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YacTtb 3. O0cnepoBaHue gerteun ¢ nogo3peHnem Ha U3,
a TaKKe NPUHLUUIMbI UX JIeYEeHUsa

HauwnoHanbHa akagemus nocnegmnnomHoro oépasosanusa um. MN.J1. Lynwuka, r. Knes, YkpanHa
SOVREMENNAYA PEDIATRIYA.2016.4(76):18-24; doi10.15574/SP.2016.76.18

O630p nocesuen docmudcenusim 0emckoi nyivmonosozuu 3a nociednue 10 nem. Ipusodumcs ungopmayus o kraccupuxayuu
unmepcmuyuanoivix 3abonesanuil ieekux (M3J1) y demeil, o nodxodax x duaznocmuxe, KIUHUYECKOU KAPMUHE U MAKMUKE 1eUeHUs.
HEKOMOPbIX HO30/02udeckux edunuy. Ocoboe eHuManue Yoenrsemcs: HOBbIM KIUHUYECKUM (DOPMAM, XapakmepHvim Ol demell
maadwe deyx nem. Cmamusi cocmoum u3 mpéx uacmeil. B 1-i ee uacmu daromes xnaccugurayuonvie nooxodvl . ONUCHIBAIOMCS
omaoenvivie Ho30102uueckue eOunuupr U3J1, Kxomopvie scmpeuaiomces: npeumyuecmeento y Miadenyes; 2-s 4acmv nocesuend
3abonesanusim Oemeil cmapuiezo eozpacma (om 2-x do 18 nem), 6 KiuHuKe KOMOPLIX UMEEMCsL XPOHUUECKUL JIe20UHOL
NAPEHXUMAMO3HBLI NPOUECC; 8 3-U Yacmu NPUsooUMcst UHPOPMAYUs 0 Memooax u nooxo0ax Kk OUazHOCMuKe, a Maxmice Cmpamezus.

Jleuenus.

Knioueswvte cnosa: unmepcmuyuailvrole sabonesamnus JNEZKUX, 8emu, KJZCZCCM¢HKLZMH}Z, auazuocmum, Jleenue.

Bce nmetn ¢ momospenuem na M3JI, koTtopbie oTBevyaioT

kputepusiM chILDs, 10JKHBL OBITH TOITAITHO 0OCIEOBAHBI.

Iranbl AMArHOCTHYECKOTO UcciaenoBanns [5,13]:

1. Omnpenemutrp Hamuuue WN3JI, oueHUTh CTENEHHb

U TSKECTh 3a00JIeBaHus:

e pentrenorpacdus rpyanoit kinerku, KTBP;

e Jierounble (DYHKIMOHAJIbHBIE TECThI: CIIMPOMETPHUS,
MyJIbCOKCUMETPUS, Ta3bl  apTepPUAJbHON  KPOBHU
(B TIOKOE, BO cHe, U TIpu (PU3UUECKON HATPYy3Ke), TeCT
¢ 6-MUHYTHON X0MB00H, MG GY3HOHHDIN TECT, KpUBast
JaBJieHre-00beM, CrelraibHble MCCae0BaHust (YHK-
MU JIETKKX JIJTS1 HOBOPOXK/ICHHDIX;

e JKI, 9xo0-KI.

2. Onpexesienre 3TUOJIOTHU 3a00JI€BaHKMs CPEIH IPH-

YUHHO-u3BecTHBIX popm U3JI:

e yMMyHoJiornueckue uccaenoBanng (BUY, Ig Bcex
KJIACCOB, KOKHbIE TECTBI JIJIsI NCKITIOUEH IS TUIepCeH -
TUBHOTO THeBMOHNUTA, - 1 B-mumdornTer, kommonen-
TBI CICTEMbBI KOMIIJIEMEHTA U JIPYTHE MapKephbl );

® C IeJIbI0 MCKJIIOYEHUST aclUpaliuii — peHTreHoJIornye-
CKOE HCCle/jloBaHue TIOTKU U Keayjaka ¢ bapuem, Ph-
METPHS JKeJIyIKa.

3. Boisasiaenne nepsuunbix ¢popm N3JI:

e HeunBasuBHbie MeTonabl: ANA, ANCA, anruresna
Kk GasasbHON MeMOpaHe JMUTEIHs KAYOOYKOB MOYEK
U aJbBEOJI JIETKUX, CKPUHUHT HPENUNUTHPYIOMNX
AHTUTEJ, AHTMOTEH3UH-TIPEBpAIIAONUil  (HEepMEHT,
CKPUHUHT WHMEKIIMOHHBIX 3a00seBanuii (GaKkTepualib-
Hasl KyJbTypa, TUTPp antuten kiaacca G,M,A, KoxHbie
TECTBI), TeHETUYECKOE TECTUPOBAHUE C I[€JIBIO BBISIBIIE-
HUS HEJIOCTATOYHOCTH OEJIKOB CypdaKTaHTa, CKDUHUHT
KPOBM 1 MOYU HA aMUHOKUCJIOTHI;

® LHBA3WMBHBIE: KATETEPU3AIUS CEP/Ia, OPOHXOIIYJIBMO-
HAJILHBIH JIaBasK, TPaxeoOPOHXMAIbHAsI OUOTICHST, TPAHC-
TOpaKaibHas OHOTICHSL.

Busyamsupyiomue ucciegoanud [2,13]

Penrrenorpadusi — 1epBuYHOE HCCIENOBAHIE, KOTOPOE

HeoOXOMMO BBINOJHUTE Yy jeTeii ¢ nogosperneM Ha chILDs.
OHO pe/IKo TPUBOJIUT K KOHKPETHOMY JTMArHO3Y, HO YaCTO MOKET
OBITh MOJIE3HBIM [IJIsI UCKITIOYEHUs! 3a00JIeBAHU, KOTOPbIE KJIU-
HUYECKU MOTYT BIUCBIBAThCst (uMuTHpoBath) B chILDs.

KoMmnbiorepuast Tomorpacdusi opranoB TpyaHOI KJIeTKN

olpeiesisieT HaJluuue, CTereHb, IaTTepH 3a00JeBaHUsT JIETKUX.
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OHa MOKET TIOMOYb OIPEIeEHII0 MECTa POBENEeHIs O1Oo-
[ICUH, KOHTPOJIIO TedeHus 3aboseBanust. Pajuaiinonnas 103a
NnoAGUPAETCs ¢ Y4€TOM HEOHATAILHOTO M MJIaIEHYeCKOTO Pas-
pemerns. KT Boicokoro paspemenusi (KTBP) cumkaer
PaJIMAIMOHHY0 HATPY3Ky, 0oOecrednuBasi BBHICOKOE pa3spelie-
nue. B ouenp muorux cayyasax KT y HOBOpox/IeHHBIX MOXET
ObITH TPYAHO OCyIecTBUMA. [0 HACTOSIIErO MOMEHTA He [T
Bcex chILDs cyImecTBYIOT XOPOIIO OIpe/iesisieMble IarHoc-
tnueckne KT-kpurepun.

Y HOBOPOX/IEHHBIX MHGOPMATUBHOCTL IPOBEILEHHOTO
KTBP msnavanbio Oblia OrpaHUYeHa HAJIUYUEM J[BUTATEIb-
HbBIX apTe()aKTOB U3-3a BHICOKOU 4acToThl Abixanus. [Ipobiie-
MY CMOIJIN TIPEO/IOJIETH IIyTeM IIPUMEHEHHST METO/Ia, M3BECT-
HOTO Kak KoHTposupyeMmas Benturanmein KTBP
(CV-HRCT). Ota TexHumka TIpeaycMaTpUBaeT CelaIiio
pebeHKa ¢ MOCIeAYIoNIeil TUIePBETUIISAIIEN ¢ MONOKUTEb-
HBIM J[aBJIEHUEM 4Yepe3 MacKy, B Pe3yJIbTaTe Yero BO3HUKAIOT
KpaTKHe PecrpaTopHble May3bl. YMEHbIICHNUE [BUTATEIbHDBIX
apredaxroB KTBP-uzo6paskeHust MOKHO [OJYYUTh B OHOM
13 JIBYX PEKMMOB — IOJHON MH(MJISAINN UM B KOHIIE BIOXA.
Y manmeHToB, KOTOPbIe MOTYT BBIIOJIHATH KOMaH/IbI Bpaya,
CKaHUPOBAHKME HA BJOXE W BBIZOXE MOMOTAeT OOHAPYKUThH
«BO3IYTITHBIE JTOBYTIKU». ¥ /ieTeH, KOTOPbIE MJI0X0 COTPYAHU-
YaloT € BPAYOM, TOTO JK€ CaMOTO MOKHO JIOCTUYb CKAaHWPOBA-
HUEM B OJIO)KEHUY JIeKa Ha MIPOTHBOIIOJIOKHOM GOKY.

B nemasuem o6ememoBanun 20 mereit ¢ M13J1, y KoTopbIx
JIMarno3 ObLI MOATBEpsKAeH Guoncueii nerkux, Linch n coast.
0GHAPYIKUJIM, 4TO TOJILKO B 56% ciryuae 1o pesynsratam KTBP
HEPBUYHBIN JIMArHO3 OKA3aJICsl BEPHBIM. 3abosieBaHust ObLIU
KJIacCU(UITMPOBAHBI 110 5-TH TPYIIIAM 32 JIOMUHHUPYIOIIUMU
npusHakamu KTBP: eunepnpospaurnocmy (06aurepupyrommii
OPOHXMOIUT UK OPOHXOLEHTPUYECKUI TPaHyJIeMaTos),
ymosenue aivbeeossipHulx nepezopodox (umpaHruoMaTos,
reMaHTHoOMaTO3, MUKPOJUTUA3), CUMNMOM <MAMmos0zo
cmexaa» (leckBaMaTuBHAS, JnMdonnuTapHas n Hecrenudu-
yeckas MHTEPCTUIMAJIbHBIC THEBMOHUW), J€20UHble KUCTbL
u yseaxu (TUCTUOINTO3), Koncorudayust (actmpanys, obJmre-
PUPYIOTTHI GPOHXUOJIHUT ¢ KOHCOMUIUPYIOTIEH MTHEBMOHUEN ).
Onpit nposenenuss KTBP y nmereit ¢ SP-C- myrtanueit
[OKa3bIBAET, UTO JJISL HTOU TATOJOTMH ObLIM XapPaKTEPHBI
U3MeHeHUs! B OOJIbIIEN YacTh MapeHXUMbl JIEFKOTO B (hopMme
CUMIITOMA «MaTOBOTO CTeKJa», (HUOPO3HBIX HU3MEHEHUN
U MEJIKUX KHCT.
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Tabruya 1
Llikana Ta)xecTun 605e3Hun
CreneHs CUMNTOMBI Sa0,<90% npu Harpyske Sa0,<90% JlerouHas
1 BO BpeMs CHa BO BpeMs oTAblxa rUnepTeH3us

1 HeT HeT HeT HeT

2 na HeT HeT HeT

3 na na HeT HeT

4 aa na na HeT

5 na na na na
Tabuua 2

UccnepoBaHusg KpoBu, Heo6xoauMble ansa o6cnenoBaHusa pebéeHka ¢ U3J1

Tect

3aboneBaHue

KommeHTapumn

CbiBopoTka KL-6

NEHI, pedpmumt 6enkos cypdakTaHTa

HopmarnbHble ypoBHU — NEHI.
MoBblEeHHblE — fAeduumnT 6enkos cypdakraHTa

Sp-B, Sp-C, ABCAS3 reHbl

HednumnT 6enkos cypdaktaHTa

BrisiBnsembin y 6onblumMHcTBa AeTer ¢ U3JT,
€Cnu HeT aKCTpanynbMoHarnbHbIX 0CO6eHHOCTeN
Unv apyron sBHow 6onesHu

AHIMOTEH3WH-NPeBpaLlatoLLui

(bepmeHT CapKoons Ecnu ectb AKCTpanyfbMOHanbHbIe ocobeHHoCTH
AHTMHeVITpO(*)VIJ'IbeIe paHyroMaTos BereHepa unu apyrue Ecnu BoBneyeHbl BepxHMe AblXaTellbHble MYTH,
uuronnasmatuyeckme BgCK yJ'II/ITbI P Py CTpafakoT NOYKN UNnN eCTb fiero4yHoe

aHTuTena Y KpoBoTe4YeHune

MTnybn unu Micropolyspora
faeni npeyunuTaThbl

MMNepceHCUTUBHBIN MyNbMOHUT

KT MoxeT noAckasaTb 3TOT AMarHos

Ceponormqecxme nccneposaHnA
K BUpycam mnnm Mmukonnasme

O6nuTepupyoLLMIA GPOHXNONUT

He xapaktepeH ansa U3J1, Ho KT-kapTuHa mMoxeT
BBOAMTb B 3abMyx/jeHune 13-3a CXOXKeCTU

MNmMmyHonornyeckme
nccnegoBaHus, Bknoyas BUY

JNumdbonponudepaTUBHLIA CUHAPOM,
BKMroYas ponnuKkynspHbIin GpoHXMoONMT

Takxe BblnonHsAeTcs, ecnn M3J1 okasbiBaeTcs
OMNOPTYHUCTUYECKON MHpEKLMEN

AyToaHTuTena ckrnepoepmMus v gpyrue

CKB, peemaToungHble 3aborneBaHus,

KorirareHoBble 3aboneBaHus

Ecnu ectb AKCTpanyfbMOHanbHbIe ocobeHHoCTH
M naTonorna no4yek

GM-CSF nccneposaHue
(cblBOpOTOYHbIe ayTo-aHTUTENa,
reHeTU4eckoe uccregoBaHme
peLenTopa)

HeKOTOpre BapunaHTbl nNero4yHoro
anbBeOoJIAPHOro NpoTenHosa

Y peTelt 6bINy onucaHbl B3pocrible BapuaHTbI
c otBeToM Ha GM-CSF

Hau6onee uacreie KT-npusHaky WHTEPCTHIHAIBHBIX
3aboseBannii [2]:

e Ycusenue pucyHka 3a cyeT HHTePCTUIHAIBHOTO, Iepu-

6ponxuanbHoro (hubposa.

o BO3HUKHOBEHUE TPAKIIUOHHBIX OPOHXOIKTA30B.

e Mesikoo4aroBble yIJIOTHEHUS JIETOUHON TKaHU, CBSA3AH-
HBIE C IPaHyJIeMAaTO3HBIMI U3MEHEHUSMU NHTEPCTUIIHS.

e YYacTKy TOBBIINEHHON BO3YITHOCTUH, MEJTKUE KUCTHI
(1-4 cMm), KOTOpbIE MPEACTABAAIOT COOON pacHIMpeH-
HbIE PECIIPATOPHBIE OPOHXUOJIBI.

e Y4acTKi «MaTOBOTO CTEKJa», NPH IIPOrPECCHPOBAHUI
— npusHaku (GOPMHUPOBAHUS «COTOBOTO JIETKOTO>.

o JI3MeHeHUs HEO[HOPOHbIE U JIOKAJTM30BAHbI IIPEUMY-
eCTBEHHO B nepudepuyeckux u 6a3aibHbIX OTAeJaX,
06BIYHO JIBYXCTOPOHHHE.

o YTOJIIEeHne TIeBPHI, CyOTIEeBpaTbHbIE HACTOCHHS.

OpHako st GosbiinicTBa HapertoB ¢ chILDs KTBP
YacTO He 4BJLETCS OKOHYATEJIbHLIM JIUATHOCTUYECKUM
HCCJIE/IOBAHNEM.

Ouenka Ts:kectd 3a6oaesanus [5,13]

[lepBbIM MIAaroM B AMArHOCTUYECKOM IOUCKE SBIISCTCS
MOATBEPKICHUE MHTEPCTUIMAIBLHOTO MTOBPEXKICHUS HMEIO-
mxest kanandecknx mposisienuit M3JI. Ha caemyiomem
aTane HeOOXOAMMO OIPEAEIUTh TAKECTh 3ab0JeBaHMs,
a B JIaJbHEHIIEM IIPOBECTH OCTAJbHbBIC 3aIJIAHMPOBAHHBIC
UCCIIe[OBaHus, YTO0bI OMPEeNe/IUTh BEPHBIN JIMArHO3 U IIPEl-
JIOKUTH COOTBETCTBYIOIIEe JiedeHre. TsuKecTb 3a00eBaHist
OTIPEJIeISTIOT 110 1IKaJie, B OCHOBE KOTOPOH JIEKUT Halindue
usin orcyrerBue cumirromos chILDs, serounoii runeprensu
1 ypoBHs carypaiuu kposu (tabu. 1). OHa Tpebyer nposeje-
HUS IIyJbCOKCUMETPUN (Kak MMHUMYM, B TEYEHHUE HOYM)
n BeimosrHeHns Jx0-KI. [llkana He BKIOUAET BHITIOTHEHUS
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JIETOYHBIX (DYHKIIMOHAJIBHBIX TECTOB, HO UX HYKHO BBITIOJI-
HATDb Y CTAPIIUX JICTEH.

Ixo-KT [2]

ITOT TECT MOKET MCIIOJb30BATHCS JIJIsl MCKITIOYEHUST Kap-
JMOJIOTUYECKUX TPOOJIEM, KOTOPble MUMHUKPHUPYIOT MO
chILD, Takux xax BIIC ¢ uynTom caea Harnpaso. CoriacHo
pyxoBoactBy ATO o Besenmio mereii ¢ M13J1 (2013), 9xo-KI'
JOJKHA OBITh 4YaCThi0 MEPBUYHOTO 00CJHENOBAHUST ISk
ucksoyerus BIIC u sierounoii rumnepreH3un. Jta peKOMeH-
JIalis OCHOBAHA Ha OTIbITe MHOTUX MCCJIEIOBAHUI, KOTOPbIE
BBISIBJISVIN  CepPJIeYHbIe M COCY/UCTBIE aHOMAJIUU METOJIOM
Ix0-KT' y 9% mereit, umeromux 1LD. Pa3Butne serodnoit
TUIIEPTEH3UNU SBJISETCS TIPU3HAKOM IJIOXOTO ITPOTHO3A.

Jlerounbie PpyHKIMOHATbHBbIE TeCThI [2,13]

Tpaduyuonnvie pecnupamophvle QYHKUUOHATLHBIE TECTbL
y cTapmmx jgeteit (crapiie 6-TH JieT) ¢ TapeHXNMaTO3HBIMI
3a00JIeBaHUSIMU JIETKUX UMEIOT MPEUMYIECTBEHHO PeCTpu-
KTUBHbIE HapyuieHust. HabionaoTest yMeHbleHne JKU3HeH-
moit emxoctu Jerkoro (VC), ob6beMa (hopcHpoBaHHON KHU3-
nennoit emxoctu (FVC) u, B Menblieil crereny, n3aMeHsaeTcs
(bOpPCUPOBAHHBII IKCIUPATOPHBIN 0ObEM Ha TIEPBOU CEKYH/IE
(FEV1) (Tosbko nipu 3unaunTtenbubix cHmxennsax VC u/umm
FVC), uro coueraercss ¢ HOPMaJIbHBIM MJIN TIOBBITICHHBIM
coornomenuneM FEVi/FVC (unznexc Tuddno). Ho, mHecmo-
TPS Ha TO, YyTO TOTasbHas Jeroynas emkoctb (TLC) moxker
ObITh yMeHbIleHa, (QYHKIMOHAIbHASI OCTATOYHAST EMKOCTD
(FRS) u ocrarounsbiii 06bem (RV) yacto 6pIBAIOT HOPMasib-
HBIMU WUJIM YBEJMUEHHBIMH, B PE3YJIbTaTe Yero YBEJNUNBaeT-
ca coornomenne FRC/TLC u RV/TLC. Ilocnennee
MOJTBEP:K/IACT HAIMYUE «BO3/LYIITHBIX JIOBYIIEK>.

Kpueas daenenue-o6vem y naunentos ¢ M3JI yacro cme-
IIeHA KHU3Y, C YBEJIMYEHUEM JIaBJICHUS OT/IAul K MAKCUMAJTh-
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HOW MHCIMPATOPHONH IJIOTHOCTH, YTO XapaKTepHO s
PECTPUKTUBHBIX HapylleHnil. Taxke oTMedaeTcsl CHWKeHNE
Qugppysuonnoii cnocoornocmu CO.

[lbixaresibble (hyHKIMOHAIBHBIE TECTBI 71 HOBOPOXK-
JICHHBIX MOTYT ITPUMEHSATLCS HE TOJIBKO JIJIS OIEHKH TSKeCTH
3a00JIeBaHuUsI, HO U JIJIsl KOHTPOJIS OTBETa OpraHusMa pebeHKa
Ha poBoMoe Jieyenue. [locsesnne ncemneoBaHus MOKa3bl-
BAIOT 1[€JIeCO0OPAZHOCTD MPOBEIEHMsI STUX TECTOB y HOBO-
posxzaentbix ¢ chILDs. Oxu MOTYT BbISIBJAATH (DYHKI[MOHAIb-
HbIe ATTEPHbI, KOTOPbIE OTJIMYHBI IIPH Pa3HbIX 3200JI€BAHUSIX
JIETKUX U KOPPEJUPYIOT € PAJUOJOIMYCCKIMU U TUCTOJIOTH-
YECKMMHU NPU3HAKAMH.

Y 6OJBHBIX CO CpeaHeTsKenoi hopMoit 3aboeBamms
HabJI01aeTCsT HOPMOOKCHSI 110 JIAHHBIM I1yJIbCOKCUMETPUH,
HO OHHM MOTYT /IeCaTypPUPOBATbCS TIPU BbITIOJHEHUN (HU3U-
YeCKoil Harpys3ku uiu Bo BpeMs cHa. llaruenTst ¢ Goee
TSKEJIBIM COCTOSTHUEM MOTYT UMETh I'MIIOKCHIO 1 B CIIOKOTi-
HOM COCTOSTHUH.

Omnpenenenne stuosnornu [4,5,7]

B GosbimHCTBE Cay4aeB ¢ MEPBBIM HMIaroM 06cienoBa-
HYst pebeHKa TMapaielbHO BBITOJHSIOTCS IeMaTOJorHye-
CKHE TECThl C IEJbI0 MOUCKA HTUOJOIMU 3a00JeBaHMS,
BHayajlc HEMHBA3UBHBIMU METOJaMU. BO3MOXKHBIE TECTHI
nepevncieHsl B Tabi. 2. B 3aBUCMMOCTH OT CTEleHU KIIMHU-
YECKOH CPOYHOCTH, €CIM €CThb BO3MOKHOCTH IIOJI0XK/ATh
Pe3yJIBTATOB HEKOTOPBHIX 00CTEIOBAHNI, TO HEKOTOPBIE APY-
re TeCThl MOTYT OKa3aThCsl He Hy>KHbIMU. Hanpumep, moJio-
JKUTEJIbHBIC Pe3yJIbTaThl T€HETHYECKOTO TECTHPOBAHMS HA
Hasmmyaue nedunurta 6eaKoB cypbakTaHTa MOTYT YCTPAHUTD
HEOOXOMMOCTh TIPOBEJEHUSI HEKOTOPHIX AajbHeHIInx
UCCJIEeJOBAHUIA.

Curety1olM MIaroM B JIMArHOCTUYECKOM ITOUCKE SIBJISET-
cst BbINosIHEHNHE (HUOPOOPOHXOCKOIUN WUJIN TIePEX0jl HElo-
CPEICTBEHHO K JIEFOUHOI OHOTICHH.

BpouxoansBeossipubiii aBaxk (BAJIL) [3]

Y nereii, kak u y B3pocJbix, BAJI ceituac BbIoHSIETCS
Kak oOblYHast mpoleaypa s cbopa 06pasioB KIeTOK 1 GHo-
XUMHUYECKIX KOMIOHEHTOB aJIbBEOJISIPHOTO COAEPSKUMOTO.

CoBpeMeHHbIe MCCJIe/IOBAHUS YCTAHOBUJIM HOPMAJIbHbIC
nokazatean BAJI y gereil. B GosblinHCTBE MCCaeOBAHUNA
HopMaJibHble 3HadeHuss BAJI y gereil GbLIN CXOKK € TTOKa3a-
TEJISIMU B3POCJIBIX.

IToxasanus k ucciaegoBanuio bAJI:

1. ¥ nayuenmos ¢ nodospenuem na unpexyuonvlii npouecc:

— MOJIOKUTENIbHAST KYJIBTYPa M MHUKPOOHOIOTNYECKUE
TECTBI;

— TOJIOKUTEbHBIC BUPYCHBIE IUTOJOTMYECKIE TECTHI.

2. Y scex nayuenmos:

— IIOMCK TeMOCH/IepPUH-CO/IepKaluX Makpodaros: CHH-
JIPOM aJTbBEOJISIPHOTO KPOBOTEUECHIS;

— 1ouck PAS-110/105kuTeIbHOTO IPaHyJ/ISsPHOTO MaTepua-
JIa B KJIETKAX, 4TO XapaKTEPHO VISl JIbBEOJISIPHOTO ITPOTENHO-
3a (paccMaTpMBAIOT MyTaluio AUChYHKINN cypdakTaHTa
nin ceasannble ¢ GM-CSF napymenusamn);

— TIOMCK MHTPAIUTOIIA3MATUYECKUX TeJlel] ¢ MeHTas0-
MUHOBBIMH BKJIIOYEHUSAMU (METOIOM 3JIEKTPOHHOW MUKPO-
ckonun) uin nosoxkuTeabubrx CD-1a nmumdormros, xapak-
TEPHBIEX JIJISI JIETOYHOTO TUCTHOIUTO3a (METO/IOM UMMYHOTH-
CTOXUMUN).

Hopmanbusie nokazareaun BAJI:

AusbBeossipable Makpodaru >85%.

JIumboruTor >10-15%.
Heiitpodubt <3%.
D03UHOPUIIBI <1%.

Kaerkn mrockoro sturenns <2%.
Kietkn pecauryaroro anurenns <3%.
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HauGosiee yacThiM ImOKasaHueM K nposenenuio BAJI
y jereii ObLIO GbLsisAeHUe UNDEKUUTL Y UMMYHOKOMIIPOMETH-
POBaHHBIX NAIMEeHTOB. VIH(MEKIIMOHHbIE areHThl y 3TUX JleTeil
obHApYKUBAIUCH B 47% CJIyYaeB IO JaHHBIM BOCbMU UCCJIE-
JoBaHWii y gerell ¢ mmmyHozedunutom, Ho Ges CII/la
(117 wm3 249). B mociemneMm ciydae ypoBeHb WHMEKITHI
nocruran 77% (134 u3 174 manmeHToB) B MATH HCCJIEI0BA-
HUsAX. DpOHX0ATbBEOJISIPHDII JIABAYK TAK)KEe MCIIOJIb3YeTCs
y ZieTell ¢ HOPMaJIbHOM MMMYHHON cucTeMoi. XOTs 9Ta Tpo-
Ie/lypa 4yacTto He JIaeT OTBETa Ha BOIIPOC, SIBJISIIOTCS JIU 9TU
M3BJIEYEHHBbIE MUKPOOPTAHU3MbI MPOsIBJICHHEM MH(DEKIINOH-
HOTO TIPOIECCa, KOJTOHU3AIUH NI KOHTAMUHAIINH.

O6Hapyskenne Makpoharos, CoEPKAIIX JIUTTU/IbI, SIBJISI-
ercsi MPU3HAKOM acnupayuonnozo cunopoma. OmHAKO 9Ta
HAXO/IKA €CTb 3HAYMMBIM ITPU3HAKOM ACITHPAIMH, HO HE CIie-
1UUYHBIM, TAK KAK [IPU HEKOTOPHIX TPaBMaX JIETKUX MOTYT
BBICBOOOIK/IATHCS JIMIUIBI U3 MOBPEKIAEHHBIX KJIETOYHBIX
MeMOpan. XoTs onpe/esieHue crenuduueckux GeJKoB MOJIO-
Ka B aJlbBEOJISIPHBIX Makpodarax Obuio Obl GoJiee 4yBCTBU-
TEJbHBIM U CIEIUMUUHBIM JIJIsT ACTIUPAIUH, HO TTOJyIeHHbIe
PE3YJIBTATHI B UCCIIEI0BAHUY POJIN ACITHPAIIMOHHOTO CUHIPO-
Ma B popmupoBanuu M13J1 y HOBOPOKIEHHBIX He ObLIN CTOJIb
00eAOIIMH.

ITouck remocuIeprH-cOMEPKAINX MAKPOGHATOB HCITIOJb-
3yeTcsl B OINPEIENIEHUN albBeoNaphbix eemoppazuil. OmHako,
AQHAJIOTUYHO C JIUTTHIAMH, TeMOCHIEPUH-COJIEPKAIIE MAKPO-
(baru MOryT OBITH UYBCTBUTEIbHBIMU IIPU3HAKAMU JJISI JIbBE-
OJISIPHBIX TeMopparuii, Ho HecueruduuubiMu. B paborax
Epstein u coaBT. IOKa3aHo, YTO TEMOCH/IEPUH-COJIEPIKAIIIE
Makpodaru MosiBJsIOTCS K TPEThEMY JIHIO, TTUK TTPUXOANUTCS
HA KOHEIl HEJIe/IU, U COXPAHSIIOTCS B HEGOJIBIIOM KOJIUYECTBE
B T€UEHMeE [[BYX MECSIIEB TTOCJIe e[UHUIHOTO JITH30/IA.

BponxoanbBeossipiblii aBak ObLI HUCIOJb30BAH TAKKE
IS INATHOCTUKU Ab8ONAPHO20 NPOMEUH03A, JU30COMATD-
HoIxX 60JIe3Hell HAKONIEHUSL, ZUCTUOUUMO3A U HEOOCTNAMOUHO-
cmu 6enxoe cyppaxmanma.

Fen u coasr. nmokazamnu, uto BAJI y nereit ¢ nopmanbHOI
NMMYyHHOI cuctemoii n ¢ M3JI momor ycTaHoBUTH AMarHO3
TOJIBKO B 5 ciryuastx u3 29: acriupaiiust Oblia BbISIBJICHA B TPEX
u uHdeKus — B IBYX caydasx. [Ipucyrcrre umMbOonnTos,
HEUTPODUIOB UM 203UHODUIOB Cy3UsI0 MuddepeHtmaib-
HbIIT marno3 y 15 desoBek. VIcpaBuTh IMATHO3 CTANO BO3-
MOJKHBIM Y BOCBMEPBIX MAIIMEHTOB. DTH PE3YJIbTaThl IIOATBEP-
skpatot, uto BAJI npemocrasiiser 1moJie3anyio nHMOPMAIIIIO
y nereii ¢ M13JI, HO €ro crmocoOHOCTH BHISBISATH TEPBUUYHbIE
HapyIIeHNs OTPaHUIeHA.

BpoHX0a/IbBEOISIPHBIIL JIaBaK MOKET ObITh UCIIOJIb30BaH
IS UCCIeoBaHusa MexaHusmoB 3a0oseBanugd. Clement u
coaBT. mpogemonctpuposanu, uro BAJI y mereit ¢ MU3JI
COIEPYKUT YBEJIUYEHHOE KOJMICCTBO KUCJIOPOIHBIX MeTabo-
JIUTOB, OCBOOOKAAEMbIX AJbBEOJNSAPHBIMU Makpodaramu,
U yBEJIMYEHHOE KOJIMYECTBO HHCYIMHOIIOLOOHOTO CBSI3bIBAIO-
mero daxrtopa pocra 2. Rhonchetti u coast. cooburmim
00 yBeJMYEHUHT KOJIMYECTBA TIEHUCTHIX MaKPO(haros u yBeJIu-
yeHun (PUOPOHEKTUHA, THATTYPOHOBOI KUCJIOTBI U albOyMIHA
HAa PaHHUX CTaAusIX OOJIE3HW, BO3PACTAHUU YHMCIEHHOCTU
JUM@OITMTOB — HA TTO3/IHUX CTAHIX.

ITH HCCTe0BaHNs MOKa3bIBaloT, yTo 1pr chILD srerounast
TPaBMa MOKET YaCTUYHO BO3HUKATDH M3-3a KUCJIOPOJHOTO TIOB-
peskzienvist 1 uto B BAJL MOryT GBITH BBISIBJIEHBI OTIPE/IEIEHHbIE
npocdubpoTuyeckue cocrapisionie. EcTh He0OXOIMMOCTD
MIPOZIOJKUTD 9TH WCCJIE[OBAHMUS, KOTOPbIE TIOMOTYT OIIpejie-
JIATh, IBJISTFOTCS JIU 9T [IOKa3aTesIn MpenKTopaMu ¢hpubposa.

VY nereit ¢ capkongosom Chadelat u coast. mamuim, 4to
BAJI cozmepskama 6GoJbIIoe KOJUYECTBO JTHUMQPOIUTOB
¢ poctoM cootHoternst CD4/CDS, uto anbBeonsspabIe MaK-
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podaru 06JaaI0T MOBBINIEHHOH CTOCOOHOCTHIO BBHICBOOOIK-
JIaTh TIepeKucH, u 9ToT a(hheKT yMEeHbIIIaeTcs 1mocJie HazHaue-
HUSI KOPTUKOCTEPOWIOB. B mociemayonmx uccaeoBannsx
B TOW JKe TPyTINe maiuenToB Obuia obnapyskera B BAJI pas-
JIMYHOM cTenenn BoipaskenHocTu akcnpeccust [L-1f, TNF-a,
IL-6, TGF-P, uTo He 0TMEYanoCh B KOHTPOJILHON TPYIIIIE.

Finally u coaBt. y nereii ¢ runepceHCUTUBHBIM TTHEBMOHM--
TOM OOHAPYKWJIN YBEJUYEHME KOJUYECTBA JUMQOIUTOB
B BAJL. B oTimune ot B3poCJIbIX, He ObLJIO BBISBIEHO Pa3HUIIbI
B cootHomennn CD4/CD8 Mexx/y 1eTbMU ¢ TUIIEPCEHCUTNB-
HBIM ITHEBMOHUTOM U €3 Hero, HO ObLI0 0OHAPYKEHO yBEIU-
YyeHue 9KCIPECCUN YeJIOBEUeCKoro Jeiikorurapuoro DR-an-
THUTEHA ¥ MOIbEM HATYPAJIBHBIX KUJIJIEPOB Y OOJBIITHHCTBA
MAIMEHTOB. JTH HCCIE0BAHUS MPEATIONOKNUIN, YTO KIETOYU-
HBII ¥ IUTOKUHOBBIH 11pocdusin BAJL MOryT HOMOYb B OlIEHKE
OCTPOTBI U TSIXKECTU JIETOUHOTO Tiporiecca. OMHaKo MPOrHo-
cTUYecKoe 3HaueHne 3THX BAJI-KOMIIOHEHTOB HYJKAAeTCs
B JIaJIbHENTIIEH TTPOBEPKeE.

Bo3moskHast HHTEpIIPEeTalKs KJIETOYHOTO COAEP:KHMOro
BAJI

Heiirpodubi:

o pH(EKINUS HUKHUX JIBIXATEIbHbBIX MyTell (THeBMOHUS,

OGPOHXUT, GPOHXOIKTA3BL);

® ACHUPAIMOHHBIN CUHIIPOM;

o muddysnblie anbBeossgpubie mospeskaerns /OPC.

Jo3uHopuUIbL:

— JiekapcTBeHHO-uHAynmpyembie [13J1;

— 203UHOMIIbHbIE JIETOYHbIE GOJIE3HU;

— cungpom Yapra—Crpocca;

— acTMa;

— aJUIepruvYecKuil GPOHXOITYIBMOHAIBHBIN MUKO3;

— mapasurapHasi 00JIe3Hb;

— rpubKoBbIe HOJIE3HI.

Jlunun-conepskanue makpodaru:

— HPEIIIONIOKUTENBHO, HO 0€3 I0Ka3aTe/IbCTB, aCIIUPAISL.

Jlumonursi:

— nomunupyiot C/l4+-KmeTkn — capKoun03s;

— nomunupyior C/I8*-KJIeTK1 — JIerOuHOI THCTUOIUTOS,
DAA, nekapcrBenno-unaynupoBanuas /[ 3J1, kojiarenosnl.

Pasubie HaxOIKH:

Kuerku, Tunuunbie aus 6osesnn Humanna—ITuka.

Cokpawenus:

OP/[C — ocmpuwiii P/[C

GM-CSF — epanynoyumo-maxpopazanvrviil KOIOHUECTU-
MYyaUpYrowui paxmop

PAS-periodic acid-Schiff

Tenernueckoe tectupoBanue [2]. Y gereit ¢ chILDs
MOryT 6BITb BBIABJICHBI HEKOTOPBIC MOHOTE€HHbBIC HaPDYTIICHMA.
TeneTuueckoe TecTupoBaHue 0ObIYHO IPOBO/ST B TOM CJIyyae,
€cJIM y TalMenTa NMEIOTCs KIMHUYeCKUe, PAMOTOTHIECKHE,
TUCTOTIATOJIOTHYECKYE TPU3HAKY TeHETHIECKUX TTOJIOMOK.

HpHOpHTCTHOCTb, C KOTOpOﬁ TEeHbI JOJIZKHBI 6bITB TIpoaHa-
JIN3UPOBAHbBI, 3aBUCUT OT CJIEAYIONUNX XaPaKTEPUCTUK: TaBHO-
cru 3a60JI€BaHUs, TUIIA HACJENOBAHNS, HAIMYMS BHEIETOY-

HBIX TIposiByieHni. [Ipu3Haky TsKesmoi THIIOKCEMUH, PECTTH-
paTOpPHOI HEJOCTATOYHOCTH ¥ JIETOYHOW THIIEPTEH3UN
y HOBOPOXK/IEHHBIX MOIYT OBITh PE3yJIBTaTOM aJlbBEOJIO-Ka-
MUJIISIPHON IMCIIIA3UKM C aHOMAJIBHBIM PACIIOJIOMKEHITEM
serounbix BeH (ACD-MPV) win myrammuun SFTPB, ABCA3
u, Boamokuo, SFTPC. ¥ wnosopoxkaenusix ¢ ACD-MPV
TaKKe MOTYT ObITh OOHAPYIKEHbI CEPIEUHbIE, TACTPOMHTECTHU-
HAJIBHbIE U YPOT€HUTAIbHbIE MATBHOPMAITHH.

CytecTByeT Apyroii reHeTwdecKuil (heHOTUII, KOTOPBIA
MOJKET TIPOSIBJISITHCST TG0 Kak Anddy3HOe JIeroaHoe HeoHaTa b-
Hoe 3a00JieBaHe, JIMO0 HECTEI(DUIECKIMU PECIIUPATOPHBIMU
cumitoMamu B GoJiee crapiiieM Bo3pacte, ¥ MaHU(eCTHPOBATh
TUTIOTUPEO30M 1/MJIN HEBPOJIOTMYECKUMU CHMIITOMAMK (XOTSI
OHM MOTYT He TIPOSIBJISATBCS B HEOHATATBHOM MepHose). JTOT
(beHotun mnosBgeTCS B pesysbrate MyTallMu reHa B OJHON
u3 asutesieit NKX2.1. Y muazientieB u ieteii I0IKOJILHOTO BO3pa-
CTa OTCTABaHWE B PAa3BUTHH, [ATOJOTHYECKIE TIPU3HAKI JIETOY-
HOTO TIPOTENHO3a MOTYT OBbITh CJIEJICTBUEM MYTallid B OOCHX
ayesisix renoB CSFF2RA, CSF2RB, komupytomux anbha-
u/um Gera-cyobeauuupl perentopa miust GM-CSE Teneruue-
CKOE TECTUPOBAHUE PEIKO GBIBAET OMACHBIM 1 MOKET GBITh MPO-
BEJIEHO [UIs1 OIIPeJIeJIeHHsT TOYHOTO JIMarHo3a. JTO IO3BOJIHAT
u30eKaTh HEHY/KHBIX UHBA3UBHBIX MIPOLIE/LYP M XUPYPIUUECKIX
BMEIIATENbCTB, A TAKKe TIPEOCTABUT BAKHYIO MPOTHOCTHYE-
ckyto nHbopMarmo st ceMbr 1 Bpavya. OIHAKO CTeNeHb YyB-
CTBUTEILHOCTU U CHEIM(BUIHOCTH TeHETUUECKUX UCCJIe/IOBAHMI
y nereii ¢ chILDs He Gbuta IOCTATOYHO M3y4YeHA, U HOITOMY
JIOJKHO-TIOJIOKUTEIbHBIE U JIOXKHO-OTPUIIATEbHbIE PE3YIIBTATBI
MOTYT GbITh, XOTSI B 00IIeil BBIGOPKE MX 4aCTOTA HU3KAsL.

Jlerounas Guomncus [2,5]

[IpoBesetivie JIETOUHON GHOTICHH € T1€JIBIO YCTAHOBKH TOY-
HOTO JIMarHo3a Heo6XoauMo st 6oubiuHeTBa Biaos chILD.

B nacrosiiee BpeMst «30I0TBIM CTAaHIAPTOM» /LTI TIOJIyYe-
HUSI a/IeKBATHBIX TKAHEBBIX OOPA3IOB SIBJISIETCS TPAHCTOPa-
KaJIbHBII MOAXO0M, MO0 TIyTeM OTKPBITON JIErOUHON Ouoricuu
(OLB), mm6o nyrem Bugeotopakockornuu (VATS). O6pasiipt
Guoricuu creyet 6path U3 y4acTKOB, KOTOPbIe Hauboiee name-
Henbl 110 ganHbiM KTBP u 6ponxockoru. O6pasiibl ciemyer
06paboTaTh COIJIACHO IIPOTOKOJIY U HE XPAHUTH B (DOpMaJIHe
JUTUTENbHOE BPeMsl, OKUIAsl aHATN3a UHOT/IA B TedeHre Hejle-
s, Matepuas GHOTICHH CJIe/lyeT IOMECTUTD B KOHTEHePbI 6e3
(bukcupoBaHus 1 OBICTPO TPAHCIIOPTUPOBATH B JIAGOPATOPUIO
JUIST TIATOJIOTA, YTOOBI Pas3/iesInTh Ha 0OPA3IIBL.

Y10o6bl  06ECIIeYnTh ONTUMAIBHYI0 WHTEPIIPETAINIO
pe3yJIbTaToB, OMONTHPOBAHHBIN MaTepHas JOJIKEH OBITH
COOTBETCTBYIONINM CIOCOOOM 00paboTaH: CJIELYeT U3TOTO-
BUTD OTIEYATKHN U COXPAHUTD UX, UCIIOJIb3Ys HECKOJIBKO CITO-
co0O0B, € 1eJIbI0 JAIbHENIIero MpOBeIeHIs] CBETOBOU MUKPO-
CKOITUY, UMMYHOMJIIOOPECIIEHIINN U JIPYTUX UCCJIeOBAHUI,
a TakKe COXPAaHWUTb B IJIIOTEPAbIErujie s MPOBEICHUs
AJIEKTPOHHON MUKpockonuu (Tabir. 3).

Kpaiite 1eo6xoanumo, 4ToObl pe3yibraThl GUONCHN OBLIN
MHTEPIPETHUPOBAHBI TATOJIOTaMU, KOTOPblEe WMEIOT OIBIT
B 9KCIepTHU3e MATOJOTHH JIETKUX Y JeTell, TIOCKOIbKY HOp-
MaJIbHOE JIETKOe Y MJIA/ICHIIEB SIBHO OTJIMYAETCS OT TAKOBOTO
y CTapIIuX JeTell U MOAPOCTKOB, U JIOOOMY IATOJIOTY CIIeLy-

Tabruya 3

OOGpaboTka 6uoncuiiHoro matepuana y geteii ¢ U3J1

Mukpoburornornyeckoe nccrnegoBaHue: BUpycChl, 6akTepuun, rpubsl, MUKobakTepumn

3amopaxusanue gns MLUP 1 MonekynspHbIx uccnegoBaHui

3aM0pa)KVIBaHI/Ie B KpuomMaTpuKce ana VIMMyHO(*)J'IIOOpeCLleHTHOFO nccnegoBaHnAa nnu gpyrue nccnegoBaHusa

d)I/IKcaLWIH B rMyTapanpgernge ansa 3]'IeKTpOHHOI7I MUKpocKonun

OTTUCKM 41151 LMTOIIOMMMU U BbICTPOI MHAEHTUUKALMN OpraH13MoB

ORI WIN—

PacluMpeHe MyTeM HEXHOMO PacTsKeHUs 1 pukcaLms B popManiHe s CBETOBON MUKPOCKOMUM
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€T YMeTb MHTEPIIPETHPOBATh HAPYIIEHNUs B CBETE BaPUAHTOB
HOPMBI JIETOYHO} apXUTEKTOHUKH B PA3JTMUHBIX BO3PACTHBIX
rpyImax.

Kak u y B3pocbix, ncnosbzoBanue VATS Bce vare crano-
BUTHCSI METOJIOM BBIGOpPA JIJIsl BBITIOJHEHUST JIEFOYHOI GHo-
ICUN Y ZeTelt, 1 MOAN(DUKAINS TOH TEXHUKH MO3BOJISET ee
HNPUMEHSTh JIake Y MJajieHieB. Fan u coaBT. B HEOOJIBIIOM
ITPOCIIEKTUBHOM MCCJIE/IOBAHUY (JIETH ¢ HOPMAJIbHBIM UMMYH-
HeiM cratycom n M3JI) mokazanm, 4Tto AMAarHOCTUYECKUI
BBIXO/l B TPYIIIE, B KOTOPOIl € 11€JIbI0 NPOBEIEHUsT GUOTICHU
Jerkux ucnosibzosanu VATS, cocraBuit 54% u GbL1 cpaBHUM
C IPYIIIOii, B KOTOPO ¢ 9Toi T1esibio npumensiin OLB (57%),
HO YPOBEHb CMEPTHOCTHU B TIEPBOM CJIydae ObLT HUKE.

Hexoropplie BpaueGHbIE KOMAH/bI IPUMEHSIIN OPAJIbHBIE
KOPTUKOCTEPOU/ bl €3 YCTAHOBKU TOYHOTO [MArHO3a, OCHO-
BAHHOIO Ha OMOIICHU JIETKUX (BCJIEIYIO), U TPOBOIIIMN €e
TOJIBKO Y JleTel, KOTopble He OTBeYaau Ha Tepanuio. B To ke
BpeMs Psi/l YUEHBIX He TIO/IEPKUBAIOT 9TOT 1MOX0/. Bo-mep-
BBIX, C COBPEMEHHOI XMPYPruuecKOi TeXHUKONH CMEepTHOCTD
OT JIero4Hoil 6Guoncuu odeHb Maja. Bo-BTOpBIX, MHOTHE
chILDs creponi-pesucTeHTHbI, @ €CIU IMEET MECTO CKPBITAST
Hepacro3HaHHast WHMEKIKsI, TO CTEPOUIbI MOTYT ObITh JAasKe
BpeAHbIMU. B-Tperbux, 1mo6outbie 3Gh(GEKTbl BHICOKUX 103
CTEPOUIOB MOTYT OBITh 3HAYMTENBHBIMI, 1 OHU MOTYT OCJIOK-
HATh XUPYPIUYECKYIO MPOIEAYPY OHONCUH, MPOBEACHHYIO
mocJie BBICOKO/I030BOI CTEPONHON Tepamuu. B-4eTBepThIX,
cyutectByer crerpduueckass tepanus st ocobbix chlLDs,
U OHA He MOJKeT ObITh [IPEJIOKEHA, ECIIU JUAarHO3 HE YCTaHO-
BJICH. B-IIITBIX, HEKOTOPBIE COCTOSHNS NMEIOT TCHETHYECKYIO
OCHOBY, U €CJIM KOHKPETHbIII Anaruo3 He OyIeT yCTaHOBJICH,
ceMbsl MOJKET MOTepsATh BaxkHyio uudopmaimio. CorymacHo
Pykosoactsy (2013 rox) American Thoracic Society, zezou-
Has 6uoncust doaicHa Obimb BbINOIHENA NEPEO CLENBIM KYPCOM
JIeUeHUsl, 34 UCKTIOUEHUEM CAYUAes, K020a PeOeHOK HaAX00UmCs.
8 OUeHL MSNCENOM COCMOAHUU ULU KOHKPEMHbIU 0Uazno3 Ovll
noomeepaicoen opyzoil mexuuxou [2].

Jleuenune namuenton ¢ U3JI [1,2,5,7]

He cymiectByeT paHIOMU3UPOBAHHBIX IBOMHBIX CJIEMBIX
11a11e60-KOHTPOJMPOBAHHBIX UCCJIENOBAHUIT B IeAUATPUN,
nocssmenubix  M3JI. Takum o6pasoM, peKoMeHaaluu
[0 BejeHUIo M JedeHuio Miazenues ¢ M3JI Gasupyiorcs
Ha BBIOOPKE MJIM [OKA3aTebCTBAX HU3KOTO YPOBHSL.

OxcureHauus

Kucnopogorepanusg HasHayaeTcs B cjaydyae HaJn4us
TUTIOKCUH Y peOeHKa U 9TO, TIOKAILYI, TOJIBKO OHO Oeccriop-
HOe yTBepsK/leHHe, Kacaloleecs JedeHns. B IpoTHBHOM city-
yae, ecyid pebeHOK XOPOoIo cebst YyBCTBYET U HOPMAJIbHO Pas-
BUBAETCS1, OHA MOKET OBbITh U HE HA3HAYEHHOU, HAIPUMED [1JIs1
MAIEHTOB C HEWPOIHAOKPUHHON TUTEpIIa3neil. Y HEKOTo-
pbix gereil ¢ M3JI HabiogaerTcsi CIIOHTAHHOE YJIydllleHHe
CO BPEMEHEM, 1 OHU YXOJAT OT JOTAIMU KKcIopoaa 6e3 Bero-
MOTaTeJIbHOTO JIEYeHUSI.

Jleuenne, xKoTOpO€ CleIyeT pPaccMOTpeTb B cilydae
OTCYTCTBHSI TOYHOTO TUATHO3A

ITOT pasjies OTHOCUTHC K fieckBamaTuBHOM U 1 necrne-
nuduueckoii 11, IPF korma nexxaiias B ocHOBe pUYMHA He
Obla ycTaHoBJIeHa. TepaneBTuyeckuM BbIOOPOM B 9TOM CITy-
qae SIBJISIOTCS] KOPTUKOCTEPOU/IBI, THAPOKCUXJIOPOXHIH U JIPY-
rue IMUTOTOKCUYECKUE areHThI.

Koprtukocrepouanas repanus

B zaBucumoctn ot Tsxectn 'KC naznavatores mepopadin-
HO UJI METOZIOM ITyJIbC-Teparui. J{03bl 1 T TEbHOCTh MOTYT
ObITh OCHOBaHBbI Ha COOCTBEHHOM oOIbITe. Jaile UCIoJb3yoT
Metuipennn3oaon, 500 Mr na M2 B Teuenue Tpex Heil
TIOZIPSIJL, 3aTEM OJIMH Pa3 B MECAIL IyJIbC B TAKOH JKe /103€ B Teye-
Hue mectu MecsitieB. Mesxy mysbcamu opaibhbie [KC He Ha-
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3HAYAIOT, €CJIN ATO BO3MOKHO, €CJIM HET, TO CTapTOBask OpaJib-
Hast 71032 MOsKeT ObiTh 0,5 MI Ha 1 KT [IpeIHM30/I0HA Yepes JIeHb.
Ecsm opabHBbIII IIPeIHN30I0H JIaH ¢ CaMOTo Havyalla, CTapToBast
11032 cocTaBiigeT 2 MT Ha 1 KT B JIeHb CO CHUKEHUEM JI03bI [10CTIe
nosrydenust orera. CyIecTBYIOT HEKOTOPbIe COOOIIECHUS 06
ucrnosib3oBanuu nHrassinonHbeix [KC xak teparnun mojepsx-
KH, HO JIOKA3aTeJIbCTBA, YTO OHU OCENAIOT B 3(h(DeKTUBHOI /103€e
B [IUCTAJIbHBIX OT/IeJIaX GPOHXOB, CKYHBIE.

CJ10KHBIM TEpaleBTUYECKUM PEIICHUEM SIBJISCTCS OTIpe/ie-
sierne ahHEKTUBHOCTU CTEPOUTHON TepPAITuU U BpeMEH! Haya-
JIa CHUZKEHUSI J103bl, yTOObI u3bekarh 10G0UHBIX 3((EKTOB.
Crparerusi, uMeroniast 6e30Ka3aTelbHyI0 OCHOBY, TAKOBa:
MOIIBITATBCS TIPOBECTU TPU ITYJIbCA METHJIIPEAHN30I0HOM,
T €CJTH HTOT OOBEM TEPATTIH He TTPUBEI K YIIYUIIEHUIO, CIUTATD,
YTO JIMMUT HOJIB3bI CTEPOUIHON TePAIuu ObLI JOCTUTHYT.

Tuppoxcuxnopoxun

ITOT aHTHMANAPHUITHBIA IpernapaT uMeeT HeGOJIbIION
UMMYHOJIOTHYECKU 9(dEKT, KOTOPBI MOKET OBITH MOJIE3-
HbiM feTsm ¢ M3J1. B opHOM HEGOJIBIIOM HCCIE0BAHIN
ObLIN  TOJYYEHBl J0KA3aTEJNbCTBA €ro 3MderTuBHOCTH
u xopotueii 6ezonacHoctu. IMeoTest 0TYEThI, B KOTOPBIX
MMOKA3aHO OCJIOKHEHUE B BUJIE CJICTIOTHI IIPH €T0 TIPUMEHEHUN
npu [PFE Tlpakruka nokasbiBaet He0OXOMMOCTD IIPOBEIEHUST
0o TaNIbMOJIOTMYECKOT0 OCMOTPA B Havasle jieyeHust. Mmeercs
HEKOTOPBIIT OMBIT 700aBJICHUS THIPOKCUXJIOPOXUHA, KaK
BCIIOMOTATEJILHOTO Tpenapara, K CTEePOUHOI Tepanun
y nmanuenTos ¢ M13JI Ha aTarie CHUKEHUS 103 OCTIEIHUX.

Jlpyrue HuTOTOKCHYECKHUE TPenapaTsl

JlokazarespberBa ahGeKTHBHOCTH TIPUMEHEHUS IINTOCTATH-
KoB HeyOeautesnbHbl. CyLIECTBYIOT —OT/EJIbHBIE OTYEThI
1 MaJIeHbKHe TIPYIIOBbIE MCC/IC/IOBAHUS, MTPOAraH/MpyIoIiie
A3aTUOIPUH, METOTPEKCAT, IMKJIOCIIOPHUH 1 I1a3Modepes, Koria
cteporibl He ahpekTUBHBL OMBIT HEKOTOPBIX HUCCJIe/I0BaTeNein
OTHOCHTEJTBHO TTPUMEHEHUS ATUX TIPENapaToB MOUTH TTIOBCEMe-
CTHO TevanbHblil. HemaBHee ucciemoBaHue MOKA3aso, YToO
6-MepKaIToIrypuH MOKeT ObITh T10JIe3HBIM Y narueHToB ¢ IPE

JleroyHas TpaHCITaHTALUS

TpaHcianTanust Jerkux Oblaa YCIENHO MpoBeeHa
HeboJbIIOMY KoJuecTBy zereii ¢ 13JI, oqHako He B 11epuo-
Jle HOBOPOSKZIEHHOCTH, Yallle B CTapIlieM Bo3pacre.

[Ipn rucrtmonurose Jlanrepranca pHUCK OTTOPIKEHUS
TPAHCILJTAHTATA Y HAIIMEHTa MUHUMAJIEH.

Jleuenue cienuduecKkux COCTOSTHHIA

Poct pocrynnoctn cnennuueckoil Tepanuu ABISETCS
CYIIECTBEHHOH ITPUYMHON IMOCTAHOBKM TOYHOTO JIMArHo3a.
OTH BUJBI TePaluyd MMEIT MOTEHIUANbHYIO TI0JIb3Y, HO
U BBICOKYH CTOMMOCTb, U TsiKeJIbie 10604YHbIe 3(HEKThI, 4TO
CBUJIETEJILCTBYET IIPOTUB UX OECIIOPSIIOYHOTO HASHAYEHS.

Ipa MyTaruii-crienuuIeckoil Tepauy TOJIbKO HAYMHA-
etcs, Haripumep PTC124 (atanypen, CIIA) — cpenctBo s
KOPPEKIIUU FeHEeTUYECKUX 3a00JIeBAHU, CIIPOBOIUPOBAHHBIX
IIPEK/IeBPEMEHHOI OCTAHOBKOM KOJIOHA.

TunepcencuruBneiii mueBMonut. Xots gevenue 'KC ocra-
€TCs1 BAKHBIM, BBISIBJICHUE U YCTPAHEHHE aJITIEPTeHa B TOM CJTy-
yae gaBisgeTcs (QyHAAMEHTATbHBIM ITPUHIIUIIOM JICYE€HMS.

Ipanysnomato3 BereHepa u HeHTPpOPUIBHBIN MMyIHMO-
HAJIBHBINA KanwuSIpUT. B aTOM citydae resiecoobpasta myJibc-
Tepamust 1ukaodochammmom. na pedpakTepHbIX cirydaesn
BO3MOJKHO MCIOJIb30BaHUe aHTHU-B-kieToyHOIl Tepannu,
anT-C/[20 MOHOKJIOHAJBHBIX aHTUTEN — peTyKcuMal.
[TorennuanbHasi TOKCUYHOCTD 9TOW TEPAIINU MTPEJOTBPAIIIA-
ercst 000CHOBAHHBIM TIPUMEHEHHEM.

Crparerus npumenenusi antu-MHO-repanun npu cap-
KOM/103€ U IPYTUX COCTOSTHHAX

Vcmosp3oBanne JTaHepienta B KOMOWHAIIMNA C METO-
TpeKcaToM TIpU pedpakTepHOM CapPKOUI03€ MMeeT Heyhemu-
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TesabHbIe ocHOBaHUsA. Kmmamueckumu dopmamu U3JI, mpu
KOTOPBIX YCHEITHO MOKET IPUMEHSIThCST 9TAaHEPIIENT, SIBJISIOT-
Cs1 Y3€JIKOBBII TI0OJIMAPTEPUNT U PEIKUE BACKyIUThL. Econ aTa-
Hepuent HeaGeKTUBEH, TO MOXKHO IOIBITATbCS TPUMEHUTD
unmKenMab. Y B3pOCIbIX TAIIMEHTOB CYIECTBYET GOIbIIast
6aza JJaHHBIX IPUMEHEHUS STUX OUOJIOTMYECKUX MTPENapaToB.

JlerouHoii ajbBeOJIAPHBINH NMPOTeHHO3. JleueHue 3aBuCUT
OT OCHOBHOH TpuunHbL. Panee ycHemHo npuMeHsIICS JaBax
TB/I oM 06beMaMu, B HACTOSIIIEE BPEMSI UCTIOIB3YIOT
MHTAISAIMN uin noakoxuoe seesienre GM-CSF (rpanysio-mo-
HOIMTAPHBII KOJIOHHeCTUMYJnpytoiuii hakrop). B pedpak-
TEPHBIX CJIYYAsIX MOXKET ObITh HA3HAYEH PeTyKCHMaOl.

Tuctuomuros Jlanrepranca. Xots 9TO COCTOSHUE SBJIS-
IOTCSL MYJIBTUCHUCTEMHBIM 3a00JIeBaHUEM, Y JETeil OIMCaHbI
cJIydau ¢ JOMUHMPOBAHUEM HaTosoruu Jerkux. lluroroken-
yecKast Tepalust — 3TO Teparust Bbibopa 1ist 06enx hopm.

MonuTtopupoBaHue Je4YeHUs U TPOrpecCHPOBAHUS
COCTOSIHHSI.

Y crapmux zgereil, KOTOpble MOTYT BBIITOJHUTH JIETOY-
HBIE TECTbI, OHU SIBJISIIOTCSI TEXHUKOU BbIOOPA /ISt MOHUTO-
pUpOBaHUS JIEYEHUS U MPOrPECCUPOBAHUS COCTOSHUA.
VY MajieHbKUX jeTell 0ObIYHO TIPOBOIUTCS MOHUTOPUPOBA-
HUe OKCHUTeHalluu KpoBU (IIyJIbCOKCHUMETPHUs) B TedeHue
Houn. Penrrenorpadus B arom miiane manoadderTuBHa.
Moskno ucnonb3oBath noBropable KTBP B pexxnme msr-
KOl pajiualinOHHON HArpy3ku. B GOJbIIMHCTBE CyYaes He
HPUMEHSIIOT HOBTOPHbIE OpoHxockomnuu. VckiwoueHue
COCTaBJIACT JIETOYHOM TeMOpparuyecKuii CHHIPOM, B cilydae
KOTOPOTO OHa MOXKET OBITh IeJiecoobpas3Ha y feTeil B mepuo-
Je peMHuccuu, 4ToObl yOeAUTCST B OTCYTCTBUU CKPBITOTO
IIPOZIOJIKAIOLIEerocsl KpoBoTedeHUs. [IoBTOpeHne J1erouHoi
GUOIICHY MOKET MPOBOAUTHCS TOJBKO B CAMbIX MCKJIOUH-
TeJbHBIX 0OCTOSITENBCTBAX.

JIUTEPATYPA

UCXO0/ [5,7]

IIpornos mna gmeteit ¢ W3JI pazmmunsiii. MaageHIsr
¢ NEHI nim J1erodsbIM IIMKOreHO30M 0OBIMHO UMEIOT XOPO-
ITUI TPOTHO3, XOTSI Y HEKOTOPBIX MOTYT COXPAHSTBHCS CUM-
MITOMBI ¥ TTOTPEGHOCTD B KUCJIOPOIOTEPAITUI B TEUCHUE JIJTH-
TeabHOro BpeMenu. C Jpyroil CTOPOHBI, HOBOPOKIEHHBIE
n mianennnsl ¢ SP-B m HexoropeiMu myrarmsmu ABCA3,
a Takke fetu ¢ MU3J1 u ¢ 3azep:kkoii pocrta, JIerouHol rumep-
TeH3Wel 1 TSKeTbIM (hHOPO30M, UMEIOT TIOXO0i TIPOTHO3.

Fan u Kozinetz nosnoxuim 06 ucxogax 99 gereii ¢ passmy-
uoivMu popmavn M3J1, mabmogaembix B [ensepe, Komopano,
B Teuenne 15 jer (1980-1994). M3 uux 83% nepexuin
24 MecsIa OT TIOCTAaHOBKM JWarHosa, 72% — 48 wmecsiien
u 64% — 60 mecsres. Bouro saperucrpruposato 15 cMepreii.
W3 KIMHUYECKUX CUMIITOMOB, KOTOPBIE TIPUCYTCTBOBAIM HA
MOMEHT OCMOTPA, OBIIN POrHOCTHYHO 3HAYMMBIMU CJIEIYIO-
Iye: BeC HUKe 5 — T0 [ePLUEeHTH I, XPUIIbI B JIETKKX, «Oapa-
GaHHbIE TTAIOYKI», OTATOIEHHBIN CeMEHHBII aHaMHes.

ITpomOIKUTETHBHOCTD CUMIITOMOB He Oblla CBg3aHa
CO CHUJKEHMEM BbIKHBaeMocTh. VI Hao6opoT, TsKecTh 6oJie3-
Hi (cMOTpH TabJ. 1) 4eTKO KOppeupyeT ¢ UcXomaoM 3aboJie-
BaHUSL: C yBesnueHneM Gajlia ¢ BbICOKOI BEPOSITHOCTBIO yMe-
HDIITAETCST BBIKUBAEMOCTD.

Hacrosmuit matepuas siBJASI€TCSI ONBITOM MeKIYHAPOJI-
HOTO COTPYAHUYECTBA Bpayell Pa3HBIX CIEINAIbHOCTEIH,
KOTOPOE TTO3BOJIIIO COOPATh JOCTATOUHBIE KOTOPTHI MAINEH-
TOB C OIpe/leJIEHHBIMU HO30JI0TMUeCKUMU (DOPMaMU U TIPOBe-
ctu kanHudeckuil ananus. [Ipomoskarommecs dynmamen-
TaJbHbIE WCCJIEIOBAHUS MPECTABST OKA3aTEThCTBA HOBBIX
MexaHn3moB natorene3a M3JI (B Tom dmcsie reHeTHIECKNX ),
a 910 B OymylleM IpUBeAeT K OOHAPY/KEHUI) 3HAYMMBIX
JNOKJIMHUYIECKUX MapKePOB 3a00JI€BaHUsT M BO3MOKHOCTEN UX
TepareBTHYECKOTO PETYJINPOBAHSI.
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IHTepcTULiHi 3aXBOPIOBaHHSA NiereHb y AiTein (ornsg iHo3eMHoI nitepatypum)

YactuHa 3. O6cTexeHHs AiTei 3 nigo3poto Ha 13J1, a TakoX NPUHLMINN IX NIKYBaHHSA

O.M. OxotHixkoBa, T.M. Tka4oBa, 0. lop6aTiok

HauioHanbHa akagemisa nicnagnnaomMHoi ocsity im. M.J1. Wynuka, m. Kuis, YkpaiHa

B ornsai BUCBITNIOOTHCA AOCATHEHHS AMTAYOI NynbMOHOMOrii 3a ocTaHHi 10 pokis. HaBoauTbcs iHOpMaLis LWOA0 Knacudikauii iHTepCTULiiHUX
3axBOpIOBaHb nereHb (13J1) y fiTen, nigxodis 40 AiarHOCTUKM, KNIHIYHOT KAPTUHWU | TaKTUKN NiKYBaHHSA AEAKUX HO30M0r4HNX 0auHULbL. Ocobnuea ysara
NPUAINAETLCA HOBUM KNiHIYHAM hopMmam y fiTeil MONoALLE ABOX POKiB. CTaTTs noAineHa Ha Tpu YacTuHu. Y 1-il YacTWHI HAZAETLCA MaTepian, NPUCBAYEHNI
KnacuikauinHum nigxoAam Ta OKpeMUM HO30M0rYHIUM oguHULAM 131, fKi 3yCTPi4atOTLCA NEPEBAXHO Y HEMOBNIAT; 2-ra YaCTUHA BUCBIT/IOE 3aXBOPHOBAHHS
AiTeit 6inbLu cTapioro Biky (2—18 pokiB), y KNiHIYHIA KAPTUHI AKMX € XPOHIYHWIA NIereHeBIiA NapeHXiMaTo3HNA NPoLeC; y 3-it YaCTUHI HABOAUTLCA iHOpMaLlis
LL0J0 METO/iB Ta NiAXO0AIB 40 AiarHOCTUKM, @ TAKOX CTpaTeris NikyBaHHs.

Knio4oBi cnoBa: iHTepCTULiiiHI 3aXBOPOBAHHS NereHb, AiTH, Knacudikallis, AiarHoCTVKa, NiKyBaHHS.

Interstitial lung diseases in children (review of foreign literature)

Part 3. A survey of the children suspected of having ILD and the principles of their treatment

O.M. Okhotnikova, T.N. Tkacheva, 0. Gorbatyuk

The National Academy of Postgraduate Education, Kyiv, Ukraine

Interstitial lung disease (ILD) in infants and children comprises a large spectrum of rare respiratory disorders that are mostly chronic and associated with high
morbidity and mortality. These disorders are characterized by inflammatory and fibrotic changes that affect alveolar walls. Children with these conditions typ-
ically present with tachypnea, crackles, and hypoxemia. Recent advances have been made in the identification of different types of PILD that are unique to
infancy. More exciting has been the discovery of genetic abnormalities of surfactant function, now described in both children and adults. Several classifica-
tions for ILD have been proposed but none is entirely satisfactory especially in children. The following diagnostic grouping is used to discuss the various caus-
es of paediatric ILD: 1) exposure-related ILD; 2) systemic disease-associated ILD; 3) alveolar structure disorder-associated ILD; and 4) ILD specific to infan-
cy. The present article reviews different types of PILD, current diagnostic approaches, as well as therapeutic strategies. The article is divided into three parts.
The first part describes the ILD disease entities, which are found mainly in infants; Part 2 is devoted to the diseases in older children (2-18 years), in which
the clinic has a chronic pulmonary parenchymal process; in the third part provides information on the methods and approaches of diagnosis as well as treat-
ment strategies.

Key words: Interstitial lung disease, children, classifications, diagnostics, treatment.
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