMYECKOTO NOATBEPXKAEHU: [24, 27, 28].

Mpu nposegeHun KT nerkux cneyndmyeckum npu3Hakom
HIKIM siBnsieTcs 0OHapyKeHWe y4acTKOB YIIOTHEHUIA MO TUMNY
«MaTOBOTrO CTEK/ay, KOTOpble Haubosiee 3aMeTHbI B CPeAHel gone
NpaBoro NEerkoro, A3bl4KOBbIX CErMEHTax IeBOr0 JIErkoro, a Takxe
CUMNTOM «MO3auyHoi nepdy3un» [18, 24, 29]. C nokanusaumi
M3MeHeHU MOXKHO CBA3aTb Jlyyluee onpefeneHne Kpenutauum npu
ayCKyNbTaLMmn Nerkux no nepegHeit NOBEPXHOCTU FPYAHOI KNETKM.

Tepanus HIKIM cuctemHbiMu 1160 nHransumoHHsimu MK
1 OPOHXONIMTUKAMM He MOKa3aHa B CBA3M C OTCYTCTBUEM ybeu-
TebHbIX AaHHbIX 0 ee 3 HEKTUBHOCTY, HEBOCMANUTENbHBIM NaTore-
He3om 3abonesaHus [18, 24]. MaymeHTsl ¢ HIKIM moryT HyxpaTbes
B NPOBejeHUM KMCNOPOAOTEPaNNM B CBA3M C AecaTypalimen (npu
nokasarensx Sp0, <90-92%) BO BpeMs OCTPbIX PECNMPATOPHbIX
3ab0eBaHuit MO0 ANUTENBHO B AOMALIHUX YCIOBUAX C MOMOLLbIO
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Tabanua 4. LLlkana KAMHUYECKON AMArHOCTMKM HEMPO3IHAOKPUHHOW KAETOUYHOM runeprnaasvv MaapeHueB (HIKIM) no D.R. Liptzin

1 coasrT. (2020) [28]

Cumntom

1. MosABAEHWEe CUMMNTOMOB B Bo3pacTe A0 12 mec

Yacrota BCTpeyaemocTu,

abc. (%) [18], c pon.

96/96 (100)

2. 3apepxka GU3NYECKOro pasBUTUA (CHUXKEHWE MHAEKCA MacChl TEAA MAW OTHOLLEHUA MaCcChl K POCTY AAS

BO3pacTa MeHee 25-T0 NepLEHTUAA) Ha MOMEHT obpalleHus

3. OtcyTCcTBME AeDOPMALIMK AUCTAAbHBIX GaAaHT Mo TUMy «BapabaHHbIX NaAOUYEK»

4. O1CyTCTBUE KaLUAA (BHE 3MM30A0B PECNUPATOPHBIX MHOEKLMI)

5. OTCYTCTBME CBUCTALLMX XPUMOB (BHE 3MW30A0B PECTUPATOPHbIX MHOEKLIMIA)

6. BoukoobpasHasn UAK BOpOHKoOOpa3Has AedopMaLmsa rPpyAHON KAETKK

7. BraxKHble Xxpunbl/Kpenutauus

8. lnokcemus (Sp0, <92%)

52/96 (54)

96/96 (100)
53/62 (85)
60/62 (97)
6/62 (10)
78/96 (81)
48/95 (51)

9. TaxvnHO3 (YacToTa AbIXaTeAbHbIX ABUXKEHWUI B MUHYTY — >60 B Bo3pacTte A0 2 Mec,

>50 B Bo3pacte 2-12 mec)

10. BTaxeHne ycTynumBbIX MECT FPYAHON KAETKM

96/96 (100)

94/96 (98)

MpY HaAMYMK 7 CUMINTOMOB U BOAEE CTABAT KAMHUYECKWI AMarHo3 HOKIM

KOHLLeHTpaTopa KNCNOPOA, a TaKKe B rMNepKanopunHOM NUTaHUm
[24,30-32]. YunTbiBast BO3MOXHOCTb MAapaKpUHHOI CEKpeLum
H3K nop peiicTBUeM HUKOTMHA M BbICOKYIO HACTOTY KYpPUIbLLUKOB
B cembax fetent ¢ HIKIM, MOXHO NpeanonoXuTs, YTo KypeHue,
AeliCTBME KOTOPOTO Ha JeTeil AOMKHO ObITb UCKTIOYEHO, ABNSAETCS
OJJHMM M3 NPOBOLMPYIOLWNX PAKTOPOB NOABAEHWUS CUMNTOMOB
y nauunenToB ¢ HIKIM [32, 33].

[lo HacToswero BpemeHu ectecTBeHHOe TeyeHne HIKIM v ee
LONrOCPOYHble NOCNELCTBUA A0 KOHLA He onpefeneHbl, 0fHAK0 He
OblI0 3apPErucTPUPOBAHO HU OJHOTO C/ly4as CMePTEbHOTO UCXOAa,
noTpeGHOCTU B MPOBELEHUM TPAHCMNAHTALMM NIETKNX, CBA3AHHbIX
¢ HIKTM. Y 60/blWMHCTBA NALMEHTOB BCE CUMMTOMBI PErpeccupyoT
(MaKcuMManbHoO K 7-neTHeMy BO3pacTy), HO Y HEKOTOPbIX AeTeil
COXpaHAeTCA HU3Kas TONEePaHTHOCTb K hU3MYeCcKOW Harpyske.
H3KI'M — ogHa M3 NpUYmnH peLuauBUpYIOLLNX PECIUPATOPHbIX
nHbekunin y peteit. U3meHeHnus B nerkux npu nposegeHun KT
perpeccupyioT ¢ BO3pacToM OJHOBPEMEHHO C Perpeccom Kau-
HUYECKMX CUMNTOMOB 3aboneBaHns. Bo3mMoxKHbIM nocneacTsu-
em HIKIM sBnsetcs 6poHxmnansHas actma [32]. CBasb HIKIM
C pa3BuTHeM nauonatuyeckoin auddysHoii runepnnasum HIK,
accoLMMPOBAHHON C pa3BUTUEM HEMPOIHAOKPUHHbLIX OMYXONen,
He ycTaHoBneHa [24, 32].

A\ero4yHbln UHTEPCTULUNAALHBIN
MUKOreHos

JlerouHelit MHTEPCTULMANBHBIA MKOTeHO3 (CUHOHUM: UH-
TePCTULMANbHbIA KNeTOYHbIA MHEBMOHUT MiageHues) — U3J1
JeTel rpyfHoOro BO3pacra, XapaKTepu3yioleeca npucyTCTBueM
B MHTEPCTULMM KPYMHbIX ManoanddhepeHUMPOBaHHbIX ME3EH-
XUManbHbIX KNETOK, cogepxalux rmukoreH. JINI Bctpevaertca
KaK y [LOHOWEHHbIX, TaK WU Y AeTel, POXKAEHHbIX NpeXaeBpeMeH-
HO; laHHble O PAaCNpPOCTPAHEHHOCTU 3a60NEBaHUA OTCYTCTBY-
toT [34]. B ocHOBe 3a60NeBaHUA NEXNUT HApYLIEHUE KNETOYHOA
anddepeHUNPOBKY TIETOYHON ME3EHXMUMBbI, MOCKOJIbKY B HOP-

Me Me3eHXMMaNbHble KNETKW Nerkoro He cofepxar MukoreHa.
[MUKoreHcoLepxalimue KIeTKN MOXHO 0OHAPYXUTb Ha paHHUX
CTagnax GOpMUPOBAHNA NETKOTO, C yBEANYEHUEM reCTaLNOHHOTOo
BO3pacTa OHW NpeTepneBaloT Perpecc, NPakTUYecKn NONHOCTbIO
ncyesas K poxaeHuto. Asnaetca JINT pesynstatom nepBMYHOroO
M30IMPOBAHHOIO HapylweHus anddepeHLNpPOBKYU NEFOYHO Me-
3EHXMMbI TN NOABAEHWE IMKOTeHCOAEepKaLLMX KNETOK OTpaxaeT
BTOPUYHbII OTBET HA NIErOYHOE NOBPEXAEHUE NNOO YKa3bIBAET HA
NpUCYTCTBUE APYroro 3aboseBaHus, 0CTAETCA [0 KOHLA HEACHBIM,
Knetku, xapaktepHble ons JIUI, BCTpeyaoTca npu MHOXeCTBe
LAPYrux natonormyeckmux COCTOAHWN, Hanpumep y MnafeHLeB
C IeroYHoIt runonnasuen, HapyweHusamu pocta nerkux, Jil, BIC,
BJ10, HIKIM, BpoxaeHHON ManbthopMaLmeit fibixaTeNbHbIX MyTen
NIETKUX, BPOXKAEHHOI NobapHoi 3mMdu3emoil, cuHapomMamu HyHaH,
[layHa, mykononucaxapupgo3om [35-37].

3a6oneBaHue MaHUeCTUpYeT 0ObIYHO B NEPBbIE AHU — HELENU
XU3HU C HecneundUyecknx pecnmpaTopHbIX CUMNTOMOB, KOTOPbIe
MOTYT Pa3BUTbCA NOC/E KCBETNOro» npomexyTka. OCHOBHble
KnuHuyeckne cumntombl JINT — TaxunHo3, conpoBoxaatolieecs
BTAXKEHUEM Mexpebepuid, u runokcemus, Tpebytowas Kucnopo-
potepanuu. KnuHuyeckas KapTuHa MOXeT ObITb Pa3fiMYHOM, OT
HETAXENOoro TaxunHo3 u runokcuu go PIAC u NIT. Yactb 60/1bHbIX
MoryT Tpebosarb VIBJ1 unu pecnupatopHoii nogaepxku. uardos
LOJKEH ObITb 3aN0403PEH Y HOBOPOXKAEHHOTO C HApYLIEHUEM
AbIXaHWsA, 0COOEHHO KOraa TAXKEeCTb 3ab0NeBaHNUs HeNPonopLuo-
HalbHa CTENeHN CONYTCTBYIOLWMX COCTOAHWIA, HANpUMep Takux
Kak HegoHoweHHocTb uaun BIC [37]. PeHTreHonornyeckue npu-
3Haku JINT HecneunduryHbl M NpeacTaBaeHsl r1unepuHbaaluen,
MHTEPCTULMANBHBIMU U3MEHEHUAMU, TOHKUM PETUKYNAPHBIM
natTepHoM. B ganbHeiilwem oTMeyaeTcs GbicTpas nporpeccus
M3MEHEHUI — UHTEPCTULMANBHBIA PUCYHOK CTaHOBUTCA Gonee
rpy6bIM C IMHERHBIMU 3aTEHEHWUAMM, YEPELYIOLMMACS C y4acTKaMm
NOBbILEHHOI BO3AYWHOCTH, 60see BbIpaXKeHHbIMU B 6a3abHbIX
otaenax nerkux. KT BblssBNA€T IMHElHble PETUKYNAPHbIE 3aTEHEHUS,
YTONLWEHNSA MEXA0NbKOBbIX NEPEropofjoK B YepeAoBaHNM C 30-
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HaMMW ruNepuHGAALUM U CUMITOMOM «MATOBOTO CTEK/IAY, OflHAKO
LMArHo3 He MOXeT ObiTb OCHOBAH UCKIIOYMTENBHO HA AaHHbIX
UMUIK-ANArHOCTUKY, Tem Gonee yto JINT Hepeako Hacnameaercs
Ha WHble noBpexaeHus nerkux [38-40].

B HacToswee Bpems anarHo3 JINT MOXeT ObiTb YCTAHOBIEH
TOJIbKO Ha OCHOBAHWM FMCTONOTMYECKOTO UCCiefoBaHus. Tu-
NUYHbIMK NaTomopdonornyeckumu npusHakamu JINT asnsoTca
anddy3HOoe YTONLLEHNE MHTEPCTULLMA, HANUYWE B HEM PACTAHYTbIX
OKpYMbIX BEPETEHO0OPA3HbIX KNETOK C 6NeHOM LUTONNa3MOii
C AnPOM 0BOMAHOMN (hOpMbI, 6OTaThbIX MUKOreHOM. [JaHHble KNeTKM
CUbHO UMMYHOMO3WUTUBHBI B OTHOLEHUI ME3EHXUMANIbHOTO Map-
Kepa BUMEHTUHA. [N1KOreH MOXHO 0BHAPYKUTL MPU INEKTPOHHOIA
mukpockonuu unu LWNK-okpacke nckniountenbHo B nerkmx. Cu-
CTEMHOTO HAaKONJEHUs IUKOTeHa UM HapyleHus ero metabo-
nM3Ma HeT. B MexanbBeonspHbIX neperopofkax 06HapyuBaeTcs
MUHUMaJbHOE NPUCYTCTBMUE BOCMNANUTENbHBIX KIETOK, NPU3HAKOB
UHTepCTULMANLHOTO Gubpo3a HeT [34, 37, 41]. B ciyyasx nerkoro
TeyeHus 3ab6oneBaHus GUONCUA He NOKA3aHa, ANs HUX BbiN Npea-
NOXEH KNMHUYECKUI TEPMUH «CTOMKOE TaXMNHO3 MaafeHLeB» (cu-
HOHMM: NepPCUCTUPYIOLLEE TAXMMHO3 MIALEHLEB), UCMOJIb3YEMbIN
TaKXe ANs xapakTepucTukn nauuentos ¢ HIKIM [1].

KoHceHcyca no neyenuto JIT, kak u gna apyrux negnarpu-
yeckux M3J1, He cywecTByeT. JleyeHne HOCUT NOAAEPKMBAIOLLNN
xapakTtep. bonblwnHCTBY AeTeit TpebyeTcsa KMcaopoaoTepanus,
a HekoTopbiM — VIBJ1, Tepanus JIT n conyTcTByiowux 3a6osieBaHwil.
B psige cnyyaes CMMNTOMbI pa3pellanTcs CaMoCTosTeNbHO 6e3
KaKUX-TMB0 MeLMKaMEHTO3HbIX BMeWaTenbCcTe. Pagy 601bHbIX
Ha3Hayanacb BHYTPMBEHHAA BbICOKOLJO03HAsA nynbc-Tepanus MK
(meTunnpenHU3010H 10 Mr/Kr B CYTKM B TeYeHUe 3 AHeN Kax[oro
MecsLa) NPOLOMKUTENBHOCTbIO OT 6 [0 11 Mec, npuBOAsA K yiyuy-
WEHWIO OKCUTEHAL MM U KTUHWYECKON CUMNTOMATUKM, HO KOHTPO-
NINpyeMbIX UCCNeJ0BaHMUI He NPOBOAMUIIOCK, U CYLLECTBYET Maso
[0Ka3aTeNbCTB AN1S lAaHHbIX peKoMeHfauuit. Bonpoc o npumeHeHuu
'K nomKeH oueHNBATLCA B KOHTEKCTE TAXKECTU KIUHUYECKOTO CO-
CTOSAHMA NALMEHTOB M NOTEHLMANLHOTO BpeLHOro Bo3aenctamsa MK
Ha NOCTHATa/IbHYI0 albBEOAPU3ALIMIO U HEPOPA3BUTHE, 0COOEHHO
Y HEOHOLWEHHbIX HOBOPOXAEHHbIX. B yacTHOCTH, ncnonb3oBa-
Hue Bbicokux po3 MK B cnyyasx soisenenus JINT B couetanum co
3HAYMMbIMU HAPYLWEHUAMM PAa3BUTUS NIETKOTO HE PEKOMEHyeTCs
BBUAY BO3MOXHbIX YKa3aHHbIX MOOOYHbIX IPHeEKTOB.

MexaHn3m 3pheKTUBHOCTM CTEPOMNAHON Tepanumn HeACeH,
KaK 1 HesACHOI ocTaeTcs aTuonorus 3abonesaHus. B omundne ot
MAMONaTUYECKUX MHTEPCTULMANbHbIX NMHeBMOHWIA, JINT xapakTe-
pY3yeTcsa He BOCMANIUTENbHbIMU U3MEHEHUAMM, @ HE3PEOCTHIO
MHTEpCTULMaNnbHbIX KneTok. IddekT K, BepoaTHO, ABnseTcs pe-
3yN1bTAaTOM YCKOPEHUA NPOLLEeCCOB CO3pPeBaHMA, a He MoauduKaLum
BocnaneHus. Bcem naumeHTam TpebyioTCs ONTUMU3ALUA NUTAHUS
Ans obecneyeHns afieKBaTHOrO Pa3BUTUS NErKUX U NpodunakTMka
pecnupatopHbix Hbekumit. EcTecTBeHHoe TedeHne 3a60neBaHNs
HEN3BECTHO, HO CMEPTHOCTb B 3HAYUTENLHOI CTENEHU CBA3aHa
C OCNIOXXHEHWUAMMW HEJOHOWEHHOCTU UAK TUNONAA3UeN, HapyLue-
HUEM pOCTa Nerkux, a He cobcTeeHHo ¢ JIUT. MpoaonKuTenbHOCTb
CMMNTOMOB MOXET COCTaB/IATL HECKOJIbKO MecsLeB [34].

XpOHU4ecKunin NHEBMOHUT MA3AeHUeB

XpoHuueckuit nHeBMOHUT MnageHues (XMNM) — pegkas dopma
N3J1 peTeit rpyaHoOro Bo3pacTa, UMetowas oblue KNMH1Yeckue

W PEHTreHONOrnYecKne npusHaku ¢ gpyrumu dopmamu U3J
(Kawenb, TaXMMHO3, 3aTEHEHUS NPU BU3yaNU3aLUM TPYLHON
KNeTKW, CUMNTOM «MaToBOTO cTekna» npu nposegenun KT), co-
NpoBOXAAOLWAACA CneuudnUyecKUmMn rmcToNorMYecKUMI u3me-
HEHWAMY, BKNOYaOWUMK Anddy3HOe yToNleHUe anbBeoNsPHbIX
neperopofok, runepnnasuio anbseonountos II Tuna u Hanuuue
NPUMUTUBHBIX ME3EHXUMaNbHbIX KNETOK BHYTPW anbBeOAAPHbBIX
neperopofoK. B HeKoTopbIx cy4asax rucToaornyeckne u3MmeHeHus
HaMOMMHAIOT IErOYHbINA aNbBEONAPHBIA NpoTenHo3 [42]. lnarHo3
XIM ycTaHaBnuBaeTca Npu ructoaorM4yeckom MCcnefoBaHum.
XIM — 370 naTTepH BPOXAEHHON ANCHYHKLUUM cypdaKTaHTa,
pesynbTar eduumnta cypdaktaHTHeix 6enkos B [34], C [43, 44],
ABCA3 [45], myTauuu reHa NKX2-1 [46], xoTs HEOOXO[MMO NOM-
HUTb, YTO AedULMUT OLHOTO U TOTO e CypdhaKTaHTHOrO Oenka
WAW OQMH reHeTuyYeckuint fedeKT MoXeT NPUBOANTb K pPasniny-
HbIM, Kpome XIIM, no rucTonornyeckom KapTuHe COCTOAHUAM.
MpuHumnel Tepanuu XMM cXoAHbI C TAKOBLIMU NPU BPOXKAEHHbIX
AMchyHKUMAX cypdakTaHTa.

3aknlo4eHune

N3Ny peTeii ABAsIOTCA PEAKMMU XPOHUYECKUMI 3aboNeBaHN-
AmMun nerkux. Bonpeku pacnpoctpaHeHHOMy MHeHMo, y feTelt V3]
Yalle BCTPeYalTCA He B NOAPOCTKOBOM BO3paCTe, a B BO3pacTe A0
1 ropa, oTpaxas HapyleHHOoe pa3BUTHE NapeHXUMbl U UHTEPCTH-
LA Nerknx, NepcuCTeHLmMIo deTanbHbIX KNETOYHbIX KOMNOHEHTOB
JIETKOro, COCTaBnss ocobyio rpynny 3abonesaHuit — U3PJT. K Hum
OTHOCATCA BblWeonuUcaHHble fuddy3Hble HapyweHUs pa3BuUTUs
W TUNONNA3NA NEerkux, HeMpo3HAOKPUHHAR KNETOYHas runep-
nnasus MNajeHLEB, IEroYHbIN MHTEPCTULMANBHBIA MUKOTeHO3,
XPOHUYECKMNII THEBMOHUT MNafeHLEB, YacTO CKpbIBatoLLeecs Noj
«MaCKOW» BPOXKAEHHOM UM BHEGONBHUYHO MHEBMOHKU. 3ano-
LO3PUTb AaHHble 3a60N€BaHNA NO3BONAET HaNUYUe y pebeHKa
XpoHuyeckoro «aetckoro N3J1-cuHgpomay, KOTopbIi BKItOYA-
€T 4 rpynnbl NpU3HaKoB: 1) pecnupatopHble xanobbl (Kawenb,
OAbILIKA, TAXUMHO3, HEMEPEHOCUMOCTb (U3NYECKON HArpy3KK);
2) 06bEKTUBHBIE CUMNTOMbI, TAKME KakK KpenuTaLus, 3aTpyaHe e
LbIXaHWS, BTAXKEHWNE YCTYNUUBbIX MECT FPYAHO KNETKU, CUMNTOM
«bapabaHHblx nanoyek»; 3) runokcemns npu nccneposanum Spo,;
4) pacnpocTpaHeHHble PEHTreHONIOrUYeck1e n3MeHeHus. Hannune
3 M3 4 rpynn faHHbIX NPU3HAKOB, 06N1afalolLMX BbICOKON YyBCTBM-
TENbHOCTbIO U CNeuudUYHOCTbIO, PY YCI0BUM UCKIIOYEHUN TAKNX
3aboneBaHui, Kak MyKOBUCLMAO3 U UMMyHOAeDUUNUT, AenaeT au-
arHo3 N3J1 secbma BeposATHbIM. icnonb3oBaHmMe 3TOr0 CKPUHUHIA
0Ka3anocb 40CTaTOYHO I DEKTUBHBIM OCOOEHHO Y AeTeil NepBbIX
2 NeT xu3HK. N3 218 cnydaes, NoaTBEPKAEHHBIX Guoncueit, U3J
y fieTeil B BO3pacTe [0 2 NeT, 3 U3 4 NpefiCTaBleHHbIX MPU3HAKOB
oTmeyvanuce y 91% naumenTos [47].

Bepudukauns otnensHbix dopm U3J1 BO3MOXKHA B pamKax
MYNBTUANCLUNINHAPHOTO NOAX0AA, KOMMIEKCHOMO 06CNef0BaHus,
Bknoyatowero KT, mopdonorudeckne, reHeTuyeckne nccnepo-
BaHUsA. BBUAY peaKocTu faHHbIX 3a60NeBaHUil CTaHJAPTOB UX
neyeHus He paspabotaHo. MporHos npu N3P/ BapuabeneH B
3aBMCUMOCTH OT KOHKPETHON HO30M10rMYecKoit popmbl. BmecTe ¢
Tem auarnoctuka VI3PJ1 npeactaBnseTcs Ype3BblyaHO BaXHOMN,
no3BONAS B pafe cyyaeB U36aBUTb peOGeHKa OT HEHYXKHOTO,
Hea(heKTUBHOTO NeyeHus, Kak, Hanpumep, npu HIKIM, nubo,
HanpoTuB, BbIPab0oTaTb ajeKBaTHYIO TePaneBTUYECKYIO TAKTUKY.
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