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CHAPTER 5. INTERSTITIAL DISEASES OF DEVELOPING LUNG

Dmitry Yu. Ovsyannikov, Mariya A. Zhestkova

B xiaccupukainmm, npeajgoxXeHHOW B perucTpe Ima-
IIMEHTOB JETCKOTO BO3PACTa C MHTEPCTUIIUATIBHBIMU
3aboneBanusimu Jerkux (M3JI) crpan EBporeiickoro
CO103a, BBIIEJISIETCS] OTIe/IbHAS MOATPYIIA — 3a60Jie-
BaHMSI pa3BUBAIOIIETOCS Jierkoro (Tabi. 1), mopaxkaro-
1I[Me HOBOPOKIEHHBIX JeTeil U ieTeii 1-To roga KU3Hu
U HEe UMeIoI1e SKBUBAJICHTOB Yy OoJiee CTapIlux AeTei
U B3pocibIx. Takue 3a60eBaHUs TIPEACTABISIIOT CO-
00i1 OCTaHOBKY, 3a/IePKKY Pa3BUTHSI JIETKUX WU €T0
OTIEJIBHBIX CTPYKTYP Ha OTMPEIeSIEHHBIX CTAIUSIX pa3-
BUTUSI, SIBJISISICH TIEPEKPBIBAIOIIIMMUCS TTPOSIBJICHUSIMU
HapYIIEHHOTO CO3PEBaHMsI JIETKUX, CBSI3AHHOTO C TIep-
CUCTEHIIMEH pa3TUIHbBIX CTPYKTYP (HEeTaTbHOTO JeTKOTO
(Tabm. 2).

Anddy3Hble HapyLleHUs pa3BUTUA Nerkux

Huddy3Hbie HApYIICHUS pa3BUTHSI JICTKHX BKIIIOYA-
0T alIMHAPHYIO TUCIUIa3UI0 (CMHOHUM — BPOKICHHBIN
MMOPOK Pa3BUTHS HIKHUX ObIXaTeJIBHBIX ITyTei Tuma 0),
BPOXICHHYIO aIbBEOJISIpHYIO auciuiasuto (BAL) u amb-
BEOJISIPHO-KANTWJUIAPHYIO TUCIUIA3UIO ¢ aHOMAJIbHBIM
pacmooxeHueM Jerounbix BeH (AK/I/APJIB, cuno-
HUM — BPOXIEeHHAas aJbBCOISIPHO-KATTMIIISIpHAS TC-
mia3us). Takue mMaTod0TrM CYMTAIOTCS CIIeIn Y-
HBIMH IJIST IETCKOTO BO3pacTa M He TMAaTrHOCTUPYIOTCS
y B3pocabix [3]. Ux ¢popmupoBaHue CBSI3aHO ¢ Hapylle-

HHUEM TIePBUYHBIX MOJICKYJISIPHBIX MEXaHU3MOB JIETOU-
HOTO 1/WJIN COCYIUCTOTO pa3BUTHs. KiImHNYecKn naH-
HBIC ITATOJIOTUICCKIE COCTOSTHUS ITPOSIBIISIIOTCS TSIKE-
neiM PIIC y mOHOIIIEHHBIX HOBOPOXKICHHBIX B TICPBHIC
Yachl XKM3HU, XapaKTePU3YIOTCS BHICOKOI JICTOUHOM
TUTIePTEH3MEeH, 4aCTO COYETAIOTCS C BPOXKICHHBIMU
ITOPOKaMU Pa3BUTHS, U pedpaKTepPHBI K JTIOOBIM Tepa-
MMeBTUYECKUM BMeEIIaTeIbCTBAM. PeHTreHOIOrndeckmn
omnpenensercs Tuddy3Hoe CHIKEHNUE TPO3PauHOCTH
JICTOYHO! TKaHM, HalIOMUHAIOIICe PECIIMPATOPHBIN
IucTpecc-CUHAPOM HoBopoxXneHHBIX (PIACH) [4].
VY nereit ¢ AKI/APJIB mpu KoMIblOTepHOM TOMOTpa-
¢um (KT) oObIuHO OOHaApYKMBAIOTCS pa3HOOOpas3-
HBbIC UI3BMEHEHMST: ABYCTOPOHHME UMD DY3HBIC YIaCTKHN
VIUIOTHEHUS TTApEHXUMBI JIETKUX 110 TUIY «MaTOBO-
ro cTekJa», nuddy3HOe HapyIIeHNe apXUTEKTOHUKH
¢ MeJKoceTJyaTol aepopManueii U rpyoObIMU YILIOT-
HEHUSIMHU TIEPUOPOHXMAIBHOTO, TIEPUBACKYISIPHOTO
1 MEXIOJIEBOTO MHTEPCTUIINSI, 0OCTHEHNE COCYIMUCTOTO
PUCYHKa, TUICBPOITYIbMOHAJbHBIC CITAIKM 1 MHOXKe-
cTBeHHbIe yuyacTKu B3ayTus. [Ipu BA/l 1o naHHBIM
KT BoIsIBASIIOTCSI TpyOOE HapylIeHUE apXUTEKTOHUKU
JICTOYHOI TTapeHXUMBI, TU(dy3HBIE PEeTUKYISIPHEIC
U3MEHEHUsI, OTpakarllne HepaBHOMEPHOE YTOJIIIe-
HHE MEXIOJbKOBOTO MHTEPCTHUIINS, C KUCTO3HOI mepe-
CTPOMKOI IMMapeHXUMBI JIETKOTO [5].

Tabnuua 1. VHtepcTuumanbHble 3aboneBaHuA pa3BuBatoLLeroca nerkoro (no Griese M., 2022 [1])

Moakateropuu

OcHoBHble npuMepbl

A1, Inddy3Hble HapyLLeHNA pa3BUTUA NErKNUX

AﬂbBeOJ’IHpHO-KaI‘IMﬂHHpHaH pucnnasum ¢ aHoMainbHbIM pacrnosioeHneM NeroYHbIX BeH.
BpO)K,ElEHHaﬂ anbBeosiApHaAa gucnnasua

A2. HapyLueHwa anbeeonAapusaumm

[Mnonnasua nerkmx.

[Mnonnasua nerkux, cBA3aHHaA ¢ nwad)parmaanon prl)KeVI.

XpOHMHECKOE 3aboneBaHMe Nerkux HeOHOLIEHHbIX (6p0HXOJ'IEFO'-IHaH aucnnasuma —
XpOHKU4YecKoe 3abosieBaHue NErkmx)

A3. TaxunHo3 y MnageHLeB

XpoHUYecKoe TaxMnHoO3 B MiafieH4ecTBe (06bIYHOE, OTKMOHAIOLLEECH OT HOPMbI).
HelipoaHAoKpMHHAA KNeTouYHas r1nepniasusa MnaLeHues.
J1erouHbI MHTEPCTULIMANBHBIN IIMKOrEHO3

A4. PaccTpoiicTBa cucTeMbl cypdaKTaHTa

XpOHMYeCKNIA THEBMOHWT MaJeHLieB.

[Jedunumt cypdarTaHTHoro npotenHa B.

[pyrue HapyLweHna GpyHKLMM cypdaKTaHTOB.

HeonpepnenenHoe N3JTy 3penbix HOBOPOHAEHHBIX.

HeonpegenenHoe V3J1y HOBOpOMKOEHHBIX, POAMBLLUMXCA C recTaLMoHHbIM Bo3pacToM 30-36 Hep.

MpuMeyanme: U3J1 — uHTepcTMLManbHoe 3a6onesanue Nerkux.
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Ta6bnuua 2. PaccTpoiicTBa, CBA3aHHbIe ¢ nepcucTeHument detanbHoro nierkoro (no Bush A. et al., 2019 [2] ¢ nononHeHusaMm)

AHaToMMyecKHue CTPYKTYpbl MexaHusm

3aboneBaHus

[lbixatenbHble nyTm

nepCVICTEHLl,VIH HEVIPOBHHOKPMHHHX KNEToK

HelipoaHOOKpVHHAA KNeToYHas rUnepniasuna MnafeHues.
BpoHxoneroyHas gucnnasua*

WHtepctuumi lepcucTeHLMA IMIMKOreH-CoAepHKaLLMX KNeToK JIeroyHbI MHTEPCTULMANBHBIN FMKOTeHO3.

BporkaeHHan anbBeonapHan gucnnasus.

bpoxxoneroyHan gucnnasna®.

HelposHOOKpUHHAA KNeTOYHaA runepniasus MnageHLes™
AnbBeosbl ToTanbHoe oTCyTCTBME pocTa AumHapHas gucnnasua

YacTuuHoe oTcyTCTBME pocTa

AnbBeonsApHaa runonnasms.
BporkaeHHan anbBeonApHan aucnnasus.
BpoHxoneroynas gucnnasua*

Cocynucrasn ceTb OTcyTcTBME pOCTa KanuINApoB

AﬂbBEOJ'IﬂpHO-KaI'IVIﬂﬂHpHaH gucnnasua

cocynos

OeTanbHan runepTpodua cpenHen 060104KN

MepcucTupyioLan neroYHas r’MnepTeH3nA HOBOPOMAEHHbIX.
BpopeHHan anbBeonApHaa gucnnasua™™.
BbpoxxonerouHan gucnnasmna®

nPMME‘-IaHMH: *—B HEKOTOPbIX Ciy4anx; - BpOXK[AeHHaA anbBeonApHana OUCNIasnA MOXET KITMHUYECKU NPoABNATLCA B BUAE nepcwcmpymu.leﬁ Nero4Hon

rMnepTeH3nn HOBOPOX AEHHbIX.

JdnrarHo3 moaTBep:KaacTcs JaHHBIMU OMOIICUU WIIN
ayroricuu. Ilpm aruHapHOM AMCIIIA3UM TIPU MUKPO-
CKOTIMM OOHAPYXKUBAIOTCSI OTCYTCTBHE aJIbBEOJI, ClIe-
M0 3aKaHYMBAIOIINECS TepMUHATbHBIC OPOHXMOJIHI,
OKpYXCHHBIC MHTEPCTUIIMATIbHOM TKaHbIO, ComepXka-
el MHOTOYMCIICHHBIC TMJIATUPOBAHHBIC KPOBEHOCHBIE
cocynpl. KonmnmaecTBO MHTEPCTUIIMAIBPHOM TKAaHU 3HA-
YUTEIBHO YBEIMICHO, OTMEYAeTC s HapylIeHe (DopMm-
POBaHMsI XPAIIEBBIX TNIACTUHOK OpoHxoB [6]. [Tpu BAJI
TP TUCTOJIOTUIECKOM MCCIICIOBAHUM OIIPEaesIeTCs,
no Beipaxkennio H.E. MacMahon, BriepBbie OIKCABILIETO
MaHHYIO IMaToJoThio B 1947 1., «0YeHBb MaJjio aJIbBEOJ
¥ O4eHb MHOTO MHTEPCTULIMAIbHOU TKaHu» [7]. He-
MHOTOYMCJEHHBIE albBeoJibl Mpu BAJl nMeroT 60Jib-
e pa3Mephl, AIbBEOJIIPHBIC TIEPETOPOIKHI YTOIIIICHBI
¥ comepKaT IPUMHUTUBHYIO ME3CHXNMY, HE NMEIOIIYIO
3pEJIBIX KOJUIATEeHOBBIX BOJIOKOH, OTMEYAeTCsl O0MIIHe
KPOBEHOCHBIX COCY/IOB, ITPY 3TOM OPOHXMATbHbBIN 211 -
TeJmii Xopo1o ntuddepeHInpoBaH, albBeoJIbl Aedop-
MMPOBAHEHI 32 CYCT YTOJIIECHUS 1 (GPUOPO3UPOBAHUS Me-
JKaJIbBEOJISIPHBIX TIEPETOPOIOK, BRICTIIAHBI KyOMISCKUM
snutenueM (anbeosnouuTsl 11 tuma) [5, 6]. TunuyHbIMM
npuzHakamu AKJII/APJIB sBistoTcst HapylieHue pas-
BUTHS JISTOYHOM TOJIbKY (OCTAHOBKA BHYTPUYTPOOHOTO
pa3BUTHS HA MO3MIHEN KAHAJIMKYJISIPHOM WM paHHEN
CaKKYJISIDHOM CTaausIX) M U3MEHEHUE TTOJIOXECHUS Jie-
TOYHBIX BEH (CMEIICHNE UX M3 HOPMAJIBHOTO MOJIOKCHUS
BHYTPH JICTOYHOM CENTHI B OPOHXOCOCYIUCTBIN MyJOK,
PSIIOM C TOJILKOBOI JIerouHOoM aptepueii) [4, 5]. «CMme-
IIEHHBIC JISTOYHBIC BEHBI» IIPEACTABIISIIOT COOOIA TIpea-
LIMHAPHBIE IIIYHTUPYIOIIME COCYIbI MEXTY CUCTEMHBIMU
1 JIETOYHBIMU cocynamu [8]. Y marmmenToB ¢ AKII/APJIB
BO3MOXHBI yYACTKH JIETKOTO ¢ HOPMAaJIbHOM KaITWJIISIP-
HOM CeThI0, YTO CO3MAeT TMAarHOCTUICCKUE TPYTHOCTH
MIPU TUCTOJIOTUYECKOM HCCIICIOBAHUM, OIIPEIEIsICT
BO3MOXHOCTh Pa3BUTUSI MEHEE TSIKEJIOM, MHOTAA OT-
CPOYCHHOI TOC/Ie POXICHUS MaHU(eCcTaluK 3a00J1e-
BaHus [9]. CpaBHUTEIbHAS XapaKTEPUCTHUKA BAPUAHTOB

I dy3HBIX HApYIIEHU pa3BUTHS JIETKUX TIPEACTaB-
JIeHa B Tabj1. 3; mis 6oyiee TOYHOM TMArHOCTUKU ITH(D-
(by3HBIX HapyIIEHUI pa3BUTHS JIETKUX IIeJIECO00pPa3HO
HCIIOJIb30BaTh MOJTHOTEHOMHOE ceKBeHupoBaHue [10].
BmecTe ¢ TeM OTpHUIIaTeIBHBIN pe3yabTaT TeHETUIECKOTO
HCCIIeIOBAaHUS HEe MCKITIOUaeT TUarHo3a Mpu HATMINU
TUCTOIATOJIOTUYECKNX N3MEHECHUIA.

[Iporenypa 3KCTpaKOpIOpaTbHO MeMOPaHHOM OK-
cureHaumy (DKMO), Kak 1 UCTTOIB30BaHNE MHTAISIIIN-
OHHOTO OKCHJIa a30Ta, He IMPUBOMIST K TOJITOBPEMEHHOM
BBDKMBAEMOCTU TIpU M1 PY3HBIX HAPYIICHUSX Pa3BU-
THSI JIETKUX, XOTSI TIPX 00eCTieYeHNN BEHTWISIIIMOHHOM
rmogmepkKu 1 DKMO nmpogoKuTe TbHOCTD XKU3HU MO-
JKeT JIOCTUTATh HeCKOJIbKUX HEeNEIb, PEIKO — MECSIICB.
HmeroTcst eaMHIYHBIC HAOMIONCHNS aTUTTMYHOM VUTH OT-
cpouyeHHOI KimmHn4YecKoii Manndectammu AKJ1/APJIB,
BBDKMBaHUS MJIaICHIICB, TIEPEHECIIINX TPAHCIIAHTAITIO
JleTknx B Bo3pacte 4—20 mec. [11, 12].

F'Mnonnasusa nerkux

Hapyirenue pa3BuTHs 1eTKOTO Ha KaHATUKYJISIPHOM
1 CaKKYJISIPHOU CTAIUSIX COTIPOBOXKIACTCS TUTTOIIIa3UeH
JIETKOTO, XapaKTePU3YIOIICIHCS YMEHBIIICHUEM KOJINIe-
CTBa U pa3MepPOB OPOHXMOJ, ATbBEOJI, COCYIOB JICTKHMX.
YMeHbIlIeHre KOJIMYEeCTBA M pa3MepOB aIbBeOJ — pe-
3yJabTaT HAPYIICHUS anbBeosspusannu. PopMupona-
HUE aJIbBEOJI HAUMHACTCS B KOHIIE KaHATUKYJISIPHOMN
¢a3nl pa3BUTHS JIETKUX, Ha CpoKe 24—28 HeJl. TecTaluu.
DTOT mpoliecc cBA3aH ¢ 00pa3oBaHNEe TPUMUTUBHBIX
aJTbBEOJISIPHBIX MEIITOYKOB 13 aJIbBEOJIIPHBIX IIPOTOKOB
CITOCOOOM MEPBUYHOM CenTalni. B cakKynsipHBIif T1e-
puon (28—36 He.) yBeIMYMBAETCSI YUCIO ITEPBUYHBIX
aJIbBEOJISIPHBIX MEIIOUYKOB, NCTOHYAETCS JICTOYHBIM
WHTEPCTUIINH, TIPONUCXOIUT MHTCHCHUBHAS ITposmde-
panusi KanuJuisipoB, B KOHIIE 3TOH (ha3bl HAYMHAETCS
(opMrpoBaHNE UCTUHHBIX aIbBEOJI IIyTEM BTOPUYHOMN
CeMTalllM, 3TOT Ipollecc Hanbdojee MHTEHCUBHO IIPO-
TEKaeT B IIepBbIe 5—6 Mec. MOCTHATAIBHOM XKu3HU [13].
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Pazpen 10. Pepgkue u reHeTUYeCcKn feTepMUHUPOBaHHbIe 3aboneBaHunsa Nerkmux

Tabnuua 3. KnuHuueckue, r1CToNOrMYecKme U reHeTUYeCKMe 0C06eHHOCTY AN dY3HLIX HapYLUEHWI Pa3BUTUA NIETKUX

Mokasatenu AKQ/APNB AL BALL

Kon no MKB-10 Q33.6 Q33.0 033.6

Kon no MKB-11 CB04.0 LA75.4 LA75.2

HomeHknarypa OMIM AnbBeonApHo-KanunnapHan [Mnonnasua nerkux, nepBuyHan
JMCMNa3unsa Co CMeLLeHNEM - (265430)
neroyHbIx BeH (265380)

Kog no Orphanet 210122 280827 -

Knunuyeckue ocobeHHocTH
3BYP nnopa - BosmoHa +

[ecTauMOHHbIN BO3pacT

[loHoweHHble >90%

[loHoLueHHble,80%

[loHoLueHHble, 50%

BpeMsa MaHubecTaLmm CMMMTOMOB, Y

24-48

<24

24-48

Wcxop 3aboneBaHus CMepTb B NepBble Yackl / HU CMepTb B nepBble Yackl / iHU CMepTb B NepBble Heaenw,
HEKOTOpbIe BbIMUBaIOT
Mnokcemma PedpakTepHan Pe¢pakTepHan YMepeHHan
PecnvpatopHbiv aumpos + + -
NAT + + +
leHeTHuyecKkue ocobeHHOCTH
leH FOXF1 TBX4, FGF10, FGFR2 TBX4, FGF10

Tun HacnenoBaHuA

AyTOCOMHO-A0MUHAHTHBIN

AyToCOMHO-peLecCcUBHbIN

AyTOCOMHO-pELLeCCUBHBIN

MucTonoruyecku

e ocobeHHOCTH

(OFEE] PasBUTUA Nerkoro

KaHanukynspHan

McesgomaHaynapHan

KaHanukynspHan / paHHan
CaKKynApHan

AnbBeonbl

+, HO He [0 KoHLia ChOpMMPOBaHbI

AupHapHble CTpyKTYpbI

CuMnnnmKauma, CHUKEHO
KOMMYeCTBO

CMelLLieHMe NeroYHbIX BeH

+

JIuMdaHrvosKTasbl

+

Penko

BHeneroutbie NOPOKU pasBUTUA

Henyno4Ho-KuMLLEeYHbI TpaKT

+

MouenonoBas cuctemMa

+

CEPHE“IHO-COCYJJVICTBH cucreMa

KocTHo-MblLLeyHan cuctemMa

JIOP-opraHbi

Korka

+

+

Jlnuesow pucMopuam

+

MpuMeyanmsa: MKB-10 — MexkayHapoaHan Knaccudukaums 6onesHent 10-ro nepecMotpa, MKB-11 - 11-ro nepecMotpa; ALl — aumHapHas aucnnasus; AKO/APJIB — anb-
BEONAPHO-KANUNNApHas AUCNIa3uA C aHOManbHbIM PacrofioxeHVeM NeroyHblx BeH; BALl — BpokaeHHan anbBeonspHan aucnnasus; 3BYP — 3anepKa BHYTpUyTpo6HO-

ro pocta; JIAT — nierouHas apTepuanbHas runepTeHsms.

TopMO3ST aTbBEOISIPU3AIINIO TUTIOKCHST Y TUTIEPOKCHSI,
ncKyccTBeHass BeHTmwssums jJerkux (MBJI), nedpunut
MUTaHWsI, BBICOKMI YPOBEHBb IIPOBOCHAIUTEIBHBIX
LUTOKMHOB U 3K30TCHHBIE TITIOKOKOPTUKOCTEPOUIBI
(I'KC). [TosTOMY BaskHBIMU BMEIIIATEILCTBAMM Y IETEH
C TUTIOTUTIA3MEH JIETKUX SIBIISIIOTCS] KUCIOPOAOTEpaIus,
aleKBaTHOE MUTAHUE, TTOKPHIBAIOIINE TTOTPEOHOCTH
¥ 3HEPTeTUYECKUU NeUIINT, MpodIaKTuKa HH(pEK-
mii. HeobXommmo TIaTeIbHO OIICHUBATh COOTHOIIICHUE
«puck—Tonb3a» mpumeHerus (F’KC).

Hapyuienust pocta JIeTKMX, CBSI3aHHbBIE C IIpPeHa-
TaJbHbIM U MOCTHATAJIbHBIM HapyLICHUEM aJIbBEOJISI-
puU3aluu, IPOSIBISIIOTCS IIPOLIECCOM JIOOYISIPHOM CUM-
wmmduKanuy (yIpolIeHUsI CTPOSHUSI) albBEOJI C Je-
(bULIUTOM abBEOJISIPHON CENTALMU U pacIlIupeHUeM
BOBAYLIHBIX IIPOCTPAHCTB, KOTOPbIE MOTYT OIKUCHIBATHCS
Kak 3M(H3eMaTO3HbIE U3MEHEHUSI IIPU PEHTIEHOJIOT U -
YeCKOM M TaToMOpP(OoI0oTu4ecKoM ncciaeaoBaHnun [4].
B 3aBMCHUMOCTHU OT 3TUOJIOTUY TUIIOTLIA3KS JIETKUX IO/~
pazmeisieTcsl Ha IEPBUYHYIO (JIeTadbHbIe TU(hQy3HBIC
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Tabnuua 4. MaTonornyeckue coctoAHMA 1 3a6oneBaHNUA, acCOLMMPOBaH-
Hble C Nero4How runonnasuei (no bovuoson E.B., OscanHmkosy [.10.,
2016 [4])

MNaTonoruyeckue cocroaHuA

MexaHusm
1 3aboneBanus
YMeHbLUeHKe [nadparmanbHan rpbia.
BHYTPUrpyaHOrO Bpo/aeHHbI NOPOK Pa3BUTUA AblXaTesbHbIX
obbeMa nyTei Nerkmx (BpoXAeHHaA KNCTO3HO-

afleHoMaTo3Han MasnbhopMaLms).

JlerouHas ceKBecTpaums.

(DeTanbHbli r’MApoTapaKc (reMonuTUYecKan
6one3Hb Nnoaa, HeMMMyHHas BoAAHKa
nnopa).

BporkaeHHble gedopMaLmm rpygHOMN KNeTKU.
AxoHgponnasua.

He3aBepLueHHbIN ocTeoreHes.
BHyTpurpynHas HelipobnactoMa.
3BeHTpauua gmadparmbl

AreHesua nouek.

BporaeHHas 06CTPYKLMA MOYEBBIBOLALLMX
nyTed.

[IByCTOPOHHAA NoYeYHas Aucnnasus.
[1BYCTOPOHHWMI NONMKMCTO3 NOYeEK.
MpONOHrMPOBaHHbIN NPeaeBPEMEHHBIN
pa3pbIB OKOMOMI0AHbIX 060M104eK

[ponoHr1poBaHHbIv
0NUrOrMPOaMHMOH

YMeHbLLEHNE
PeTanbHbIX
IbIXaTeNbHbIX
[IBUMKEHUN

BHyTpuyTpobHble nosperaenus LHC,

B 0CO6EHHOCTM CTBO/A FOIOBHOMO MO3ra,
CMMHHOrO Mo3ra.

BHyTpWyTPObHBIE NOBPEMHAEHUA
AviapparManbHoro Hepaa.

BporKOEHHbIN MHOMECTBEHHbIN apTPOrpunos.
Mpvem MaTepbio Bo BpeMA bepeMeHHOCTU
aHTWENpeccaHToB

BpopeHHble
MOpoKM cepaLa
C HapyLLeHneM

Tetpaga ®anno.
lMnonnasus npasoro cepaua.
[Mnonnasus nero4YHow apTepum.

NEero4Hon CvHApoM ATaraHa ¢ NpaBoCTOPOHHEN
reMoAMHaMUKK runonnasuen

XpoMOCOMHbIe Tpucomua 13, 18, 21.

U reHeTUYeckme X-cuenneHHan MyTaumaA reHa dunammuna A
6onesHu (FLNA).

CvHapoM 3nepca—[aHno

Manas Macca Tena
NPy POXLEHNM

HeAoHOLLEHHOCTD.
3apepKa BHYTPMYTpobHOro pocTa nioAa.
BpoHxonerouHas gucnnasua

MpuMeyanme: LHC — LeHTpanbHas HepBHasA cucTeMa.

HapyIICHUS Pa3BUTHS JIETKMX) U BTOPUIHYIO, HMCIOIIIYIO
MHOT000pa3HbIC IPUYNHEI (Ta0. 4).

I'mornasuio JerKnux MOXXHO TUAarHOCTAPOBATh aHTe-
HaTaJbHO, TIOCTHATAJILHO 1 TIPU MOP(OIOTICCKOM HC-
cemoBaHUU. [ UITOTIIa3MIO JISTKMX MOXHO 3aII0A03PUTh
BHYTpUYTPOOHO BO BpeMs Y3 U 11pr BOPOHKOOOPa3HOIA
¢opme TpynHOII KJIeTKU (OTHOIICHNE TUaMeTpa cep-
1a K JuaMeTpy IpyaHoii Kietku > 0,5), BeICTynaloneM
JKMBOTE, BEICOKO PACITOJIOKEHHOU auacdparMe 1 y3Kux
MexXpedepHbIX TpoMexyTKax [10]. dedopmanmst rpya-
HOM KJIETKH, XapaKTepu3yIoIasics Kak YIIOIECHHUE, MO-
JKeT OBITh IPU3HAKOM TUIIOIIIAa3MHU JIeTKoro. B Hopme
y IOHOIIICHHOTO pebeHKa ¢ HOPMaJIbHOM Maccoii Tea

1 OKPYXKHOCTBIO TOJIOBHI TIPH POXICHUM OKPYKHOCTH
TPy JOCTUTAET OKPY>KHOCTH TOJIOBHI B BO3pacTe 4 Mec.
O ruronia3uu JIETKUX OyIeT CBUACTEIHCTBOBATH 3a-
JIeprKKa YBEIMICHUS] OKPYKHOCTH IPYTHOM KIICTKH.

I'mmornasus JeTKUX oNpenesseTcs 10 MaJICHbKOMY
pa3Mepy JETKUX TPU ayTOTICUH C OTHOIIIEHUEM MacChl
nerkux K Macce Tea < 0,012 mocne 28 Hen. recTaliuu
n < 0,015 mo 28 Hex., XOTSI 9TO COOTHOIIEHNE HE SIBIISICT-
CsI HAZIEXKHBIM TIPU HAJTMIMH OTeKa, KPOBOMBIIMSTHUS TN
¢ubpo3a, yacTo BOZHUKAIOIIETO ITOCJIC MHTCHCUBHOM
Tepanuy HOBOPOXIEeHHBIX [14, 15]. 'mcTonornyeckm-
MU TIpM3HaKaMU, MOATBEPXKIAIOIINMU TUITOTIIA3HIO,
SIBIISIIOTCSI CUMIUIM(DUKAITUS JIETOYHBIX TOJICK 1 HEeIO-
CTAaTOYHOE YKCJIO aJTbBEOJI B allMHyce. PanraibHbIN anb-
BEOJIIPHBIN CUCT CIMTACTCS METOIOM, ITO3BOJISTFOIIIM
TOKYMEHTHPOBATH JIOOYISIPHYIO CUMILIN(DUKAIINIO,
1 BBITIOJIHSIETCSI TTOACYETOM YHCJIa aabBeoJ, TIepeceKa-
IOINX JTUHUIO, COCANHSIONIYIO IIEHTP PeCITMPaTOPHOM
OPOHXMOJIBI M OJIVKANIITYI0 BHYTPUIOJIBKOBYIO TIepe-
TOPOIKY WJIM IJIEBPY. DTOT MTOKA3aTe/Ib PaBeH S Y TOHO-
IIEHHBIX HOBOPOXKICHHBIX 1 focTuraet 9—10 K romoBa-
JIOMY BO3pacTy, TIPY JISTOYHOM TMITOIIIa3U1 OH CHIKCH
[4, 15, 16].

I'Mmormrasust IETKHUX COMTPOBOXKAAET OOIBIIIOE YNCIIO
Pa3IMIHBIX TATOJIOTUHICCKUX COCTOSTHUI 1 HETaTUBHO
BJIMSIECT HAa X TeUCHUE: TIPeapacIIoiaracT K YacThIM U T-
>KEJIBIM JIETOYHBIM MHGbEKLUAM (HalpuMep, OCTPOMY
WA OOJIMTEPUPYIOLIEMY OPOHXHMOJINTY); CIIOCOOCTBYET
OoJree TSKEJIOMY TTOBPEXKICHUIO aJIbBEOJT IIPH MUCTIONb-
3oBaHuu M BJI B riocieonepaiiioHHOM riepuoe (Harpu-
Mep, TIPY OTIepaIIUsIX 11O TTOBOIY BPOXICHHBIX ITIOPOKOB
cepmua [BIIC]); onpenensieT cHmkeHne 3(phHEeKTUBHO-
CTH 3aMECTUTEJIbHOM cypdaKkTaHTHON Tepanuu (TIpu
PICH), peciupaTopHoOIi Teparui y 4acTH TTallu€HTOB;
MOKET IIpenpacIiojiaraTh K pa3BUTHIO ITHEBMOTOPAKCA;
MIPUBOINT K Pa3BUTHIO JIETOYHOM TUTIEPTEH3UU, N3Me-
HSIeT IToKa3atean (yHKIIUK BHeITHero abixanust (PB/1)
Ha BeCh IEPHUOI IIPEACTOSIICH Xu3Hu [ 13].

Epouxoneroquaﬂ ancnnasusg

Bponxonerounas nucruiasust (BJI1J1) BepBbie OblIa
onucaHa B 1967 r. W.H. Northway et al. B CILIA y He-
JIIOHOIIEHHBIX AeTeit, mepeHeciiux PJICH. Pa3zsutue
BJIJI cBsi3anu ¢ nposeaeHueM VMIBJI u ucnonab3zoBaHuem
qutst nbixanust 80—100% kucnopona. I[IpenioxeHHoe Ha-
3BaHUEC «IUCILIA3Us» OBLIO CBSI3aHO C OOHAPYKCHUEM
MIPU3HAKOB TIJIOCKOKJIETOYHOM MeTaria3uy SIMUTEITUS
HIKHMX TBIXaTeIbHBIX ITyTeH Y MallMeHTOB B acIpaTre
U3 UHTYOauMOHHOM TpyOku [17]. B HacTrosiiiee Bpemst
KOHTUHTEHT TalleHTOB, 3THOJOTUYECKUE (PAKTOPHI,
TaToreHes3, MaHu(ecTalus 3a00JIeBaHNS CYIIICCTBEHHO
n3MeHuIuck. [lporpecc nepmHaTaIbHON MEIUITTHEI,
PECIIMPATOPHBIX TEXHOJIOTHUI B HEOHATOJIOTUH TIPUBET
K TOMY, 9YTO OOJBIIMHCTBO JEeTCH, POAUBIINXCS TIpe-
KIEeBPEMEHHO, BRLKIBalOT. OOOPOTHOI CTOPOHOI Mema-
JIU sIBJIsIeTCs BhIcoKast yactota bJI/l y maHHBIX TTalieH-
TOB, JIETKME KOTOPBIX HAXONATC IPU POXIECHUM Ha Ka-
HAJIMKYJISIPHOU WJIM CaKKYJISIpHOM ha3e pa3BUTHS, YTO
JieaeT X 0COOEHHO YYBCTBUTEIbHBIMM K BO3ICHCTBHUIO
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pa3HOOOpa3HbIX MTOBPEXIAIIINX (paKTOPOB. B pa3BUTHIX

ctpaHax mupa bJI[l — HaunboJjiee yacTo BCTpevarolee-

¢ XpoHudeckoe 3abosnesanue yerkux (X3JI) y gereii

Ha TIepBOM TONY XM3HU 1 BTopoe mo yactote X3JI 1mo-

cne oponxuanbHOit act™mbl (BA) y neteit crapiie 1 rona.

Pacnipoctpanennocts BJIJI oueHuBaeTcs kak 1—5

Ha 10 000 Hacenmenus. 3aboneBaemocTth BJIJ] oopaTHO

MIPOMOPIIMOHAIBFHA TECTAIMOHHOMY BO3pacTy M Macce

Tesa mpu poxaeHnn. CpeaIHMi TecTallMOHHBINA BO3pacT

OOJIBILIMHCTBA IeTelt, y KoTopbix padBuBaercs BJIJI, co-

cTapuseT 28 Henl.; */ , OOJIbHBIX TIPUXOAMTCS Ha AeTe

€ 9KCTpeMaIbHO HU3KOI Maccoii Tena (500—999 r) mpu

POXIECHUU.

CornacHo coBpeMeHHOMY onpeneiacHuio, bJIJI (ko

o 6a3e ga”HHBIX Orphanet. 70589; xom mo MexxnyHa-

pomHoIt KIaccuduKaium 6one3Heit 10-ro mepecMoTpa

(MKB-10): P27.1; xon mo MKB-11: KB29.0) — sr0 re-

teporenHoe M3JI, pazBuBaroieecsi y HelIOHOIIEHHBIX

HOBOpOXIeHHBIX B icxone PIIC u/wim Hemopa3BUTHUS

JIETKUX, TMarTHOCTUPYEeMOE Ha OCHOBaHUM KMCIOPOIO-

3aBMCUMOCTH B BO3pacTe 28 CYyTOK KMU3HU U/Win 36 Hel.

MoCTKOHIenTyanbHOTo Bo3pacta (I1KB), xapakrepusy-

foleecsl perpeccoM KIMHUIECKHX TTPOSIBJICHUI 110 Mepe

pocTa pebeHKa IpH MIePCUCTCHINN MOPMOTOTMIECKIX
u3MeHeHu JerouHoit Tkanu. [1KB, wiu Bo3pacT ot Mo-

MEHTA 3a9aTHsI, PACCIYNTHIBACTCS Y HETOHOIIICHHBIX JIe-

TE TIEPBBIX MECSIIEB XKM3HU KaK CyMMa IreCTalliOHHOTO

¥ KajJeHgapHoro Bo3pacta. Hampumep, y pedbeHKa ¢ re-

cralMoHHbIM Bo3pacToM 28 Hen. [1KB 36 Hen. HacTynuT

B Bo3pacTe 2 Mec. Xu3HU. PedbeHoK, y KoToporo ¢dop-

mupyetrcst BJIII, coxpaHsieT KMCI0pOa03aBUCUMOCTbD,

HYXIaeTcsl B peCIMpPaTOPHON TepaIlnu IMocie IepeHe-

cenHoro PIICH, xota B HekoTopwix ciyuasx BJI ¢op-

mupyetcs 1 6e3 npeamrectytomnero PIICH, otpaxas

HapyIIeHHOE Pa3BUTHE AbIXaTeIbHOM cCTeMBI. [{narao3

BJIJI yctanaBnuBaeTcs B Bo3pacte a0 2 et [18].
O0EenpuHATHIX KpuTepueB nuarHoctuku BJIJ]

B MHpe HeT. Pa3amyHble IIEeHTPHI UCIIOIb3YIOT pa3HBIC

KPUTEPUM TUATHOCTUKU. KITIO4eBBHIM IIpU3HAKOM,

10 KOTOPOMY, OTJIMYAIOTCSI KPUTCPUUN TUATHOCTUKH

BJI, siBisieTcst BO3pacT COXpaHEHUSI KMCIOPOI03aBU-

CUMOCTU — 28 CYTOK XM3HH, 36 Held. (MCITOJIb3yeTCs

6onpimHCTBOM LIeHTpoB) mau 40 Hen. ITKB [19, 20].

AKTyanbHble KpUTepUU auarHoctuku BJIJI BkItouaroT

B ce0s cIemyonme:

* HEOOHOIIEHHOCTh (TECTAIlMOHHBIA BO3pacT
< 32 Hen.);

* CTOIKOE MapeHXWMAaTO3HOE MOPaXXeHUE JICTKUX,
MOITBEPKIAeMOe TIPU MCCIeIOBAHNUN T'a30B KPOBU
(TumoKceMusl, TUTICPKAITHUS) M TIPOBEACHUN PEHT-
reHorpauu opraHoB IPyJHON KIETKU (CHUXKEHUE
IMTHeBMAaTU3aliH, SMbr3eMa, JEHTO00Opa3HbIE YIIIOT-
HCHUS);

* MOTPeOHOCTHh B MHBa3MBHOI/HenmHBa3uBHOI MBJI,
peCIIMPaTOPHOI MOAACPKKE C TIOCTOSTHHBIM TTOJIOKM -
TEJIbHBIM JaBJICHUEM B IbIXaTedbHBIX yTsX (CPAP),
IOTalluM KHUCJIOpoaa dyepe3 Ha3albHbIe KaHIOIN
B 28 cyTok xku3Hu u/wiu 36 Hen. [TKB ¢ dpakuueit
kuciopona (FiO,) > 0,21 B reyenne > 3 nocienosa-

TEJBHBIX THEW TSI TOMIepKaHUsSI YPOBHS caTypa-

MK TeMorIobuHa kuciaoponoM (SpO,) B nnanaso-

He 90—95% (uckiiouast HOBOPOXKIECHHbBIX, KOTOPBIM

MBJI npoBoauTcs o MoBOAY APYroro 3adojieBaHUsI

JbIXaTeJIbHBIX MYTEX WM IPYTUX 3a001€BaHW, CBA-

3aHHBIX C IOPaKEHMEM JIBIXaTeJIbHOTO IIEHTPa, HePB-

HO-MBIIICYHBIMH 3a00JICBAHUSIMMN).

Jwnarno3 BJIJ] MmoxeT ObITh YCTAHOBJIEH Ha ayTOIICUU
y Iereil B Bo3pacte ¢ 14 nHeit xusau 1o 36 nen. ITKB
B CJIyyae JIETaJIbHOIO UCX0/1a, 00YCIOBIEHHOTO CTOMKUM
IMapeHXNMMATO3HBIM MOPAXKEHUEM JICTKMX U IbIXaTelIb-
HO# HEMOCTaTOYHOCTHIO, KOTOPYIO HEJIb3sI OOBSICHUTh
IPYTUMHU TIpUYUMHAMHY (HaIIpUMep, HEKPOTU3UPYIOIINM
SHTEPOKOJIUTOM, BHYTPUKETYLOYKOBBIM KPOBOU3JIUSI-
HHEM, CeTicucoM U T. 1.) [18, 21].

I1pu BJIJI mopaxaroTcst pa3IduHbIE YaCTU AbIXaTeIb-
HOI CHCTEMBI, YeM 1 OIIPEIeIISIeTCSI TeTEPOTeHHOCTh
3a0osyeBaHus. LleHTpaabHbBIC MBIXaTeIbHBIC ITYTH MOTYT
ne(opMUPOBATHCS OT MUKINICCKOTO YBEIMICHUSI T10-
JIOXXHUTETLHOTO TaBJICHMS, YTO MOXKET IIPUBOINTD K TIPH-
00peTeHHOI TpaxeoMaIsILU WM OPOHXOMAJISILIMU, CYy0-
IJIOTOYHOMY CTEHO3Y BCJICICTBHUE PyOIIa MJTN TPAaHyJICMBI,
CTEHO3y OPOHXOB, IMIPUOOPETEHHOI JT00apHOIT dSMPpU-
3eme. Paza HEKPO3a SMUTETNS TbIXaTeIbHBIX ITyTCH,
BOCTIAJICHUSI 1 MHTEPCTUIIMAJIPHOTO OTeKa CMEHSICTCS
00U TEpUPYIONTM OPOHXUOIUTOM C pa3BUTHEM TIEPH-
OPOHXMALHOTO U aJIbBeOIsIpHOTO (hribpo3a. [TopaskeHust
MaJIBIX IBIXaTeJbHBIX IyTeil BKIIIOYAIOT B ceOsI TUIIep-
TpOoUIO CIM3UCTHIX XKeJle3, TIOBPEXKICHNE STIUTEIINS,
poardepalnio TIaIKOMBIIICYHBIX KIETOK OpOHXHOIT,
OPOHXOKOHCTPUKIINIO, OPOHXUAIBHYIO THUIIEPPEaKTUB-
HOCTb. [ToBpexxneHne SMUTEeNNS U TUIIEPTPODUST MBI-
IIEYHOTO CJIOST OPOHXMOJI BHI3BIBAIOT HAPYIIICHUE pac-
MIpeae/IeHUs Ta3a B JIETKUX, 00pa30BaHUE «BO3MYIITHBIX
JIOBYIIIEK», pa3BUTHUE aTeJIeKTa30B U 3Mpu3emMbl. Bece
5TO MOXKET IMPUBECTU K XPOHUIECKOM ThIXaTeIbHOM He-
nmoctaTodHocTH (X IH) 1 He0OXOIMMOCTH ITUTEIHHOM
MBJ1, ycyrybnsieMbIM HapylIeHUEM PeryIsiliiM JbIXaHUsI
BCJICICTBHE HeTOHOIMIEeHHOCTH. [1aTonorust mucraabHbIX
BO3IYLIHBIX MPOCTpPaHCTB Jierkux npu bJIJ] Bkiatouaer
TUIIOTUTA3MIO JIeTKMX. HemopassuTue u cy:KeHue Ipo-
CBETa JICTOYHBIX KAITMJUISIPOB M TUTICPTPOGUS CTCHKH
COCYIOB BEIET K JISTOYHOM ruriepTeH3um |18, 22, 23].

[MpodurakTrueckre U TepaneBTUIESCKUE BMeEIIIa-
tesibcTBa pu BJIJI BKiII0UatoT muTaHue ¢ MOBBILLIEHHON
KaJIOPUITHOCTBIO, KUCTIOPOAOTEpaIuio, KOPerH, Imais-
1€ CTPATeTUM PECIIMPATOPHOI MOAIEePKKU, OTpaHM-
YeHUE KUIKOCTH, 3aMECTUTEIbHYIO CYyp(PaKTaHTHYIO
Teparuio, CHCTeMHBIC Y MHTAJISIITMOHHBIC TIIOKOKOPTH -
kocteponnbl (cI'KC u uI'KC), naransnmonHbie OpOH-
XOJIUTUKH, TUYPETUKH; TIPX 3TOM BaxKHO COOJIIONCHIE
MepCOHN(UITMPOBAHHOTO TTOAX0Ia K HA3HAYCHUIO JIe-
KapCTBEHHBIX Ipermapatos |18, 22, 23].

Hetu ¢ BJIJI, Hy:kgawo1iuecs: B KUCIOPOAOTepanuu
B 36 Hen. [1KB, nMEIOT BBICOKYIO BEPOSITHOCTD JIETAJIb-
HOTO MCXOJa WK TOTO, YTO PECITMPATOPHBIC ITPOOIEMBbI
Yy HUX OYIYT OCTaBaThCsI Ha TIPOTSKCHUU TIEPBBIX 2 JIET
Xku3Hu u panee [20]. 3HaunTeNIbHAS YacTh MTAIlMEHTOB
¢ Tskenoil BJIJ1 Hy>XnmaeTcsl B IJIMTEJIbHOM JOMalllHen
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kucaoponorepanuu, bJIJI — camas yactas npuunHa ee
npoBeneHus y nereii [22, 24]. detu ¢ BJIJI yacto mo-
BTOPHO TOCITUTAIU3UPYIOTCS B TIEPBBIC 2 TOIA XXKU3HU,
B OCHOBHOM B CBSI3U C OCTPBIMU OpoHXUoIUTaMu. Oc-
HOBHBIM 3THOJOTUYECKUM (PAaKTOPOM TSIKEIIBIX OCTPHIX
OpoHxuoauToB y Aereit ¢ bBJIJI siBisieTcst pecniupaTop-
Ho-cuHIUTHANBHBIN Bupyc (PCB), B ¢BA3M ¢ yeM ma-
mueHTaM ¢ BJIJI B Bo3pacte mo 1—2 neT (B 3aBUCHUMOCTH
OT TeUCHUS 3a00JIeBaHMS U TTOTPEOHOCTHU B TEPAITUH )
IIPOBOIUTCS TTAaCCUBHAsI UMMYHOIIPO(MIaKTHKA JTaHHOM
WHGEKIINY C TIOMOIIIBIO TIpeIiapaTa MOHOKJIOHATBHBIX
antutenl K F-tiporenny PCB (manuBusymaba). Mc-
MOJIb30BaHNE MAIMBU3yMada CHIDKACT 3a0016BacMOCTb,
TSDKECTh TeYCHUSI M cMepTHOCTH 0T PCB-uHbekmn,
yactoty ¢opmupoBanust BA y neteit ¢ BJIJI [23, 25—-27].

BwmecTte ¢ Tem y 6onbiimHeTBa 601bHBIX BJIJI ¢ BO3-
pacToM cocTostHre yaaydiiaercs. 1o oopa3Homy BbIpaxke-
HUIO0, TTauueHTsl ¢ BJI/I MOryT oueHb IJI0XO BBITJISIACTh
B Havajie XX13HU (IIMaHO03, OIBIIIKA, TAXUITHOD, CBUCTSI-
1Iee IbIXaHue, IIMTEIbHO CoXpaHstomuecs nuddysHast
VUM JIOKaJIbHAsI KPEITUTAIINSI, CBUCTSIIINE XPUITBI) U 10
KOHTPACTY XOPOIIIO B TIOCIICIYIONIEM, OOBITHO YKe B BO3-
pacte > 1,5—2 net. Kak nmpaBuiio, O0JBIIMHCTBO ACTEi
crapiie 2 JIeT He IPEABSIBIISIIOT PECITUPATOPHBIX XKaJI00
W HE UMEIOT CTONKMX ayCKYJIbTaTUBHBIX CUMIITOMOB
npu oObeKTUBHOM HccienoBanuu. letu ¢ BJII moryT
HUCIIBITBIBATh PECITUPATOPHBIC ITPOOIeMbI (OIbIIIKA, Ta-
XHUITHO3) Ha (poHe (pU3MUeCKOil HArpy3KU, YMEHBIINTD
WX TTO3BOJISTIOT MHTAISIIINY C OPOHXOJUTUKAMU, XapaK-
TEPU3YIOIINECS XOPOIINM OTBeTOM. Mopdorornueckue
M COOTBETCTBEHHO PE3UIyaIbHbIE PEHTI€HOJIOTUYECKHE
W3MEHEHUS COXPAHSIOTCSI BEPOSITHO IMTOXKU3HEHHO, UTO
IeJIaeT Heleaeco00pa3HbIM KOHTPOJbHBIE PEHTICHO-
norunyeckue, KT-uccnenpoBanus. [1pu KT odHapyxku-
BAIOTCS CJICOYIONINE CTPYKTYPHBIC M3MEHEHUS B JIETOU-
HOW TKaHU y AeTei u nmoapoctkoB ¢ bJIJ B anamHese:
HEepaBHOMEPHOCTb ITHEBMATHU3allUM / MO3aMYHOCTh
nepdy3nn; «BO3MYITHBIC JIOBYIIKI»; MHTCPCTUILINATb-
HbIe ¥ (UOPO3HBIC U3MEHEHMUS (IIepUOPOHXNATBHBIC
yTOIIeHUsI, (GUOPO3HBIC TPAHCITYIBMOHAIBHBIC TSIKI);
TUTIOBEHTHUJISAIINIO, CETMEHTAapHBIC aTeJIeKTa3bl, JNC-
TeJIeKTa3hl; SMdu3eMa; TpaKIIMOHHBIE OPOHX03KTAa3kl.
DyHKINS JTerKUX, HapylleHHass Ha paHHUX dTaIax
BJI, ynydiaercst 1o Mepe pocTa IbIXaTeJIbHbIX MyTei
¥ albBeoJl. JITNTEeIbHO COXpaHSIeTCs TUIepPeaKTHUB-
HOCTb JIBIXaTEJIbHBIX ITyTEH, YTO ONpEeaesieT pa3BUTHE
SMN30/I0B OPOHXUATBLHONW OOCTPYKIIMHU B TIEPBHIC TOIBI
KU3HU. Y JINII, POAMBIIIMXCS ITYOOKO HEMOHOIIIEHHBIMH,
IOJITOEC BPEMSI Ha MPOTSLKEHUU KU3HU (PUKCHPYETCS
CHIDKEHHME 00beMa (pOpCHMPOBAHHOIO BhIIOXA 3a 1-10
¢ (ODB,), naxe ecu y Hux He 6pu10 BJIJI. Y moapocr-
KOB 1 MOJIOZIbIX B3pocbix ¢ bJIJ B aHamMHe3e CHUXKEHbBI
O®B,, popcupoBaHHad KXU3HEHHAS EMKOCTb JIETKUX
(®XKEJT) n MrHOBeHHasT 00beMHast CKOPOCTh ITOCTIE BbI-
noxa 50% ®XEJI (MOC, ) [23, 28—-32].

Yacrora BA, noaTBepxaeHHO HA OCHOBAaHUU pe-
3yJIbTaTOB aJUIeproauarHocTuku, y aereii ¢ bJI/1 cocraB-
nsiet 7% [33]. [lo nanHbIM MeTaaHanu3a, bJ1J] moBbiiia-
et puck pa3putust BA B 1,73 paza [34], uyTo cormoctaBuUMO

C ITOBHIIIIEHNEM pricka BA BcirencTBre HeMOHOIIEHHOCTH
(8 1,8 paza) [35]. K rpymmie pucka pa3sutist BA oTHOCST-
csI: IeTH, POXICHHBIC KeCapEBBIM CCUCHUEM; ITO3THUE
HEIOHOIIICHHBIC (POIUBIIMECS B TeCTAIIMOHHOM BO3pac-
Te 34—36 Hep.); mauMeHThI ¢ Tsokesoit BJI, oTsromeH-
HBIM CEMEHBIM (aTOMMYecKHe 3a00IeBaHS) M TUIHBIM
ajyieproaHaMHEe30M (COMYTCTBYIOIINE aTOMUYECCKUIA
IepMaTUT, alJIepTUICCKUIT PUHUT), S03MHODIINCH
B 00IIIEM aHaJIN3¢ KPOBU, PEIIMANBAMHI OPOHXUATLHOMN
00CTpPYyKIINM, 0COOCHHO B BO3pacTe > 2 JIeT, IIPOTeKalo-
1Iei 6e3 IMXOpaaKu, OT BO3AEUCTBUSI a9pOAJLJIEPITEHOB,
¢ xoporuM 3G OEKTOM OT TPUMEHEHNS MHTAIIITIOHHBIX
oponxommtukoB, nl' KC [33, 36]. s moATBEpXKIACHUS
nuarHo3a BA 'y meTei mepBbIX 6 JIET XKU3HU B COOTBET-
CTBHMU C peKoMeHaauusIMu [IpakTinaecKoii aaiaeproio-
TMYECKOM TTeauaTpuIecKoil Tpynibl o actme (Practical
allergology pediatric asthma group — PRACTALL) o6s13a-
TEJIBHO AJIJICPTOJIOTUIECKOE 00CIeIOBAaHIE — OTIpeeIIe-
Hue cnenudnaeckux IgE K MATAISIIMOHHBIM (OBITOBBIM,
TJIECHEBBIM, TTBLIBIIEBBIM) ayiepreHaM [37]. B Bo3pacte
crapiue 5 et y geteid ¢ BJIJI B aHamHe3e Tpy IepCcUCTU-
PYIOIINX PECITMPATOPHBIX CUMITTOMAX, TN301aX OpOH-
XUAJTBbHOU OOCTPYKIIMN PEKOMEHIYETCS MCCIICIOBAHNE
®BJ/I, Bxitouas mpoBeAeHNEe OPOHXOJIUTUUECKOM TTPOOHI
[18, 38]. ITpu mpoBenenuu ncciaenoBanus GBJI y nereit
¢ bJI/I B aHamHe3e HeOOXOAMMO UMETh B BUJIY BO3MOXK-
HOCTB BBISIBJICHHST OOCTPYKTUBHBIX HAPYIIICHUI, TTOJIO-
JKATEIPHOTO OPOHXOIMIATAIIMOHHOTO TeCTa HE3aBUCHMO
ot Hammuus BA [30]. ITocnenctBuem BJIJ1 y mamyieHTOB
B BO3pacCTe CTapiie 2 JeT MOXET OBITh TaKXKe 00JIUTePH-
pytowmit oponxuonut [18, 23, 39, 40].

Heo0xommMo MOMHUTB, YTO HEAOHOIIIEHHOCTh cama
o cebe u BJIJI kak camoe yactoe X3JI HeTOHOLIECH-
HBIX IeTeil — (DaKTOPhI PUCKA Pa3BUTHUS XPOHUUECKOMU
obcTpykTuBHOI 007130 JeTkux (XOBJI) y B3pocibix
JIaxke TIpU OTCYTCTBUU aKTUBHOTO KypeHus [32]. Baxkno
HCKJTIOUCHNE TTACCUBHOTO U B TIOC/ICAYIOIIEM aKTUBHO-
To KypeHHs y TaHHBIX MAllMEHTOB, BKIIIOUasl KypeHHE
BIIEKTPOHHBIX CUTApPET, a TakKxke MpodecCuoHalIbHas
OpUEeHTalMs JaHHbIX MauueHToB. [1pu BeIOOpE npodec-
CHH HEOOXOIMMO YYNUTHIBATh HATMYNE HETOHOIIICHHO-
ctu, bJIJI B anaMHe3e, nzberas rmpodeccuii, CBI3aHHBIX
C MHTAIIIMOHHBIMU Bo3aelicTBusmu [38]. I1pu cbope
aHaMHe3a y B3pocibIx mauueHToB ¢ XOBJI, xpoHnye-
CKMMHU PECIIMPATOPHBIMU CUMIITOMaMHM, TIpU3HAKAMU
sMmpu3semsbl 110 faHHBIM KT J1erkix Heo0Xoaumo yTod-
HITh (DaKT HeMOHOIEHHOCTH 1 Majioif (< 2 500 r) Macchr
TeJia Py POXXIeHUU; 0 Hanuuu bJI] KoCBEHHO MOXET
CBUIECTETLCTBOBATH MO3IHSIS (B BO3pacTe crapie 1 mec.)
BBINTMCKA U3 CTAIlMOHAapa mocie poxneHus. [1pumeua-
tenbHO, yTo BJIJI 1 XOBJI nMeroT MHOTO OOIINX YepT:
pa3BUTHE 3a00JIEBaHUIT BCICACTBUE MHTAISIIIMOHHO-
IO BO3IEUCTBUS (BBICOKME KOHIICHTPAIIUM KHUCIOPOIa
B IBIXaTEeJILHOM CMECH M KypeHHE COOTBETCTBEHHO);
BOBJICUCHME B MTATOJOTUYECKHUI TIPOIIECC BCEX OTICIOB
PECIIMPATOPHOI CUCTEMBI; XpOHIYECKOE TUMpOITUTap-
HO-HEeUTpo(MILHOE BOCITaJIeHN e OPOHXOB M OPOHX000-
CTPYKTUBHBIM CUHIPOM, B CBS3U C YEM MTPUMEHSIOTCS
MHTaIIIMoHHBIe OpoHxonuTuku u ul' KC; pa3Butue



358

Pazpen 10. Pepgkue u reHeTUYeCcKn feTepMUHUPOBaHHbIe 3aboneBaHusa nerkmux

OPOHXO03KTA30B U A3M(PU3EMbI; CTOKME OOCTPYKTUBHBIS
HapylIeHus, BhIsIBIIIeMble Ipu ucciaenoBanun OB/ [18,
22,23,29-31, 41]. Cxomasimu ¢ XOBJI sBsttoTcs u oc-
noxHeHus BJII, numeroniue o0lre naToreHeTu4ecKe
MexaHu3Mbl pa3putusi: X/IH, TpeOyrolast npoBeacHuUs1
IUTUTSILHOM JOMAIITHE ! KMCI0pONOTePAITii, B PEIKUX
cinyyasx UBJI na nomy [18, 22, 42-44]; nerouHast Tumnep-
TeH3usl, JieTouHoe cepare [ 18, 23, 45]; cuctemHast apTe-
puanbHas runepreHsus [46]; 6eIKOBO-3HEpreTHYecKast
HEJIO0CTATOUYHOCTH [47]. OTnmuneM IBASETCS BO3pacT
pa3BUTHS 3a00JIeBaHNI — caMOe HAavyaJio 1 2-s TIOJIOBU-
Ha xu3uu 11 BJIJ 1 XOBJI coorBeTcTBeHHO. B CBSI3M
¢ TIpomoJEKaIIUMuUCcs 10 21 roma mmporeccaMu pocTa
JIETKMX BO3MOXKHO «1epepactanue» bJIJI ¢ ynydiieHu-
eM M Jaxke HopMmau3anueit mokasaresneit @B/l y 60b-
IIMHCTBA OOJIbHBIX K OKOHYaHMIO Tieproa aetcTna [ 13].
SApKkuM 10Ka3aTeILCTBOM YIYIIICHUS COCTOSTHUS 00JIb-
HbIX ¢ BJIJ] MoXkeT ObITh TOTPEOHOCTD B VIUTEIbHOI
JoMalHei kucinoponorepanuu. Ecim y 6ombHBIX XOBJI
IaHHas Teparus Ha3HavYaeTcCs MOXU3HEHHO, TO JAeTei
¢ BJIJ1, nonyyaromux JIMTEIbHYIO TOMAIIHIOW KUCIO0-
pomoTepanuio, yaaeTcs IMOCTeTIeHHO OTIYYUTh OT Hee
B cpenHeM K 12,5 mec. xxu3nu [48].

HEﬁPOBHAOKpMHHaH KJleTo4yHad runepnna3sus
MJapgeHueB

HeiliposHIoKprUHHASA KJICTOYHASI TUIICPILIA3US
miageHues (HOKI'M; kon o Orphanet: 217560; xon
o MKB-10: J84.8; xom mo MKb-11: CB04.7) — U3J1
HEU3BECTHOM 3TUOJIOTUM, MaHU(ECTUPYIOIIEE Y AeTei
MEePBOTO ToJa KM3HM, XapaKTepU3yIoIeecs HaTMIUeM
CUHIpOMA TIEPCUCTUPYIOIIETO TAXUITHOD MJIAJACHIICB
¥ HecTIeIM(UIeCKIX N3MEHEHMI IIPY OMOTICUH JISTKIX
B BHUJIC TUIIEPIUIa3UU OOMOE3MH-TIO3UTUBHBIX HEMPO-
SHIOKPUHHBIX KiIeToK (HOK) nepudepuaeckux mprxa-
TeJbHBIX ITyTeit. [1pu yctaHoBnenun guarno3a HOKI'M
HEOOXOIMMO YYUTHIBATh, YTO KPUTEPUEM TaXUITHOD
y peOeHKa B BO3pACTe OT POXACHMUS 10 2 MEC. SIBJIICTCS
YacToTa AbIXaTeabHBIX aBvxkenuit (Y1) > 60 mun~',
B Bo3pacTe 2—11 mec. — > 50 mun~'. [13]. BriepBbie
HBKI'M 6buta ontucana B 2001 1. R.R. Deterding et al.
B CIIIA [49]. Tounas pacripocTpaHEHHOCTb 3a00JIeBa-
HUS HEU3BECTHA, OMHAKO BepossTHO, uTo HOKI'M — ca-
moe gactoe M3J1 y maamentieB mocie BJI/I.

B paszsutnun HOKI'M Benyuiyio poib UTpaloT Jie-
TOYHBIC HeliposHmoKpuHHBIe KieTku (HOK), makcu-
MaJIbHO TIPEICTABIICHHBIC U aKTUBHBIC Yy TTomaa. ITocie
POXICHMS UX YMCIO YMEHBIACTCS, TOCTUTAsT YPOBHS
B3pocIbIX K 1 romy xku3uu. Yucino HOK yBenmyeno y na-
mueHToB ¢ HOKI'M, yeM 0o0yciaoBiIeHbI KITMHUYECKHE
cumntoMbl. HOKI'M nipencrasisieT coboii HapylieHue
npoliecca puznonornueckoro perpecca H9K (tadam. 2),
HE COIIPOBOXIAETCS CyOINMUTEINAIBHBIM (hUOPO30M.
JaHHBIC KICTKN CEKPETUPYIOT B OTBET HAa TUIIOKCHIO,
TUIepKarHuo 00MOe3UH-NOAOOHBIN MENTUI, CepOTO-
HWH, KAJIBLIUTOHWH 1 IPYTAe OMOJIOTUYECKN aKTUBHBIC
BemecTBa. C Ba3sOMWISTUPYIOIINM OCHCTBUEM TaHHBIX
BEIIECTB MOXHO CBS3aTh OTCYTCTBUE JICTOYHOMU TUIIEeP-
TeH3un y nanueHToB ¢ HOKI'M. I'mmeprinasus HOK

MIPUBOIUT K OOCTPYKIIMU IBIXaTCIbHBIX ITyTEH, pa3BU-
THUIO «BO3AYIIHBIX JIOBYIIEK», YTO ONPEAEISETCS TIPU
nccnenoBanuu ®BJI [50]. O6HapyxXeHMe pu OMOTICUN
JIMMGOIUTAPHOTO OPOHXMOINTA, 3HAUNMOTO (prdpo3a
IbIXaTeJbHBIX IMyTeil (KOHCTPUKTUBHBIN WIM OOJIUTEPH-
pyoLuii GPOHXVONNT) WIKA IPYTUX UHTEPCTULUAIBLHBIX
n3MeHeHui uckmovaet nuario3 HOKI'M [51]. Bmecre
¢ Tem yrciio HOK npIxaTeIbHBIX ITyTei YBEIMUIMBACTCS
He TosbKo Tipy HOKI'M, Ho 1 ipu psiae apyrux 3a60-
JIeBaHUM U COCTOSIHUIA, Takux Kak BJII, MykoBUCLII03,
BTOPUYHAS TUTIOTUTA3KS JICTKUX TIPU BPOXKIACHHOI a1a-
(bparmanibHOI TpBIKE, MAaHALIMHAPHAS 9Mbu3ema, po-
BeneHue MBJI, octpoe noBpekaeHue JIeTKUX, TIPOKUBa-
HHE B BBICOKOTOPHBIX paifoHaX, BO3MEICTBUEM bIMA,
CHHIPOM BHE3aITHON MJIaIeHIECKOM CMEepPTH, CUHIPOM
Bunbcona—MuxkuTu [50].

B 6onbmmHcTBe caydaeB et ¢ HOKI'M poxna-
I0TCSI OT (PM3UOTOTUYCCKOM TOHOIIIEHHO OepeMeHHO-
CTU, C HEOTSATOIICHHBIM ITepUHATAIBHBIM aHAMHE30M.
HBKI'M manudectupyeT Ha IepBOM TOAY XXU3HU,
B OCHOBHOM B IIEPBOM TOJIYTOIMHU, TIOpaXkas 10 TOTO
3IOPOBBIX ACTEH, C IEPCUCTUPYIOIIETO TAXUITHOD TIOCIIe
nepeHeceHHoit OPBU nnm 6e3 TakoBoii. Oco0eHHOCTHIO
3a00JIeBaHIE SIBIISIETCSI HECOOTBETCTBHE BBICOKOI YaCTO-
THI IBIXaTeIbHBIX IBIDKEHMH (10 80 B MIH.) CPaBHUTEITb-
HO HEOOJIBLIOMY CHYDKeHMIO nokaszatens SpO, (88-92%).
Breigsnsgemeble y manmenToB ¢ HOKI' cBucrtdaime xpu-
ITBI Yallle BCETO CBSI3aHBI C PECITUPATOPHOI MH(EKITNEeH
HIKHMX ObIXaTeJIbHBIX ITyTeil. KnuAanyeckuit amar{os
3a00JIeBaHUS YCTAaHABIMWBAIOT HAa OCHOBAHWU OIICH-
KM TI0 IIKaje KIMHUYeCKoi nuarHoctuku HOKI'M
(Tabm. 5), obrmamaroIreit BBICOKOM IyBCTBUTEIIBHOCTBIO
U CIIeIMDUIHOCTBIO; TTIOATBEePKAaroT pe3yabTaTamu KT
serkux. Otmmants HOKIT'M 1 ocTphlil GpOHXUOJINT TT0-

Ta6nuua 5. LLkana KNMHWYECKON AWMArHOCTUKM HEWPO3IHLOKPUHHON
KMeTo4HoM runepnnasvu MnageHues (no Liptzin D.R. et al., 2020 [53])

CumnToM

1 | MoABneHna cumnToMoB B Bo3pacTe 4o 12 Mec.

2 | 3apep:kKa ¢puM3n4ecKoro pa3BUTUA (CHUKEHNE MHAEKCA
Macchl Tefa WM OTHOLLEHWA Macchl K pocTy 1A Bo3pacTa
< 25-ro NpoLeHTUNA)

3 | OtcytctBMe fedopMaLmm AuUcTanbHbIX GanaHr no Tuny
«bapabaHHbIx nanouex»

4 | OtcyTcTBME Kawwns (BHe 3MM3040B PecnmpaTopHbIX MHBEKLMIA)

5 | OTCyTCTBME CBUCTALLMX XPUNOB (BHE 3NMU30[10B PECTIMPATOPHBIX
UHbEKLMI)

[ledopMaLym rpyaHo KneTkm

BnaHble Xpunbl

[Mnokcemms

O |00 (3| o~

TaxunHo3

1

Mpu HanWumMm = 7 CUMNTOMOB MMEET MeCTO KIMHUYECKUI IarHo3
H3KI'M

o

BTadKeHMe yCTyNUMBbIX MECT FPYAHOM KIETKM

MpuMeyaHue: HIKIM — Helipo3HAOKPMHHAA KNeTOYHaA runepniasua
MAajeHLies.
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3BOJISICT OLIEHKA COCTOSIHYSI TTAlIMeHTa B AMHAMUKe. [1pu
HBKI'M cuMIITOMBI, CXOTHBIE C CHMIITOMAaMM OCTPOTO
OpPOHXMOJINTA, COXPAHSIOTCS Yepes3 4 Hell. OT Havasa 00-
ne3nu. HecMoTpst Ha Ha3BaHME MTATOJOTUU, COTJIACHO
COBpPEMEHHBIM MpencTaBlieHusIM, guarno3 HOKI'M
He TpeOyeT 003aTeIbHOTO TMCTOIOTNYECKOTO IOI-
TBepxkaeHus [50, 52, 53].

I1pu npoBenenun KT nerkux cneuupuyecKum
npuzHakoM HOKI'M gaBnsieTcss oOHapyKeHHUe y4acT-
KOB YIUIOTHEHMI TTO TUITY «MaTOBOTO CTEKJIa», KOTOPhIE
SIBJITIOTCS HanboJiee 3aMETHBIMU B CPEIHEN JOJIe Ipa-
BOTO JIETKOTO, SI3BIYKOBBIX CETMEHTAX JICBOTO JIETKOTO,
a TaKKe CUMIITOM «MO3an4yHoit nepdys3un» [13, 50, 54].
C nmokanmu3anuii U3MEHEHUI MOXKHO CBSI3aTh JydIlice
OIIpeaeICHUE KPEITUTAIINH IIPU ayCKYIbTAIlUH JICTKIX
10 TIepeaHEeN TTOBEPXHOCTHU TPYTHON KIIETKU.

Tepanuss HOKI'M ¢ npumenenuem cI'’KC, ul’KC
1 OPOHXOJUTHKOB HE ITOKa3aHa B CBSI3U C OTCYTCTBU-
eM yOeauTeIbHBIX JaHHBIX O ¢¢ 9(D(HEeKTUBHOCTH, HE-
BOCITAJIMTEILHBIM TTaToreHe3oM 3aboneBanus [13, 50].
IMamuenTts c HOKI'M MoryT Hy:kKAaThCs B POBEICHU
KHCJIOpOIOTepaIiiy B CBSI3M C AecaTyparueii (Ipu moka-
arensax SpO, <92%) Bo BpeMs OCTPBIX PECTIMPATOPHBIX
3a00JIeBaHUI1, JIMOO JINTEJIFHO B JOMAITHUX YCIOBUSIX
C TIOMOIIBIO KOHIICHTPATOpa KUCIOPOIa, a TAKKE B TH-
nepkajgopuitHom nutanuu [24, 43, 50, 55]. YuuteiBas
BO3MOXKHOCTB ITapakpruHHOU cekpertny HOK 1o neit-
CTBMEM HMKOTHHA 1 BBICOKYIO YaCTOTY KYPHUJIbIINKOB
B ceMbsix aeTeit c HOKI'M, MOXXHO MpeaItooXuTh, 4TO
KypeHHue, IeHCTBIE KOTOPOIo Ha IEeTeil JOJDKHO OBITh
HUCKJTIOUYCHO, SIBJISIETCS] OMHUM U3 IIPOBOIMPYIOIINX (DaK-
TOPOB MOSIBJIEHUSI CUMIITOMOB Y TTarieHToB ¢ HOKI'M
[55, 56].

o HacTOSIIero BpeMEeHHM €CTeCTBEHHOE TeUCHUE
HBKI'M u ee noarocpodHble TOCIENCTBUS 10 KOHIIA
HE OIIpeneieHbl, OHAKO He OBLIO 3aperuCTPpUPOBAHO
HU OTHOTO CJIyJasi CMEPTEIbHOTO MCX0a, IIOTPECOHOCTH
B IMPOBEICHUHN TPAHCIUIAHTALIMU JETKUX, CBI3aHHBIX
¢ HBKI'M. V GonbInHCTBA MTAlIMEHTOB B UTOTE BCE
CHMIITOMBI PETPECCUPYIOT (MAKCUMAJIBHO K 7-JIETHEMY
BO3pacTy), HO Y HEKOTOPBIX ACTeil COXpaHSICTCST HIU3Kast
TOJIEPAHTHOCTD K (hM3MUYeCKOI Harpy3ke. MamMeHeHMS
B Jerkux mpu nposenennu KT perpeccupyroor ¢ Bo3-
pacToM OJHOBPEMEHHO C PEerpeccoM KIMHHMYECKUX
CHMIITOMOB 3a001eBaHMsI. BO3MOXHBIM MOCIIEACTBUEM
HBKI'M snsercsa Heatonmmueckast BA. Cssisp HOKI'M
C pa3BUTHEM MIUONATUICCKON nucdy3HOM IUIIepIria-
3un HOK, koTopas MoxkeT ObITh CBsI3aHa C pa3BUTHEM
HEHPO3HIOKPUHHBIX OITYXOJIei, yCTaHOBJICHA HE ObLIa
[50, 55].

JleroyHbin MHTepCTVIUMaﬂbeIﬁ rMUAKOreHos

Jlerounslili MHTEpCTULIMANBHBIN TIMKOreHo3 (JINT;
kon o Orphanet:. 217557; xon mo MKB-10: P22.8; xon
no MKB-11: CB04.Y; cMHOHUM: UHTEPCTULINATbHBIN
KJIETOUHBI MHEBMOHUT MianeHeB) — M3JI mereii
TPYIHOTO BO3pacTa, XapaKTepU3yIoIeecs ITPUCYTCTBHU -
€M B MHTEePCTULIMY KPYITHBIX MaoanddepeHIMpOBaH-
HBIX ME3CHXMMAJIBHBIX KJIETOK, COIEPKAIINX IIMKOTCH.

JIMT BcTpeuaeTcst Kak y JOHOLIEHHBIX, TaK U Yy IeTel,
POXIIEHHBIX MPEXAEBPEMEHHO; TaHHbIE O paCIpPOCTpa-
HEHHOCTHU 3a00JieBaHUSI OTCYTCTBYIOT [57].

B ocHoBe 3a00JsieBaHUS JIEXKUT HapylIeHUE Kie-
TOUHOU TudGepPeHINPOBKH JIETOYHON ME3eHXUMBI,
MOCKOJIbKY B HOpM€ M€3e€HXUMaJlbHbI€ KJIETKHU JIeT-
KOTO0 He cojiepXar IMKoreHa. I'mkoreHconepxaiiue
KJIETKI MOXKHO OOHapYXUTh Ha paHHMUX CTaIusIX dhop-
MUPOBAHUS JIETKOTO, C YBEJIUUYEHUEM IFeCTallMOHHOTO
BO3pacTa OHU MPETEePHEBAIOT PErPECCUI0, TPAKTUYECKHU
MOJIHOCThIO Mcue3as K poxaeHuto. Asnsercs au JINT
pe3yJIbTaTOM MEPBUYHOIO U30JIUPOBAHHOIO Hapylle-
HUS nudGepeHIMPOBKY JICTOTHON ME3eHXUMBI WU
MOSIBJIEHNE TJIMKOTEHCOAEPKAIIUX KJIETOK OTPaXKaeT
BTOPUYHBIM OTBET Ha JIETOYHOE MOBPEXACHUE, JTMOO
YKa3bIBaeT HA MPUCYTCTBUE APYTrOro 3ab00JieBaHUS,
OCTaeTcs 10 KOHIIa HesiCHbIM. KUleTKu, XapakTepHble
st JINT, BcTpeuaroTcst TIipu MHOXKECTBE IPYrUX MmaTo-
JIOTUYECKMX COCTOSIHWM, HAIPUMED, Y MJIAJICHLIEB C Jie-
FOYHOI TMMOMNJa3ueil, HapyleHUsIMU pOCTa JIETKUX,
JIETOYHOM apTepuanbHoit runeprensueii, BIIC, BJI,
HBDKI'M, BpoxkaeHHO# Manb(opMaleil TbIxaTeJIbHbIX
MyTeil JeTKUX, BPOXIAECHHOM JT0O0apHO aSM(PU3eMOii,
cunapomamu Hynan, /layHa, Mykormnoyiucaxapuao3zomM
[58—60].

3aboneBaHne MaHU(ECTUPYET OOBIYHO B TIEPBHIC
IHU WIW HEIEeJIM XXU3HU C HecTielU(PUUIECKUX PEeCIU -
PaTOPHBIX CUMIITOMOB, KOTOPbIE MOTYT Pa3BUTbHCS MO-
CJIE «CBETJIOTO» IMMpOoMexXyTKa. OCHOBHBIC KIIMHIMYECKHE
cuMmriitombl JIMT — TaxurmmHos, commpoBoXaatolieecs
BTSDKEHUEM MeXpeOepuid, u runokceMus, Tpedytoias
kuciopoagorepanuu. KinHuueckass KapTuHa MOXET
OBITh Pa3IMYHOM, OT HETSKEIOTO TAXUITHOD Y TUITIOKCUH
1o PAC v nerouHoii runepreH3nu. Yactb 6OIbHBIX MO-
xeT TpeboBath MBJI nnu pecrimpatopHOit MOAIEPXKKU.
JInarHo3 MoxXeT ObITh 3aIT0A03PEH Y HOBOPOXIEHHOTO
C HapylIe€HWEeM JIbIXaHUsI, 0COOEHHO KOraa TSXKECTh 3a-
0oJsieBaHMSI HETIPOITOPLIMOHAJIbHA CTEIEHU COMYTCTBY-
IOIMX COCTOSIHUM, HAIIpUMep, TAaKMX KaK HETOHOIIEH-
Hoctb unu BIIC [57].

Pentrenonornueckue npusHaku JIMI Hecnelr-
UGUIHBI ¥ IPEICTABICHBI TUTICpUHOIISIIINCI, WHTEP-
CTUIIMAIBHBIMU WHOMWIBTPAaTaMU, TOHKUM UHTCPCTHU-
LIMaJbHBIM, PETUKYJSIPHBIM TTaTTepHOM. B nanbHeri-
1IeM OTMeydaeTcsl ObICTpasi MPOTPecCcust U3MEHEHUIA:
WHTEePCTULMATIbHBI PUCYHOK CTAHOBUTCS OoJiee Ipy-
ObIM C JIMHEWHBIMU 3aTEHEHUSIMU, YePEAYIOIIUMUCS
C y4acTKaMU TOBBILIEHHOW BO3MYIIHOCTU, 00Jie€ BbI-
pakeHHbIMU B 0azanbHbIX oTaenax jgerkux. KT jgerkux
BBISIBJISIET JIMHEWHbBIE PETUKYJISIDHBIE 3aTEHEHUSI, YTOJI-
IIEHUS MEXI0JbKOBBIX MEPETOPOIOK B YEPEIOBAHUM
C 30HAMM TUTICPUHOISAINN U CUMIITOMOM «MaTOBOTO
CTeKJIa», OMHAKO TMAarHO3 HE MOXET OBITh OCHOBAH HC-
KJIIOYMTEIbHO HA JAHHBIX UMUX-IUArHOCTUKU, TEM
6onee yto JINMI" Hepenko HaciauBaeTcs Ha WUHbIE MO-
BpeXIeHUs JIerKux [61—63].

B Hacrosee Bpems auardHo3 JIMI moxkeT ObITH
YCTAHOBJIEH TOJIbLKO HA OCHOBAHUU TMCTOJOTMYECKOTO
uccienoBaHus. TUTMYHBIMU TTATOMOPGOIOTHICCKUMM
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npusHakamu JIUT gaensiorcsa nuddy3Hoe yroeHne
WHTEPCTULINS, HAUIMYNE B HEM PACTSIHYTBIX OKPYIJIBIX,
BEPETEHOOOPA3HBIX KJICTOK ¢ OJICMHOM IIMTOIIIIa3MOi
C SIIpOM OBOMIHOM (hOpMBI, OOTaThIX IJIMKOreHOM. JlaH-
HBIE KJICTKU CUJIbHO UMMYHOITO3UTUBHBI B OTHOIIICHUM
ME3eHXMMAaJIbHOTO MapKepa BUMEHTHHA. [ JTMKOoreH
MOXHO OOHApPYXWUTh IIPHU 3JICKTPOHHOM MUKPOCKOITAM
nnu I K-okpacke MCKITIOYUTETBHO B JleTKux. Cu-
CTEMHOTO HaKOTUICHUS TIMKOTeHA YUIN HapYIICHUS €TO
MeTabonmm3Ma HeT. B MexkanbBeoIsIpHBIX TIEPeTOpOIKaxX
00HapyXMBaeTCI MUHUMAJIbHOE IIPUCYTCTBHUE BOCTIA-
JINTEIIbHBIX KJIIETOK, HET W MIPU3HAKOB MHTEPCTULINAb-
Horo ¢ubposza [57, 60, 64]. B caydasx JIErKOro teye-
HU 3a00JieBaHMs OMOIICKS HE MoKa3aHa, 1JIsl HUX ObLI
MPEUTOKEH KIMHUIECKUI TEPMHUH «CTOMKOE TAXUITHOD
MJIAZICHIIEB» (CMHOHUM — TIEPCUCTUPYIOIIEee TAXUITHOD
MJIAJICHIICB), MCTIOJIb3YEeMBbIil TAKIKE IS XapaKTepUCTUKI
nareHToB ¢ HOKI'M (ta6m. 1).

Koncencyca no neuenuto JIUT, kak u gjst Apyrux
nenqnatpuyecknx M3JI, He cymecTByeT. Tepanusg HO-
CHT TIOIACPXKUBAOIINI XapakTep. bolpImHCTBY geTeit
TpebyeTcst Kucaopogorepanus, a Hekoropbim — MBI,
Tepamnus JISTOYHOUN TUIIEPTEH3UHN U COITYTCTBYIOIINX
3aboneBaHuil. B psme ciydaeB cMMIITOMBI pa3pelina-
FOTCSI CaMOCTOSITeJIFHO 0€3 KaKUX-JIM00 MeIUKaMCeH-
TO3HBIX BMELIATEIBbCTB. Y psifa OOJbHBIX MPOBOIU-
Jlach BHYTPMBEHHAsI BBICOKOIO3HAS ITYJIbC-TepaItus
I'KC (MetunmpenHun3onoH 10 MI/Kr B CyTKU B Tede-
HUe 3 mHe# Kaxaoro Mecsiia) MpoaoKUTSIbHOCTHIO
oT 6 10 11 Mec., MpUBOIS K YIy4IIEHUIO OKCUTEHALIUN
1 KJIMHUYECKOW CUMITOMATUKHN, HO KOHTPOJIHUpPYE-
MBIX UCCIIEIOBAaHUI HE TMPOBOANIOCH, M CYIICCTBY-
eT MaJio J0KAa3aTeJIbCTB JUIST JaHHBIX peKOMCEHIAIIUIA.
Bomnpoc o npumenenuu 'KC nomkeH oneHUBaThCS
B KOHTEKCTE TSKECTU KIIMHUUYECKOTO COCTOSIHUS TIa-
IIMEHTOB M MOTCHIIMAJBHOTO BPEIHOTO BO3ICHCTBUS
I'KC Ha TocTHATaJbHYIO aJIbBEOJIIPU3ALINIO U HEHPO-
pa3BUTHE, OCOOCHHO Y HEIOHOIIIEHHBIX HOBOPOXKIICH-
HBIX [23]. B yacTHOCTH, NCTIOJIB30BAHNE BHICOKUX /103
I'KC B ciyuasix BeigBiienus JIUT B couetannu co 3Ha-
YUMBIMU HapYIICHUSIMUA Pa3BUTHUS JIETKOTO HE PEKO-
MEHIYETCS BBUIY BO3MOXKHBIX YKa3aHHBIX ITOOOYHBIX
a(pdexkToB. Mexann3M 3¢p(HEeKTUBHOCTU CTEPOUTHOM
Tepaluy HesICeH, KaK U HeSICHOM 0CTaeTCsT STUOJIOTHS
3abosieBaHMs. B oTimune ot manonaTudecKux WHTep-
cTuuuraabHbiX nHeBMoHUM, JIMI xapakTepusyercs
HE BOCMAIUTEIbHBIMU N3MCHEHUSIMH, a HE3PEJIOCThIO
WHTepCTULMAILHBIX KeToK. Dddext 'KC, Beposar-
HO, SIBJISIETCSI PE3YIbTaTOM YCKOPEHUSI TTPOLIECCOB CO-
3peBaHUsI, a He Moau(pUKaM BocTajJeHus. Y Bcex
MaMeHTOB TPEOYyeTCs ONMTUMMU3ALNS MUTAHUS IS
obecrieueHMsT aaAeKBAaTHOTO Pa3BUTHS JIETKUX U IIPO-
(dunakTUKa pecrmmpaTOPHBIX MH(MEKIINIA.

EcTtecTBeHHOE TedueHUE 3a00JIeBaHUS HEU3BECT-
HO, HO CMEPTHOCTb B 3HAYMTEIBLHON CTCTICHU CBS3aHa
C OCJIOXKHEHUSIMU HETOHOIIIEHHOCTH MJIN TUTIOTLIA31eH,
HapyllleHMeM pOocCTa JIeTKUX, a He codbcTtBeHHO ¢ JIWT.
ITpomOIXUTETLHOCTD CUMIITOMOB MOXET COCTaBISITh
HECKOJIbKO Mecs1eB [57].

XpOHM‘-IeCKVIFI NMHEBMOHUT MJ1ajeHLeB

XpoHUYECKHUI MHEBMOHUT MiancHIeB (XIIM;
kom 1o Orphanet. 91359; xkox mo MKbB-10: J84.0; xkox
no MKb-11: CB04.6) — penkas ¢dopma WU3J1 nereit
TPYAHOTO BO3pacTa, UMEIoIas o0lIre KIMHAYECKUE
1 PEHTTEHOJIOTUYECKNE TIPU3HAKHU C APYTUMH Dop-
Mmamu M3JI (kamenb, TaXUITHO?, 3aTeTCHUS IIPU BU-
3yaJn3allii TPYOIHOM KJIETKH, CUMIITOM «MaTOBOTO
crexia» rpu npoBeneHUn KT), compoBoxkmatoiascs
creln(UIeCKUMH TUCTOJIOTUYSCKUMU U3MEHEHUSIMU,
BKJTIOYAOIIUMU T (PYy3HOE YTOIIICHNE aTbBEOISIPHBIX
IIePEropoaoK, TUIIEPILIa3uIo anbBeosonuToB 11 Tuma
1 HaJIW4YMe TPUMUTUBHBIX ME3eHXMMAIbHBIX KJIIETOK
BHYTPH aJIbBCOJISIPHBIX MEPEeTOPOIOK. B HEKOTOPHIX
CITydasix TUCTOJIOTUYECKNE N3MEHEHUSI HallOMUHAIOT
JIAII [65]. duarno3 XITIM ycraHaBiIuBaeTcsl P TH-
CTOJIOTUYECKOM ucciienoBaHuu. XITM — 310 narrepH
BPOXIEHHON TNCHYHKIINU cypdaKTaHTa, pe3yabTaT
nedunura cypdakraHnTHbIX 6eakoB C [66, 67], ABCA3
[68], myrauuu rena NKX2-1 [69], XOTs1 HEOOXOAUMO
IIOMHUTb, YTO AS(UIIAT OTHOTO M TOTO e CypdaKTaHT-
HOTO OeJIKa MKW OAWH TeHETUIECKUI 1eeKT MOXKET
MPUBOJAWTDH K OTJIMYHBIM OT XITM 10 ructojornyeckom
KapTuHe coctostHUsM [70, 71]. TIpuHIAIIEI Tepanun
XIIM cXomHBI ¢ TAKOBBIMU TTPU BPOXKIECHHBIX TUC(HYHK-
usIX cypdakraHTa.
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