b3OPbI

© E.B.Boiiuosa, [.10.0BcsHHMKOB, M.A.BensawoBa, 2014
YK 616.24-053.2

WHTEPCTULUANDBHbBIE 3AB0JIEBAHUS NETKUX Y OETEN

EBrEHUSI BUKTOPOBHA BOMLIOBA, f0KT. Mes. Hayk, 3aB. 1abopaTopueli eTCKOI My/ibMOHOM0Mm
HayyHo-1ccnenoBatenbCkoro MHCTUTYTa ryibMOHO0rn CaHKT-[1eTepbyprckoro rocyAapCTBEHHOro
MeanLUMHCKOro yHuBepcuteTta um. akag. V.M. [asnosa, CaHkT-eTepbypr, Ten. 8(812)542-53-62,
e-mail: evboitsova@mail.ru

AMUTPUI IOPbEBUY OBCSIHHUKOB, fOKT. Mes. Hayk, 3aB. kacpenpoii neamarpum

OY B0 «Poccuiickuii yanBepcuTeT apyx06bl Haponos», Mocksa, Poccus, Ten. 8(499)236-11-52,
e-mail: mdovsyannikov@yahoo.com

MAPUS AJIEKCAHAPOBHA BEJISILLIOBA, knvHn4eckuii opavHaTop kagpeapsl neamarpum

OY B0 «Poccwiickuii yaneepcuTeT apyx06bl Hapoaos», Mocksa, Poccusi

Pedrepat. AkmyanbHocms. NHTepcTuumaneHble 3abonesaHuns nerkux (M3J1, cuHoHum: guddysHble 3abonesaHus
Nerknx) sIBNSIFOTCSA reTeporeHHoN rpynnoi 6onesHen, Npy KOTOPbIX B NaTONIOrMYECKUA NPOLIECC B NMEPBYHO ovepeab Bo-
BreKaloTCs anbBeosibl U NepranbBeonapHbIN UHTEPCTULMIA, YTO MPUBOAMT K HAPYLLEHWIO ra3000MeHa, PECTPUKTUBHBIM
HapyLLEHUSIM BEHTUNSILMOHHOW hYHKLIMM NEerknx n anddy3sHbIM MHTEPCTULMANBHBIM U3MEHEHWUSIM, BbISIBSIEMbIM NP
PEHTreHONorn4YeckoM uccnegoBaHnm. Lesmns — o606LWnTb COBpEMEHHbIE 3HaHWS 06 MHTepCTMUManbHbIX 3aboneBaHusx
nerkux y neten. Mamepuarsn u memoodsi. B paboTe npeacTaBneHbl COBPEMEHHbIE CBEAEHMS O Knaccudmkauum, anuae-
MMOMOMMK, KITMHUYECKON KapTUHe, ANarHoCTUKe, Tepannm n NporHose AaHHbIX peakmx 6onesHen. Pesynbmamsi u ux
obeyxoeHue. MocnenHsia knaccudmkauus U3J1y geter 6bina npeanoxeHa skcneptamy AMEPUKaHCKOro TopakarnbHOro
obuwectsa (ATS) B 2013 1. B paboTe getanbHO oxapakTepmnsoBaHa KoMMNsTEPHO-TOMorpaduyeckasi cemmotmka. Ocoboe
BHUMaHWE yaeneHo NHTepPCTULManbHbIM 3ab6oneBaHnsaM Nerkmx, BCTPEYaoLLMMCs NPENMYLLECTBEHHO Y HOBOPOXAEH-
HbIX AeTel 1 AeTen NepBbIX ABYX NET XU3HWU, TakMM Kak HacneacTBeHHble AeduLmnTbl 6enKoB cypdakTaHTa, HEMPO3H-
OOKPUHHAs rMnepnnasusi MnageHUeB, NErodHbI MHTEPCTULMATBHBIA IUKOTreHo3. 3aksyeHue. VIHTepcTuumnanbHble
3aboneBaHns Nerkmx y AeTen SBnsoTCs akTyanbHOW Npobnemon AeTCKoW NyrbMOHOMOMmK.

Knroyeensie cnoea: vHTepcTuumansHble 3aboneBaHusi nerkvx, eTu, AUarHocTuka, Tepanus.
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Abstract. Introduction. Interstitial lung diseases (ILD, synonym, diffuse lung diseases) are a heterogeneous group of
diseases in which a pathological process primarily involved alveoli and perialveolar interstitium, resulting in impaired
gas exchange, restrictive changes of lung ventilation function and diffuse interstitial changes detectable by X-ray. Aim.
To summarize the current knowledge of interstitial lung diseases in children. Matherial and method. The paper presents
current information on the classification, epidemiology, clinical presentation, diagnosis, treatment and prognosis of these
rare diseases. Results and discussion. The latest classification of interstitial lung diseases in children was proposed
by the experts of the American Thoracic Society (ATS) in 2013. CT-scans semiotics in this classification was described
in details. Particular attention was paid to interstitial lung diseases, occurring mainly in newborns and children during
the first two years of life, such as hereditary deficiencies of protein surfactant, neuroendocrine hyperplasia of infancy,
pulmonary interstitial glycogenosis. Conclusion. Interstitial lung diseases in children is an actual problem in pediatric
pulmonology.

Key words: interstitial lung disease, children, diagnosis, therapy.

M HTepcTuumnaneHble 3abonesanus nerkmx (U311, MmetoTca cyllecTBeHHble pas3nuuus B dopmax,
CUMHOHUM: auddysHble 3aboneBaHns Nerknux)  TEYEHUW, TMCTONOMMYECKNMX OCOBEHHOCTSAX, NPOrHo3e
ABNSAITCA reTeporeHHon rpynnon 6onesHen, npu W31y geten n B3pocnbix. Hanpumep, camas 4acrtas
KOTOpbIX B NMaToNorMyeckuin npouecc B nepsyto ove-  cdopma U3JT y B3pocnbix — navonaTnyeckmn omnbpo-
pedb BOBMEKATCS anbBeOSbl U NepuanbBeonspHbid  3upylowmin anbeeonut (MPA), nnu nguonatmyeckun
WHTEPCTULMIA, YTO NPUBOANT K HapyLLeHuto rasoobme-  prbpos nerkmx (U®J1), o4eHb peako BCTpeyaeTcs y
Ha, PECTPUKTUBHLIM HapyLUEHUAM BEHTUMSLUMOHHOW  AeTell 1 TONbKO B NOAPOCTKOBOM Bo3pacTe. Y aeTew
yHKUMKM nerknux n auddy3HblM MHTEpCTULManbHbIM - umetotcs hopmbl U3J1, He BCcTpevarowmecs y B3poc-
N3MEHEHVSM, BbISIBIISEMbIM MPY PEHTTEHONOMMYECKOM  NblX, Takne Kak Hempo3HOOKPUHHAsA runepnnasuns
nccnegoBaHun. mnageHues (HOIM) u neroyHbIn MHTEpCTULMANbHbIN
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rnvkoreHo3 (JIVI), andpcbysHble HapyLLeHUst pa3BUTHA 1
pocTa nerkoro, onMcaHHbIe B nocriegHne A4ecaTuneTms
[1]. Takue rucTonornyeckme naTTepHbl, kak obblYHasA
UHTepcTUUManbLHas NHEBMOHUSA, XapakTepHasa Ans
NOA, unn Hecneundumyeckas mHtepctTuumnanoHas
nHeBMoHUA (NSIP), odeHb pegko BcTpevatoTcs y ge-
TeW, a rMcTonorMyeckas KapTuHa, onucbiBaemas Kak
«AeckBaMaTuBHas MHTepcTuumanbHas MHEBMOHUSA»
(DIP), cBA3aHHas y B3pOCHbIX C XOPOLLEen peakunen Ha
CTEPOVAHYIO TEpanuio 1 XopoLUMM MPOrHO30M, UMeeT
HebnaronpuATHLIV Ucxon Y AeTen, 0COBEHHO paHHero
Bo3pacTa. B otnuume ot B3pocnbix, npu U3J1y geten
Yalle yoaeTcs yCTaHOBUTb aTMornormio 6onesHn. Y ge-
TeW Yalle, Yem y B3pPOCHbIX, BCTPEYaTCA CEMENHbIe
dopmbl 3aboneBaHuii, U NporHo3 aetckmx N3J1 B uenom
nyuile, 4em y B3pOChbIX.

Paznuuma U3JTy aeten 1 B3poChbix KacatoTcs Takke
natoreHesa. VHTepcTuumaneHble 3aboneBaHust Nerkmnx

NpeacTaBnsalT reTeporeHHyo rpynny 6onesHen, xapak-
TEPU3YIOLLNXCS PEMOOENNPOBAHMEM FTEFOYHBIX CTPYKTYP
C paspacTaHMeM COeaMHUTENbHON TKaHW B NErKMX, YTo
NPUBOOUT K YTOMLEHNIO anbBeONApHO-KanunmnspHon
MeMOpaHbl, MeXxarnbBeOossipHbIX NEPEropoaoK, obnmTepa-
UMM anbBeon U KanunnsipoB prMbPO3HON TKaHbO 1 CBS-
3aHHbIX C 3TUMM NpoLeccamy HapyLUEHUSIMU JTIEFOYHOTO
rasoobmeHa 1 runokceMuen. Y aetel paHHero Bo3pacta
3TN NMPOLECChI NMPOUCXOOAT B Pa3BMBAOLLEMCS JIEMKOM,
YTO NPUAAET UM YHUKarbHble 0COBeHHOCTY [2, 3].

Knaccudmkauua. MNMocnegHsas knaccudukauus
N3J1 y pgeten Obina npegnoxeHa akcneptamym Ame-
pukaHckoro TopakaneHoro obuwectsa (ATS) B 2013 1.
[4]. CornacHo gaHHon knaccudmkauun, U311y geten
nogpasgenstoTcs Ha 3aboneBaHus, Hanbonee pac-
NpocTpaHeHHble B MnadeH4YecTBe, U 3aboneBaHusi, He
cneunduyHble AN MnageHUeB, T.e. BCTpevarLlmecs
B ntobom Bo3pacTe.

Mpepnaraemasn cxema knaccudmkaumm U3y geten ATS [4]

A. [ucbpy3Hble HapywieHUs1 pa3gumusi 1e2KuX:
1. AumHapHas gucnnasus.
2. BpoxxgeHHasi anbBeonsipHo-kanunnsapHasa aMcnnasus.

B. HapyweHusi pocma neakux:
1. IlerovHas runonnasus.
2. XpoHunyeckoe 3aborneBaHue Nerknx HOBOPOXKAEHHbIX.

* Tpucomumsi 21-i XpOMOCOMbI.
* [pyroe.

1. NeroYHbIn MHTEpPCTULMANBHbLIN FIMKOreHO3.
2. HalipoaHAOKpUHHAsA runepnnasns MrnageHues.
D. fucgbyHKyuu cucmembl cypghakmaHma:

TepHa.

LIeHwe.
Il. 3a6oneBaHus, He cneundUYHbIe AN MNageHLUeB

1. IHEKUMOHHbIE 1 NOCTUHMEKLMOHHbIE MPOLLECChI.

LecTB.
3. CuHgpom acnvpaumu.
4. 303nHOUbHasA NHEBMOHMS.

. MIMmyHHbIE 3a6oneBaHus.

. bonesHun Hakonnexus.

. Capkongos.

. M'nctnounTos us knetok JlaHrepraHca.
. 3roka4yecTBeHHble HOBOOOPa3oBaHUsI.

G ON =

9]

. OnnopTyHUCTUYECKMEe NHDEKLNN.

A OWON =

D. 3abonesaHusi, mackupytowuecsi nod N3JI:
. ApTepuanbHas runepToHuyeckas Backyrnonatus.

N

3. Ilumdpatnyeckme pacctpomncraa.

|. 3aboneBaHuA, Hanbornee pacnpocTpaHeHHble B MNageH4YecTBe

3. AJ'IbBeOJ'IFIpHO-KaI'IVIJ'IJ'IHpHaﬂ guncnnasna ¢ aHomMaribHbIM pacrnonoXeHneMm nerovHbiX BeH.

 XpoHuyeckoe 3aboneBaHve nerkmx, acCoLMMPOBaHHOE C HEOHOLLEHHOCTLIO (BpoHXOMerouHas Ancnnasus).
* MpurobpeTeHHOe XpoHMYeckoe 3aboneBaHNe Nerkux y AOHOLUEHHbIX MIaaeHLEB.
3. CTPYKTYpHbIE NIErOYHbIE U3MEHEHWSI, aCCOLMUPOBAHHbBIE C XPOMOCOMHbBIMW HapyLLEHUSIMU.

4. 3aboneBaHusi, aCCOLMMPOBaHHbIE C BPOXAEHHbLIMU NMOpokaMu cepaua y Aeten 663 XpOMOCOMHbIX HapyLUEHWIA.
C. Crieyugbuyeckue cocmosiHUsi HeycmaHo8neHHOU amuoioauu:

1. MyTauun rena SFTPB — neroyHbii anbBeonspHbIi npotenHo3 (PAP) kak BapuaHT AOMUHAHTHOIO MCTONOrMYEeCcKoro nart-

2. Mytauun reHa SFTPC — AOMUHaAHTHBI FMCTONOMMYECKn NaTTepH — XPOHUYECKMn MHeBMOHUT MmrageHues (CPI), a Take
JeckBamaTuBHas HTepcTMumnanbHasa nHeBmoHus (DIP) n Hecneumdunyeckasa nHtepctmumansHas nHesmoHus (NSIP).

3. Mytauun rena ABCA3 — goMuHaHTHBIN ructonornyeckuii nartepH — PAP, a takke CPI, DIP n NSIP.

4. M'ncTonormyecky cornacymlleecs ¢ pacCcTpoNcTBOM GenKoB cypdakTaHTa, HO elle HEeYCTaHOBMEHHOe FreHETUYECKOe Hapy-

A. Paccmpoticmea y nuy, ¢ HopmaribHOU UMMYHHOU cucmemou:

2. PaccTponcTBa, CBA3aHHble C areHTamy OKpyXatlollen cpedbl: MnepCeHCUTUBHBIN NMHEBMOHUT, MHransAUMM TOKCUYHbIX Be-

B. Paccmpoticmea, accoyuupogaHHble ¢ cucCmeMHbIMU 3aboresaHusiMU:

. 3aboresaHusi y UMMYHOKOMIPOMEMUPOBaHHbIX NayueHmos
. 3aboneBaHunsi, acCoLMMPOBaHHbIE C TEpaneBTUYECKMI BO3OENCTBUSMMU.

. 3aboneBaHusi, acCoOLMMPOBaHHbIE C TPAHCNNAHTALMOHHBIM CUHAPOMOM W peakuyelt OTTOPXXEHUA TpaHCnnaHTaTa.
. OnddpysHoe anbBeonspHoe NOBpPeXAeHNe HEN3BECTHON ATUOMNOTrMN.

2. 3acToiHble BackynonaTum, BKMHYaLLMe BEHOOKKITHO3UOHHbIE 3aboneBaHus.

4. BTopmyHbIN BEHO3HBIV 3acTol Ha (hoHe 3aboneBaHuii cepaua.
lll. Heknaccudmumpyemble 3aboneBaHUA — BKMOYaOT 3ab0NeBaHNs Ha TEPMUHANbBHON CTaauW, HEAMArHOCTUPYEMbIE pe-
3yneTaTbl 6Groncumn, Groncun ¢ HeJoCTaTOYHbIM KONMYECTBOM MaTepuana.
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Anugemuonorus. MHTepctuymanbHele 3abonesa-
Hua nerkux (U3J1) asnatotcs pegkon natonornen. Mive-
HOTCS NULLb €AMHUYHbIE COOBLLIEHNS O PaCNPOCTPaHEH-
HocTn U3J1 y getenn. B nccneposaHuy, BbINOMHEHHOM
B AHrnuu ¢ 1995 no 1998 r., yactota N3J1y peten B
Bo3pacTte 0—16 net coctaBmna 3,6 Ha 1 000 000, npwu
3TOM B MCCINEe0BaHMe He BOLLM BonbHble co crneundu-
YeckMM 3ab0oneBaHNAMM, XapakTepPHbIMU AN MInageH-
ues, Taknmu kak HOI'M, J1IUT, a Takke U3J1, cBaA3aHHble
C gedekTamm cuHTe3a 6enkoB cypdaktaHTa [5]. Ans
OLEHKM pacnpoCTPaHEHHOCTU U CTPYKTYpbl BOMbHbIX
pasnuyHbIMK opdaHHbIMK 3a60neBaHNSIMU, B TOM YMC-
ne V3J1, npegnoxeHo NCnonb3oBaTb PerncTpbl.

Yactota U3J1 TecHo cBaizaHa ¢ BO3pacTOM OOMbHbIX.
Mo gaHHbIM A. Clement n E. Eber (2008), n3 185 6onb-
HbIX, NIEYNBLUNXCS B €BPONENCKNX MEANLIMHCKUX LLEeHT-
pax no nosoay W3J1, 31% Obinn B Bo3pacte mnaglle
2 nert [6]. B CLLUA n Kanage 3a 5-netHuii nepwmog, (¢ 1999
no 2004 r.) anarHo3s M3J1, nogTeepXaeHHbIn buoncmen,
ObIn nocTaeneH 187 6onbHbIM B Bo3pacTe Ao 2 NneT, U3
HUX y 68% OGonesHb cooTBEeTCTBOBana kraccuduka-
LMoHHon kateropun «WM3J1, npeBanupyowmne y mna-
AeHueB» [7]. B HacTodwee Bpemsa nonaratoT, 4to 3J1
BCTpeYaroTcs B MoOOM Bo3pacTe, HO Y AETEN OHU He
MeHee YeM B NOSIOBMHE Crly4aeB CBA3aHbl C NEPMOLOM
HOBOPOXOEHHOCTU U NEPBbLIMU FOAAMU XU3HU.

AHaMHe3, ceMMOTHKa U KNUHNYecKasa ANarHocTu-
Ka. [lns AMarHoCTuKM HO30Mormyeckmnx popm, OTHOCH-
wmxcs Kk N3J1, 6onbLuoe 3HaYeHe NMeeT TaTenbHbIN
cbop M OCMBICNEHHbIV aHanM3 aHaMHECTUYECKUX
OaHHbIX. Hayano 6onesHn cpasy nocne poxaeHus
C CUMNTOMOB AbIXaTeNbHOW HeJoCTaTOYHOCTU, OCO-
OeHHO y AeTeln, poauMBLUMXCA B CPOK, npeanonaraet
andysHble HapylleHns pasBuTUa U pocTa nerkux,
JINT nnn pedekt G6enkos cypdakTtaHta (SP-B unu
ABCA3) [8]. HegoHOLWweHHOCTb, BPOXAEHHbIE MOPOKU
cepaua v gpyrux opraHos, cvHgpom [ayHa n gpyrue
XPOMOCOMHbIE aHOManuu accouunpyloTCsl C anbBeo-
NApHON cumnnnudukaumen n HapyLeHmeM pasBuTus
NErkoro Kak MpuYMHON MMEIOLLMXCS PecnmpaTopHbIX
cumnToMoB. CoyeTaHne gbixaTenbHbIX HapyLlleHuli B
nepBble AHW U HEOENM XXN3HU C BPOXAEHHbBIM UK TpaH-
3UTOPHbIM MMMNOTUPEO30M, OTCTaBaHWEM B PU3NYECKOM
pasBUTUK, CYOOPOXKHBIM CUHOPOMOM MOTYT ObITb CBSI-
3aHbl C BPOXOEHHbLIM CUHAPOMOM «MO3r-LUNTOBUOHAs
Xenesa-nerkvey, pesynsratoM geneuun unm mytaumm
reHa NKX2.1. lNpu3aHakn MH(PEKLNOHHOIO NopaXKeHnsi B
Havane 6one3Hn TPebYOT UCKMTHYEHUS MHEKLIMOHHOW
npuynHbl M3J1. CeMenHbIn aHaMHe3 CMepTeN B paHHEM
OEeTCKOM Bo3pacTe, AJIMTENbHON NOTpebHOCTM B A0-
NOMHUTENBLHOM KUCIOopoae, Hanuuve pyrux 4eTemn unm
B3POCIbIX POACTBEHHUKOB, cTpagatowmx N3J1, no3so-
NAT 3anof03pUTb FTEHETUYECKYHO NPUPOAY NEro4Hom
naTonorum, Hanpumep anbBeOoNsiPHO-KaNUNMSPHYO
aucnnasuio unu gedektbl cuHTe3a cypdaktaHTa [2].
Mopo3puTtenbHbiM B oTHOoweHun V3J1 npuaHakom siB-
NSATCA NOBTOPHbIE TSXKENble 3NN304bl PECNNPATOPHbIX
HapyLleHU, TpebyloLme MHTEHCUBHOW Tepanuu npwu
©aHanbHON BMPYCHON UHdeKLnn [9].

YKano6bl, KOTOpble NPEAbSBNAAIOT POAUTENMN OETEN
¢ NBJ1 moxxHO ycrnoBHO pasgennTtb Ha cneunduryeckme,
yKasblBalOLMe Ha nopaxeHue nerkmx, 1 Hecneundpm-
yeckue, unu xanobbl obuero xapakrepa. lNMpumepom
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nocnegHux ABnseTcs xxanoba Ha NMXoPazKy, YTO MOXeT
cBuAeTenbLCTBOBaTh 06 MHEeKUMOHHOW npupoae N3,
B TO e BpeMs HeobbACHMMasa nuxopagka onucaHa
B 1/3 cnyyaeB WM3J1. HegoctaTouHble BecoBble Mpu-
6aBku unun noteps Beca xapaktepHbl ansa 311y geren
paHHero Bo3pacTta U cBs3aHbl 0ObIYHO C aHOPEKCUEN,
WHTOKCMKaUUWen, 3aTpyaHEHUAMN NPpU KOpMNeHun
BCNeAcTBME AblXxaTerbHOM HeJOCTaTOYHOCTH, a Takke
C BbICOKMMUW 3HEpreTM4eckummn 3atpatamu Ha paboty
AblxaHus. Pogntenn MoryT )anoBaTbCs Ha NosiBreHne
unaHo3a u/unu noTAMBOCTM NPU KOPMIMEHUW, YacTble
OCTaHOBKM BO Bpems cocaHus [10].

>Kanobbl Ha kaLwenb nmetotces y 40—75% B6onbHbIX.
Kawenb, Kak npaBumio, Cyxou, BO3HUKAET B AHEBHOE
BpeMs 1 He MewwaeT pebeHKy cnaTb. Bmecte ¢ Tem
Kallenb MOXeT UMETb W BriaXHbIV XxapakTtep. Hepeako
3TO NEepBbI U €ANHCTBEHHbIN CUMMNTOM 60Ne3Hn kak y
MMageHueB, Tak 1 y OeTen cTapLuero Bo3pacrta B paH-
HeM nepuoge 3abonesanusd [10, 11].

TaxunHoa oTmeyvaetcs y 80% 6GONbHbIX U Takke
NnosiIBNSIeTCA AOCTATOMHO paHo. Bpay pgomkeH BHUMa-
TENbHO OTHOCUTLCSA K XKanobam poguTenen Ha To, YTO
pebeHOK «He Tak AbIMT». HenepeHOCUMOCTb 06bIYHOW
PU3NYECKON Harpyskm Takke SABMSETCS PaHHUM Mpo-
aBneHnem 6onesHun y Gonee craplimx geTewn, 4acTto
3TO CUMMNTOM He3aMeTeH AN poauTenen, ero Moryt
OTMeYaTb CBEPCTHMKM pebeHKa Npy COBMECTHbIX Urpax.
CaucTsilLee AblxaHue poautenu HabnwogaT y 50%
aeten ¢ 3J1, npu TwatensHOM aHanum3e 4OKYMEHTUPO-
BaTb 3TOT cumnTom yaaetcsa B 20% cny4aes [9].

Mpw kKNMHMYEeCKoM ocMoTpe BOMNbHOro oTCTaBaHWe
B (OM3NYECKOM PasBUTUKN U NOTEPS BeCa OTMEYEHbI Y
TPeTU NauneHToB U OCOBEHHO XapaKkTepHbl AN AeTen
paHHero Bo3pacrta [10, 11]. LlnaHo3 KOXXHbIX MOKPOBOB
1 «bapabaHHbIe NanoYkmy», Kak NpaBuo, HabnaarTes
B nosgHen ctagum 6onesHu. Oedopmaumsa rpygHomn
KNeTKWN, XapakTepuayLlancsa Kak «ynnoweHue»,
MOXeT OblTb MPM3HAKOM TUMoMNnasvum ferkoro unm
CBUAOETENbLCTBOBATL O ANUTENBHOM TedeHun 6onesHu.
BopoHkoobpasHas rpygHas knetka cHMTaeTcs 4acTbiM
cumntomom npu gecpuumnte ABCA3 y geten [8, 9].
Mpn anutensHom TeueHunn 3J1, conpoBoXxaatoemcsa
rmnepuHdnsaumen, rpygHas knetka MoXeT NpUHUMaTh
©oukoobpasHyto opmy. [ucnHos obbluHO Gonee Bbi-
pakeHo y AeTen paHHero Bo3pacTa 1 XxapakTepuayeTcs
BTSXKEHMEM YCTYMYMBbLIX MECT rPyLHOW KMAEeTKW npwu
OblXaHWK1, YCUNMBaeTCa Npu KOPMNEeHUn 1 6ecnokom-
ctee [10].

XapakTepHbIM ayCKynbTaTUBHBIM CUMNTOMOM A1
aeten ¢ U3J1 asnsatotesa audpdysHasa kpenutaumst nnm
KpenuTupytoLLmMe Xpunbl, HaNoOMUHaLLME «KTPECK Len-
nodaHay, «XpycT CHeray, KOTopbl€e Yalle BbiCnyLuMBa-
t0TCA B 3agHebasanbHbIx cermeHTax nerkux. NogobHble
KpenuTupytowmne xpunbl 0O6bIYHO He BbICMyLUMBAOTCS
npuv Apyrux nerovHbix 3abonesaHusAX, B 4aCTHOCTH
npu 6poHxmansHom actme. Bmecte ¢ TeM auddysHas
KpenuTtaums TUnuyHa anst octporo 6poHxuonurta. NHo-
ra BbISBMAIOTCA pa3HOKanMbepHbIe BNaXHbIE U CyXune
XpuWnbl, YTO CBMAETENbCTBYET O COMyTCTBYHOLLEM MO-
pakeHun 1 BO34YyXONPOBOAALLMX AblXaTeNbHbIX MyTen
[2, 9].

Umupx-gpuarHoctuka. PeHTreHonormyeckoe uc-
cnepoBaHve 06bIYHO NMPOBOAUTCS Ha MEpBbIX dTanax
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ONarHocTukn. TunuyHbiMu npusHakamu U3J1 cumta-
I0TCA CUMMNTOM «MaToOBOro WM FPYHTOBOrO CTEKnay,
PETUKYIAPHbIE, O4aroBble NN PETUKYNAPHO-04aroBble
MHUNETPATUBHBIE U3MEHEHUS] U «COTOBOE ETKOEY;
HecneungunUyeckumMm pPeHTreHONorm4eckuM CUMNTO-
mom npu N3J1 B psige cnyyaeB siBNSETCH NOBbILLEHNE
BOo3gyLWwHocTM. CMMNTOM «MaTOBOro CTekrna» cBuae-
TenbCcTBYeT 06 OCTpoW cTagum GOnesHn, «CoToBOE
nerkoe» — npu3Hak pacnpoctpaHeHHoro ¢mbpoasa.
HopmanbHas peHTreHonornyeckasi KapTuHa He UCKIHo-
Yaet guarHosa W3J1[12].

KomnbtotepHasi Tomorpadust (KT) nerkux, ocobeH-
HO BbiCOKOpa3speLuatoLasn TexHuka (BPKT), asngaetca
OOCTYMHbIM N HEVMHBA3MBHbLIM METOL4OM, NO3BOMSHOLLMM
AeTanbHO A4MarHoCTMPOBaTb CTPYKTYPHbIE M3MEHEHUS
JNIErOYHOM TKaHW, UX BbIPaXXEHHOCTb M pacnpocTpa-
HEHHOCTb, U cumTaeTcsa 6onee YyBCTBUTENBHLIM Me-
Togom guarHoctukm M3J1 no cpaBHeHMO ¢ 0630pHOM
peHTreHorpaduen opraHoB rpyaHon knetku [9, 12].
Y peten ¢ N3J1 npu BPKT 06bI4HO 06HapyxmBatoTcs
pasHooOOpasHble M3MEHEHUS: YYaCTKM MOBbILLIEHHON
BO34YLWHOCTM, MO3aUYHOCTb JIErOYHOW TKaHW, BO3-
AyLlHasa NnoByLlKa, CMMNTOM «MaTOBOro CTekna, nu-
HEeWNHble N PETUKYNSPHbIE 3aTEHEHWS], 04aroBble TEHM,
KMCTO3Hble nameHeHus [13]. B mabn. 1 npeacrtaBneHsbl
anddepeHUnanbHO-ANarHOCTUYECKNE KIMHNYECKUE,
peHTreHonornyeckme n KT-npusHaku HekoTopbix MN3J1
y MrageHLeB.

OwarHocTnyeckasa nporpamma. [ImarHocTtumka
MN3J1 — o4eHb CMOXHbIA MPOLIECC; AMarHOCTU4EeCKne
NMOAXOAbI 3aBUCAT OT Bo3pacTta BONbHOro, ANUTENbHO-
CTV OONe3HN, MMMYHOMOMMYECKOrO cTaTyca, TSXKECTU
CMMMNTOMOB M CEMEeWHOro aHamHesa. KnuHunyeckoe
3Ha4YeHne MMeEeT Tak Ha3biBaeMbl «aetckuin 3J1-cuHa-
POM», KOTOPbI BKIOYMAET criegyowme npusHaku:

1) pecnupaTtopHble CUMNTOMbI (Kallenb, OAbILLIKa,
TaxMNHO3, HEMEPEHOCUMOCTb PU3NYECKON HArpy3Kn);

2) 0ObEKTMBHbIE CUMMTOMbI, TAKUE KaK KpenuTaums,
3aTpygHeEHME ObIXaHusi, BTSXKEHWE YCTYMYMBbLIX MECT
rpy4oHou KneTku, «bapabaHHble Nanoykmy;

3) runokcemus npw nccnegosaHum SatO,;

4) pacnpocTpaHeHHble PeHTreHoNnornyeckme n3-
MEHEHMUS.

Hanuune 3 u3 4 rpynn npuM3Hakos, Npu yCrioBUn
UCKIIOYEeHNS Taknx 3aboneBaHun, Kak MyKOBUCLMA03
n ummyHogeduunt, genaet guarHos M3J1 Becbma
BEpPOATHbIM. VIcnonb3oBaHWe 3TOr0 CKpUMHMHra oka-
3anocb [OCTaTO4YHO 3(PDEKTUBHBIM, 0COBEHHO Y
aeten paHHero Bospacrta. o gaHHbiM R.R. Deterding
¢ coaBT. (2010), us 218 cnyyaeB nogTBEPXKAEHHbIX
6uoncuen N3J1y neten B Bo3pacTe Ao ABYX neT, 3 u3
4 npeacTaBneHHbIX Npu3HakoB oTmevanucb y 91%
nauuneHToB [9].

KnuHnyeckne n nabopaTopHble UCCefoBaHus,
reHeTu4eckoe TeCTUpPOBaHUE, PEHTreHOMNornyeckmne n
PYHKLMOHaNbHblE METOAbI NO3BOSIAIOT YTOYHUTE ANa-
rHO3, O4HaKo Hepeako ANS NpaBUMbHOrO AMarHosa
Heobxoauma Guoncusi nerodHon TkaHu. B nccnepo-
BaHun A. Barbato n coast. (2000), y 131 pebeHka B
Bo3pacTte oT 0,75 go 17 net (cpeaHwn Bo3pact —
6,5 roga) ucnonb3oBaHMe pasfnMyHbiX cnocobos
61oncmm No3BONWUO ONPEAEnUTLCS C OMArHO30M Y
89% peten, a UCnonb3oBaHWE HEMHBA3UBHbLIX METO-
OVK (KNMMHUYeCcKknin ocmoTp, uccrnegosarne ©B[, KT)
MMEeNo AnarHoctuyeckoe 3HadeHue tonbko y 3,8%
6onbHbIX [14].

Tak kak y geten U3JT Hepeako MMeT UHGEKLM-
OHHYIO0 MPUYMHY, BMPYCONOrMYECKME, MUKPOOMONoru-
YeckMe M ceporormvyeckne MeToamKM BKIOYaKTCS B
ONarHOCTMYECKMIA MOUCK AN UCKNIYeHUs baktepu-
anbHOW, M1KOMa3MeHHON rpnbkoBOI 1 Mapas3uTapHO
MHdeKunn.

MMmMyHonornyeckoe nccnegoBaHve ¢ onpegeneHun-
€M YPOBHsi UMMYHornobynuHos (Ig), B TOM Yncne 1 ypo-
BeHb IgE 1 cybknaccos IgG, cneuuduryecknx aHtuten
K BaKUMHaIbHbIM aHTUreHam, opakumii KOMNnemeHTa,
cybknaccoBs NumMdoOUNTOB, onpegeneHve MapKepos
peBMaTU4eckmx 6onesHen 1 xnopuaos nota Heobxoau-
MO B OTAESNbHbIX Cry4asx, B TOM YACNe U 45is npoBeae-
HUA andpdbepeHumanbHon amardHoctukm M3J1 u apyrmx

Tabnuuya 1

OudpepeHumnansHan guarHoctuka gerckux U3J (apanTt. no [13])

Hosonorus

KnuHuyeckne nposiBneHus

PeHTreHonornyeckune npuaHaku

KT-npuaHaku

HelipoaHaokpuHHas
runepnnasus mna-
feHueB

MaHudecTaums B Bo3pacte nep-
BbIX ABYX NET XU3HU C TAaXUMHO3,
OfbILLIKOW, FTMNOKCUEN; 0ObIYHO
MMeET NPOSIOHIMPOBaHHOE
TeyeHue, He nogaaeTcsa Tepanuu
cTepongamun

BagyTue rpyaHon knetku, kak
npv OCTPOM pecnnpaTopHOM
3abonesaHuu nnu npu 6poH-
xvonuTe

CVMNTOMbI «MO3an4HON nepdy3nm»
1 BO3JYLLUHOW JNOBYLLKW, 3aTeHEeHNS
o TUNy «MaToBOro CTeKna» («reo-
rpacpmyeckast kKapta» unm CUMMNToM
«TOOBKM Cbipay), Hanbornee 3a-
MeTHble B CpPefjHe Aone nNpaBoro
NEerkoro n 3bI4KOBbIX CEerMeHTax
NeBOoro nerkoro

JleroyHbIvi nHTEPCTM-
LManbHbIN rMMKOreHo3

Manudectaumsa ¢ POCH B pan-
HeM HeoHaTanbHOM nepuoae

MporpeccupytoLas rmnepuH-
drAuUMsa n nepexod oT MenKoro
WHTEpCTULManbHOro K rpy6omy
WHTEPCTULMANbHOMY U arnbBeo-
NAPHOMY PUCYHKY

M3meHeHne cTpoeHns neroyHom
TKaHu B CBA3M C HapyLUEeHMeM pocTa
NEerkux, PeTUKynspHbIe U3MEHEHUS,
oTpaxaroLime yTomnLeHne UHTePCTU-
ums 6e3 BocnaneHusi n oubposa;
3aTeHeHUs No TUMy «MaToBOro
CTeKna»

BpoxaeHHbI gedu-
UUT cypdakTaHTHOroO
npotenHa B

JleTanbHoe HapyLleHve, npo-
sBnsoLeecs pedpakTepPHbIM K
Tepanun POCH, 6e3 nepecagku
Nerkux — CMepTb B TEYEHME
1—6 mec

OundbdysHble rpaHynspHble unm
HeyeTKne NneroyHble 3aTeMHeHNs

OunddysHoe 3aTteHeHre no Tuny
«MaToOBOrO CTEKNay, yTonleHne
MEXA0MbKOBOrO MHTEPCTULNSA,
CUMNTOM «CyMacLUeALLlel ncyepyeH-
HOCTU» UMK «BYrbIXXHON MOCTOBOM»
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AnddysHbix 3abonesaHun nerkmx [2]. MeHeTnyeckoe
TEeCTUPOBaHME HEOOXOAMMO ANS UCKMNIOYEHUS AedheKTOB
cuHTe3a 6enkoB cypdakTaHTa Npm NpuaHakax TSKernoro
pecnMpaTopHOro AUCTpecca, He CBSA3aHHOMO C MHAEK-
LMOHHBIMW MPUYNHAMU Y OOHOLUEHHBIX MITA4eHUEB, Y
peten ¢ «b6apabaHHbIMM Nanoykammny, ouddysHbIM
CUMMNTOMOM «MaTOBOro CTEKIa» UIM NpU3HaKkamMm «Co-
ToBOro nerkoro» npu KT [6, 10].

YnbTpa3ByKOBOE MCCredoBaHWe CepAeYHO-COCY-
JNCTON CUCTEMbI JOIMKHO ObITb BKIMHOYEHO B KOMIMIIEKC
obcnenoBaHns Npu nNogo3peHun Ha auddysHoe 3a-
boneBaHue nerkux. MNMepcucTupytowas nerovyHas
rMNepTeH3nsa y AeTen paHHEro Bo3pacrta MOXET ObITb
npu3HakoM AN dy3HbIX HapyLLEHWI pocTa 1 pa3BUTUS
nerkoro [2].

INeyenwne. OnpepenerHble opmbl U3 y geten
He TpebykT crneundunyeckon Tepanuu, He UMerT
NPOrpecCcHpyoLLIEro TEYEHNS 1 3aKaHYMBalOTCH CMOH-
TaHHbIM BbI340poBreHneM. He cylecTByeT paHgomu-
3MPOBaHHbIX KITMHUYECKNX NCCNeoBaHUNM, MO3BOSISHO-
LLINX OLEHUTb TepaneBTUYECKME BMeLLATENbCTBA NpU
N3J1y neten, 4TO CBA3AHO C OrpaHUYEHHbIM YNCIIOM
OOnbHbIX N HEBO3MOXHOCTbIO NpoBeaeHus nnauebo-
KOHTPONMpPyeMbIX NCCNeAoBaHMIN MO ATUYECKUM MNpU-
YnHam. JleuebHble Noaxoabl OCHOBLIBAKTCS HA NTUYHOM
onbITe KIMMHULMCTOB U UCCEeaoBaHUAX, BbIMONMHEHHbIX
y B3pOCHbIX.

MnageHuam ¢ U3J1 npu BbiNnucke M3 crtaumMoHapa
0bsa3aTenbHO OoMMKHA NPOBOAUTLCSA OLleHKa noTpeb-
HOCTW B JOMaLUHEN KucropogoTepanuu U LeneBoro
ypoBHa SatO,. B HacTosllee Bpemsa He CyllecTByeT
YETKMX AaHHbIX O uenesbix ypoBHsax SatO, y aeten
¢ N3J1, ogHako cunTaeTtcs, 4To Heobxoammo nogaep-
xuBatb SatO, 6onee 93%, y NauMeHTOB C NEro4YHON
rmnepteHsnen — 6onee 94—95% [15].

Heobxoaumo agekBaTHOE MUTAHWE C y4YEeTOM
3aTtpaTt Ha paboTy AblxaHusa, ANs KOppekuuu no-
Tepu Beca. 3aTpyaHEHWUSA NpU NUTaAHUKW, CBA3AHHbIE
C OAbILIKOW, MOryT TpeboBaTb 30HOOBOI0 NUTaAHUS
WX racTpocTombl. BaxHoe 3HayeHue MmeeT npo-
dunakTuka ractpoasoareanbHoro pedrnokca u
acnupaumm XenygodyHoro CoaepXXmMmoro, 4YTo 4acTto
nmeeT MecTo y mnageHues ¢ N3J1[6, 9]. Heobxoanma
MVHUMM3aUnNSa BpeaHbIX BO3AENCTBUI OKpYXatoLlen
cpefabl, B YaCTHOCTM NAcCUBHOMO KypeHUs 1 BO34YLU-
HbIX MONMIOTAHTOB.

MmaBHasa TepaneBTMyeckas KoHuenums npu U3y
AeTel B oboM BO3pacTe — Cynpeccusi BoCrnaneHms u
3aMeaneHne nnm octaHoBKa npoueccoB pubposnpo-
BaHWs nieroyHom TkaHu. C aTon uenbko UCMnonb3yeTcs

npoTMBOBOCMANUTENbHAsA, UMMYHOCYNpPEeCcCMBHas U
aHTUMOpoTHMYECKas Tepanus, nNpogosrKatowascs B
TeyeHne MHormx Mecsaues U net [3, 6]. Npenapatamu
nepsBoro Bblbopa npu GonblinHcTBe hopm UN3JT saB-
NSATCA KOPTUKOCTEPOUAbl, KOTOPbIE MCMOMb3YHTCA
BHYTPb B Ha4anbHON o3e 1—2 Mr/Kr/CyT unm BHyTpu-
BEHHO B BuAe nynbc-Tepanuu B o3e 10—30 mr/kr/cyT
B TeyeHue 3 gHen ¢ nHtepsanom B 1 mec. Anutens-
HOCTb Tepanuu cocTaBnseT He MeHee 8—12 Hep, 3a-
TEM Mpu AOCTWXKeHUN adpdekTa A03a YMEHbLUAETCH,
nevyeHne npogorkaeTcss ANUTenbHbIN nepuoa. Mo
MHeHuto A. Clement n coasrt. (2010), meTunnpegHu-
3050H aBnsAeTcs 6onee ahHeKTUBHbIM NpenapaTom u
€ro MOXHO MCMOMNb30BaTb NpW OTCYTCTBUM adhdekTa
oT apyrux koptukoctepongos [10]. NMpu oTcyTCcTBMM
appekTa OT CTepongoB UCNONb3YHTCA ApYyrne MMm-
MYHOCYNPECCUBHbIE U LUTOTOKCMYECKME npenapa-
Tbl — a3aTUOMNPWH, LMKNOCMNOPUH, METOTpeKcaT. OTn
cpefcTBa 4OCTAaTOMHO 3PdEKTUBHbLI NMPU NevYeHnm
ayTOMMMYHHbIX NpoLeccos [6].

B nccnenoBaHum, BEINOMHEHHOM Y B3POCTbIX 60rb-
HbIX ¢ DIP, oTmMe4yeH nonoxutenbHbI 3dhdeKT Tepanum
MakponugHbiM aHTUOMOTUKOM KNapUTPOMULIUHOM.
Tepanus Makponuaamm cCHMTaeTcs MHOrooGeLLatoLLEeN,
Tak Kak oHW obnagarT NpoTMBOBOCMANMTENBHBIM U
MMMyHOMOZynupyoLwmm adpdpektom [10].

Mpu onpeneneHHbix copmax U3JT y geten, Takmx
Kak ouddysHble HapyleHus pasBuTUA U pocTa, Ae-
dekTax cuHTe3a 6enkoB cypdakTaHTa, eAMHCTBEHHON
BO3MOXHOCTbIO NPOASIUTL KM3Hb BONBbHBLIX B HACTOSILLIEE
BpeMs ABMNSETCH fnerovyHasa TpaHnnaHtaumns [2, 8].

MporHo3s. Mo gaHHbIM L.L. Fun u coasTt. (1997),
Habnogaswumm 99 geten ¢ U3J1 Ha npoTsxeHun
15 neT, BbXXMBaemMocTb B TedyeHune 24, 48 n 60 mec
nocne Havana cMMNTOMOB Obinia COOTBETCTBEHHO
83, 73 n 64%. CpegHsst NpoOomMKUTENBHOCTb KMU3HU
OT Hayana 6onesHu coctaBsuna 47 mec. Hebnaro-
NPUSATHBIN UCXOA OblN CBA3aH C HANUMYMEM NIETOYHOW
rMNEepPTEH3UN, TMNOKCEMMEN B NOKOE, TMCTONOMMYECKN-
My npudHakamun DIP 1 nerovHbim Backynutom [16].
C y4yeToM NOnyYeHHbIX AaHHbIX O HEGNAronpuUATHBIX
nporHocTudeckux daktopax M3J1 y neten npeano-
)KEeHa LKana oueHKM TSXeCTU JaHHbIX 3aboneBaHun
(mabn. 2).

Mo paaHHbIM L.L. Fun n coaBr. (1998), 60-mecayHas
BbPKMBAEMOCTb MaLMEHTOB, HAaXOAALWMNXCA Ha 2-1,
3-11, 4-n cTyneHsx 3aboneBaHusa, cocTasBuna 76%,
Ha 5-n ctyneHn — Tonbko 38% [11]. Takum obpasom,
neroyHasi rmnepTeHsns ABnseTca HebnaronpuaTHbIM
nporHocTmuyeckum caktopom y aeten ¢ U3J1.

Tabnuya 2
OueHka TskecTn npu getckux U3I [11]
funokcemus (SatO, mnokcemusa (SatO
CTyneHb TaxecTn CumnTOMBI <90%) BO CHe nnu npun 2 JleroyHas runepteH3us
- <90%) B nokoe
dusnyeckomn Harpyske
1-9 Het Het Het Het
2-9 Oa Het Het Het
3-a Oa Oa Het Het
4-5 Oa Oa Oa Het
5-q Oa Oa Oa Oa
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