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YacTb 3. O0cnepoBaHue peten ¢ nogo3peHunem Ha U3,
a TaKkKe NPUHUMIbI UX JIe4YeHUs

HauunoHanbHa akagemusa nocnegunioMHoro o6pasosaHus um. MN.J1. LWynuka, r. Kues, YkpanHa
SOVREMENNAYA PEDIATRIYA.2016.4(76):18-24; doi10.15574/SP.2016.76.18

O630p nocesiuen docmudceHusim 0emckoi nyrvMorosozuu 3a nociedwue 10 nem. Hpusodumcs: ungopmayus o Kiaccupurayuu
unmepcmuuuanvivlx 3abonesanuil reexux (U3J1) y demeit, 0 nooxodax x ouaznocmuxe, KIUHUYCCKOU KAPMUREe U MAKMUKe 1ewenust
HeKomopvIx Ho3010zudeckux eounuy. Ocoboe eHUManue YOeasiemcs HOBbIM KIUHUYECKUM (Dopmam, xapakmephvim 0is demeil
maadwe deyx nem. Cmamosi cocmoum u3 mpéx uacmeti. B 1-1i ee vacmu daromesi kiaccuguxayuortvie no0xo0vl U ONUCHIBAOMCsL
omoenvHvie Ho30J02udecKue edunuypl U3JI, komopvie scmpeuaiomcs: npeumyuecmeeHHo y MIa0eHyes; 2-s 4acmv nocesiuyena
3abonesanusim demeti cmapuiezo sozpacma (om 2-x do 18 nem), @ Kiunuke KOMOPHIX UMEEMCS XPOHUUECKULL Je20UHOU
NAPEHXUMAMOZHBLIL NPOUECC; 8 311 4aAcmu NPUBOOUMCsL UHPOPMALUsL 0 MeMOOAX U N00X00ax K OUazHOCIUKe, d MAKKHCe CMPAmezus.

Jederusl.

Knioueswte cnosa: unmepcmuyuaivbHovle sabonesanus JEZKUX, 8emu, maccu(purcauuﬂ, ﬁuazuocmum, Jleuenue.

Bce nern ¢ nogospennem na M3JI, KoTOpblEe OTBEYAIOT

kpureprsiv chILDs, 0/KHBI OBITH TO3TAIHO 00CIE0BAHBL.

Iranbl JHarHOCTHYECKOTO uccaenoBanus [5,13]:

1. Omnpenenurp Hamuyue W3JI, omeHUTHp CcTENEHD

U TSIKECTh 3200/1eBaHysL:

e pentrenorpacdus rpyanoit kierku, KTBP;

e jierounble (DYHKIMOHAJIbHBIE TECTBHL: CIIUPOMETPHUS,
MyJbCOKCUMETPUS], Ta3bl apTePUaJbHON  KPOBU
(B 1OKOE, BO CHE, U TIpU (DU3UYECKOI HATPY3Ke), TeCT
¢ 6-MHHYTHOI X0b0OH, M1 GY3MOHHBINA TecT, KpUBast
HaBJeHne-00beM, CIelHalbHble HCCaefRoBanust (yHK-
1M JIETKUX IS HOBOPOJK/IEHHBIX;

o IKI, 9xo0-KI.

2. OnpeneseHne 3THOJIOTHU 3a00JI€BAHUS CPEIU IPH-

YHHHO-U3BECTHBIX (popm NU3JI:

e nMmmyHosornueckue uccaenosanusa (BUY, Ig Bcex
KJIACCOB, KOKHBIE TECThI /LIS UCKIIIOYEHUS TUIIEPCEHCH-
THUBHOTO ITHEBMOHUTA, T- 1 B-uMdo1nTel, KOMIOHEH-
TBbI CUCTEMbBI KOMILJIEMEHTA U JIPyTHE MapKepbl);

® C I[eJIbI0 MCKJIIOUEHUST aciupaiuii — PeHTTeHoJIoTnYe-
CKOE MCCJIe[IOBAHNE TIIOTKU 1 JKey/aKa ¢ Obapuem, Ph-
METPUS JKeJIy/IKA.

3. BoisiBnenue nepsuyHbix ¢popm U3JI:

e HenuBasuBHbie MeTonbl: ANA, ANCA, anrturesa
K GasajibHOil MeMOpaHe amuTesnss KIyOOUKOB MOYEK
U aJbBEOJI JIETKUX, CKPUHUHT IPEIHUNUTHPYIONINX
AHTHUTEJ, AHTHOTEH3UH-TIPEeBpaIIaloNnii  (epmenr,
CKPUHUHT MHQEKIIMOHHBIX 3a00seBatuil (GakTepuaib-
Hasl KyJIbTypa, TUTp aHturesn kiaacca G,M,A, KoKHbIe
TECTBI), FTEHETHYECKOE TECTUPOBAHKE C 1EJIbIO BbISBJIC-
HISI HEJIOCTATOYHOCTH GeKOB cyphaKTaHTa, CKDIHUHT
KPOBU 1 MOYM Ha aMUHOKHCJIOTD;

e VHBA3MBHbBIC: KAaTETEPU3ALUSA CEP/Ia, OPOHXOIYIbMO-
HaJIbHbII JIaBaskK, TpaxeoOPOHXHaIbHasA OGUOIICHST, TPAHC-
TOpaKaJIbHasT OMOTICHSL.

Busyammsupyomue uccienopanus [2,13]

PentreHorpaduss — mepBuUYHOE HCCE0OBAHNE, KOTOPOE

HeoOXOUMO BBITIOJIHUTD Y jieTeil ¢ mogo3perueM Ha chILDs.
OHO pesIKo IPUBOJUT K KOHKPETHOMY JIMarHO3Y, HO YaCTO MOKET
GBITH TIOJIE3HBIM /IS UCKITIOUeHNsT 3200 1eBaHIi, KOTOPbIE KITH-
HUYECKH MOTYT BIIUCHIBAThCsT (MMUTUPOBaTh) B chILDs.

KommnblotepHasa Tomorpadusi opraHoB TPYAHOI KJIETKHI

orpeiesisieT HaJInvue, CTelleHb, TaTTepH 3a060JIeBAHNUST JIETKUX.
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Ona MOXKET TIOMOYb OTPEJIEJIEHNI0 MeCTa POBEEH s O1o-
[ICUU, KOHTPOJIIO TedeHust 3abosieBanust. Pajuainontast 103a
MOAGUPAETCSI ¢ YI€TOM HEOHATAIBHOTO 1 MIIA/[EHYECKOTO Pa3-
pemenus. KT Beicokoro paspemenusi (KTBP) cumkaer
Pa/IMAIIMOHHYI0 Harpy3Ky, o0ecriednBasi BBICOKOE pasperie-
Hue. B ouenp muorux ciyyasx KT y HOBOpOK/IeHHBIX MOXKeET
OBbITH TPYAHO OCyIecTBUMA. /[0 HACTOSIIIIETO MOMEHTA He JIJIst
Beex chILDs cyriecTByioT X0poIo onpe/esisieMbie THarnoc-
tnyeckue KT-kpurepumn.

Y HOBOPOXKJIEHHBIX MH(OPMATHUBHOCTL IPOBEACHHOTO
KTBP usnauyaibHo 6bliia OrpaHuyeHa HAJTUYUEM JBUTATEb-
HbIX apTeakTOB M3-3a BBICOKOI YacToThl Abixanust. [Ipobiie-
MY CMOTJIM TIPEOJIOJIETh TyTeM TIPUMEHEHUST METOJIa, U3BECT-
HOrO Kak  KoHTposupyemas  BeHTuasinueii KTBP
(CV-HRCT). 9ra Ttexnuka TmperycMaTpPpUBAeT CeJaIuio
pebeHKa ¢ MoCe/yIoniell THIEPBETHIISINEN ¢ TTOJOKUTEb-
HBIM JIAaBJICHUEM uYepe3 MacKy, B Pe3yJIbTaTe 4ero BO3HUKAIOT
KpaTKUe PeCclpaTOPHBIE 11ay3bl. YMEHBIICHHUE IBUTATECIbHBIX
apredaxroB KTBP-uzo6pasxkeHuss MOKHO HOJIYYUTh B OJHOM
13 JIByX PEKUMOB — IOJIHON MHDIIAIINN WU B KOHIIE B/IOXA.
Y manuMeHToB, KOTOPble MOTYT BBINOJHATH KOMaHJIbI Bpaua,
CKaHUPOBAHUE HA BIOXE U BbIJOXE IIOMOTaeT OOHAPYKUTDH
«BO3JLyIITHbBIE JIOBYIIIKUY. Y JIeTeil, KOTOPBIE TJI0X0 COTPY/IHU-
YaloT ¢ BPayoM, TOTO JK€ CaMOTO MOKHO JIOCTHYb CKaHNPOBa-
HIEM B MOJIOKEHIH JIeKa HA IPOTHBOIIOIOKHOM GOKY.

B nenasuem o6eaenosanun 20 gereit ¢ U3J1, y KoTOpbIX
AuarHo3 ObLI oATBEP:KIeH OGuorcuel serkux, Linch u coast.
0BHAPYIKIIIM, 4TO TOJBKO B 56% cirydae 1o pesyasratram KTBP
[EPBUYHBIN JMArHO3 OKa3aJcsi BEPHbIM. 3abosieBaHust ObLIK
KJIACCU(MDUITIPOBAHDI 10 5-TH TPYIIIAM 32 JIOMUHUPYIOIIUMU
npustakamu KTBP: zunepnpospaunocms (obaurepupyionmii
OPOHXMOJUT WM OPOHXOIEHTPUYECKUIT TPaHyIeMaTo3),
ymonuenue anbeeonapHvix nepezopooox (IuMbaHrnoMaTos,
TeMaHTMOMAaTO03, MUKDPOJIUTUA3), CUMNIMOM <MAMOE0ZO0
cmexaas (eckBamMaTuBHag, JuMdorTapHas u Hecrenndu-
Yyeckasg WHTEPCTUIMAJIbHbIE THEBMOHUW), J€20YHble KUCTbL
u y3eaxu (TUCTHOTIUTO3), Konconudauusi (acrmpartust, 00mTe-
pUpPYOIIIH OPOHXUOJIUT ¢ KOHCOJIUAUPYIOLIEi ITHEBMOHUE ).
Omnbir npoBenenus KTBP y mereit ¢ SP-C- myranueit
MOKA3bIBAET, YTO JUISI HTON MATOJNOTHU ObLIM XapaKTepPHbI
U3MeHeHUs B GOJIbIIel YacTu MapeHXUMBbI JIETKOro B (hopme
CUMIITOMA <«MaTOBOTO CTeKJa», (PUOPO3HBIX M3MEHEeHUil
U MEJIKUX KHUCT.
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Tabruya 1
LUkana TaxxecTn 60ne3Hn
Sa0,<90% npu Harpyske Sa0,<90% JlerouHas
Crenenb CuMnTomb M BO BpeMs CHa BO BpeMs oTabixa runepTeH3us
1 HeT HeT HeT HeT
2 na HeT HeT HeT
3 na na HeT HeT
4 na na na HeT
5 na na aa Aa
Tabauya 2

UccnepoeaHusa Kpoeu, HeoGxoammblie ana o6cnepnosaHus peéexka c U3J1

Tect

3aboneBaHue

KomMmeHTapumn

CbiBopoTka KL-6

NEHI, aecdouumnt 6enkos cypdakTaHTa

HopmanbHble ypoBHU — NEHI.
[MoBblLeHHble — JednUMT 6enKkoB cypdakTaHTa

Sp-B, Sp-C, ABCAS reHbl

LOeduumT 6ernkoB cypdakTaHTa

BrisiBNseMbIn y 6onblunHCcTBa AeTel ¢ U3,
€CIN HeT JKCTpanynbMOoHarbHbIX 0COGEHHOCTEN
Unu apyrovi siBHow GonesHn

AHIMOTeH3MH-NpeBpaLlatoLuii

chepMeHT Capkougos Ecnu ecTb akcTpanynbMoHanbHble 0COGeHHOCTU

AHTUHENTPOUIBHBIE Ecnu BoBneYeHbl BepxHUe AblXxaTemnbHble NyTu,
paHyromaTo3 BereHepa vnu apyrvie

LuMTonnasmaruyeckue BACKYTATb! CTpajatoT NoYKM UMK ecTb JIeroyHoe

aHTUTena Y KpOBOTeYeHMe

[Tnubm unu Micropolyspora
faeni npeynnuTaThl

MMNepceHCUTUBHBIN NyNbMOHNT

KT MoxeT noackasaTb STOT AUarHos

CepOJ‘IOFVI"IeCKVIe nccnegoBaHuAa
K BUpycam unmn Mukonnasme

O6nuTepupyoLWMin GPOHXNONUT

He xapaktepeH ansa MN3J1, Ho KT-kapTuHa moxeT
BBOAWTbL B 3a0MyX/AeHWe 13-3a CXOXKECTH

MMmyHonoruyeckre
nccnenoBaHus, Bktodas BUY

JIumconponudepaTUBHLI CUHAPOM,
BKMtoYasa ponnukynspHbIn GpoHX1oNnT

Takxe BbInonHAeTcs, ecnu MN3J1 okasbiBaeTca
ONMopTYHUCTUYECKOW UHpEKLMen

AyToaHTuTena ckrepoAepMusa U gpyrue

CKB, peBmaTougHble 3abonesaHus,

KonnareHoBble 3aboreBaHns

Ecnu ectb SKCTpanyfibMoHallbHble ocobeHHoCTH
N naTonormna no4vek

GM-CSF uccneposaHue
(cblBOpOTOYHbIE ayTo-aHTUTENA,
reHeTU4Yeckoe nccrneaoBaHne
peuenTopa)

HeKOTOpre BapunaHTbl Nero4yHoro
anbBeosIAPHOro NpPoTenHo3a

Y peTeii 66N onMcaHbl B3pOCrble BapuaHThbI
c oTBeToM Ha GM-CSF

HauGonee yacroie KT-mpusHaky WHTEPCTHIMAIbHBIX
3aboueBanuii [2]:

e VYcuieHnve pUCYHKa 3a CUeT UHTEPCTUIIUAIBLHOTO, TEPU-

6ponxuanbHoro Guéposa.

e BO3HUKHOBEHUE TPAKIIUOHHBIX OPOHX09KTA30B.

e MeskoodaroBble yIJIOTHEHUSI JIETOYHON TKAHU, CBSI3aH-
HbIE C TPAHYJIEMATO3HBIMU U3MEHEHUSIMU UHTEPCTUITUS.

e YYacTKU TMOBBINIEHHON BO3IYITHOCTU, MEJKHE KUCThI
(1-4 cM), KOTOpbIe MPEACTABJAAIT cOOOU paciIpeH-
Hble PECIUPATOPHbBIE OPOHXIOJIBL.

e YUYacTKU «MaTOBOTO CTeKJa», IPU TIPOTPECCUPOBAHUI
— TpU3HAKU (DOPMUPOBAHUS «COTOBOTO JIETKOTO».

o lI3meHeHUs HEOTHOPO/IHBIE U JIOKATM30BAHBI TIPEUMY-
[IECTBEHHO B iepudepruuecknx u GasajibHbIX OT/esax,
00BIYHO JIBYXCTOPOHHME.

e YroJleHue 1eBpbl, CyOIIeBpaIbHbIE HACIOEHUSI.

Opnako ans 6ompmmnctsa manuentos ¢ chILDs KTBP
YacTo He SBJSETCS OKOHYATEJIbHBIM JMArHOCTUYECKUM
HCCIIeIOBAHUEM.

Ouenka Ts:xectu 3a6oaesanus [5,13]

[TepBbIM 1IATOM B JIMarHOCTUYECKOM TOUCKE SIBJISIETCSI
MOJITBEPK/ICHIE MHTEPCTUIUAIBHOTO TTOBPEKICHUS MMEIO-
muxcs kianHudeckux npossienunit U3J1. Ha caenyromem
sTane HeoOXOAMMO ONPENETUTh TSKECTh 3a0oseBaHus,
a B JIaJIbHENIIEM TIPOBECTH OCTAJbHbIE 3allJIAHMPOBAHHBIE
UCCIIe0BaHuUst, YTOObI ONPEAE/UTh BEPHBIN JAUATHO3 U [IPE/-
JIOKUTh COOTBETCTBYIOIIEE Jiederne. TsskecTh 3abojeBaHusa
OTIPEZIEJIAIOT TIO TIKajie, B OCHOBE KOTOPOU JIEXKUT HAJIUIKe
WK OTCYTCTBHE cMMITOMOB chILDs, j1erouHoii rurepreHsnu
u ypoBHs carypauuu Kposu (1abu. 1). Ona Tpebyer nposese-
HUST TYJbCOKCUMETpUM (KaKk MUHUMYM, B TeueHue HOYM)
u BeimoHenns: Jxo-KI. [llkana ne BKIIOUAeT BBITIOTHEHUS
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JIETOYHBIX (PYHKIIMOHAJIBHBIX TECTOB, HO UX HYKHO BBIIOJ-
HATb y CTApIINX JACTeil.

Ixo-KT [2]

ITOT TECT MOXKET MCII0JIb30BATHC IS MCKJIIOYEHUS Kap-
JAMOJIOTHYECKUX MPOOJeM, KOTOpble MUMHUKPUPYIOT MOJ
chILD, takux xax BIIC ¢ myHToM cieBa HampaBo. CoriacHo
pykoBoactBy ATO 1o Begenuto gereii ¢ U3JI (2013), 9xo-KTI
JOJKHA OBITh YacTblO IEPBUYHOTO OOCIENOBAHUS LIS
nckouenust BIIC n merounoii runepreHanu. JTa peKOMeH-
JIalis OCHOBAHA HA OIbIT€ MHOTHX HMCCJIEIOBAHUI, KOTOPbIE
BBISIBJISUIM  CEPCYHBIE ¥ COCYAMCTBIC AHOMAJIUU METOJOM
Ixo-KT' y 9% nereit, umeronux ILD. PasButue JjierodHoit
TUTIEPTEH3UHU SBJIACTCS MPU3HAKOM TIJIOXOTO ITPOTHO3A.

Jlerouynbie pyHKIMOHAIBHBIE TecThI [2,13]

Tpaduvyuonmnoie pecnupamopmvie QYHKUUOHATDHBLE MECTbL
y crtapmux jereii (crapiie 6-TU JieT) ¢ MapeHXUMaTO3HbIMU
3a00JIeBaHUSAMU JIETKUX MIMEIOT MPEUMYIECTBEHHO PECTPH-
KTUBHbIE HapyuieHus. HabonaoTest yMeHbleHne jKU3HEeH-
Hoii emkocru jierkoro (VC), o6bema (hOpCUPOBAHHOI JKU3-
nennoit emxoctu (FVC) u, B Menblieii crernenu, u3MeHsIeTCst
(hopcrpoBaHHDIN HKCTTUPATOPHBIA 00bEM Ha MEPBON CEKYH/IE
(FEV1) (Tosbko nipu 3HaunTe bHbIX cHIKeHnsx VC u/mim
FVC), uto coueraercsd ¢ HOPMAJIBHBIM WJIM TTOBBITICHHBIM
cootromenuneM FEV1/FVC (unnexc Tuddno). Ho, necmo-
Tps Ha TO, YTO ToTajdbHas JerouHas eMKocTh (TLC) moxer
ObITh yMEHbIleHa, (PYHKIIMOHAIbHAS OCTATOYHASI EMKOCTb
(FRS) u octatounbiii 06bemM (RV) wacto 6pIBalOT HOpMasib-
HBIMU WJIN YBEJMYEHHBIMY, B pe3yJIbTaTe Yero yBeJn4nBaeT-
ca cootnomenne FRC/TLC um RV/TLC. Ilocmennee
MOJITBEPIK/IAeT HAIMYKE «BO3/LYIIHBIX JIOBYIIIEK>.

Kpusas dagrenue-o6vem y manuentos ¢ M3J1 yacro cme-
1ieHa KHU3Y, ¢ YBEJIMYEHUEM JIaBJICHUS OT/Ia4l K MAKCHMaJIb-
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HO¥ WHCIHUPATOPHON IJIOTHOCTH, YTO XapaKTepHO [IJIst
PECTPUKTHBHBIX HapylleHuil. Takike oTMedyaeTcss CHUKEHIE
Jugpysuonnoii cnocobrocmu CO.

I[I)IXaTe]II)HI)Ie q)yHKLII/IOHaJII)HbIG TECTbl JIA HOBOPOXK-
JIEHHBIX MOTYT IIPUMEHSITHCST He TOJIBKO JIJIST OTIEHKH TSIKECTH
3a60JIeBaHUsI, HO U JIJIsI KOHTPOJISI OTBETA OPraHu3Ma pebeHKa
Ha rpoBouMoe Jedenue. [locieanne uccieoBaHus MOKA3bI-
BAKOT 1[eJIeCOOOPAZHOCTh MPOBEIEHUsI 3TUX TECTOB y HOBO-
poskaenHbix ¢ chILDs. OHu MOTYT BBISIBISITD (DYHKI[MOHAb-
HBIE [TATTEPHBI, KOTOPbIE OTJIMYHBI IPH PA3HBIX 3200JIEBAHUSIX
JIETKUX W KOPPEJUPYIOT € PAAUOJOTMYECKUMU U THCTOJIOTH-
YeCKMMHU IIPU3HAKAMU.

Y 60JbHBIX CO cpeaHeTsKenoit hopMoii 3aboseBaHus
HabJI0/IaeTCsl HOPMOOKCHUSI 110 JIAHHBIM ITYJIbCOKCUMETPUH,
HO OHM MOTYT JIecaTypPUPOBATHCS TIPU BBITTOTHEHNN (U3N-
4eCcKOil Harpysku uim BO Bpemsi cHa. Ilarmentsr ¢ Gosee
TAXEJIbIM COCTOAHUEM MOTI'YT UMETDH TUIIOKCHUIO U B CIIOKOM-
HOM COCTOSTHUU.

Onpenenenne atuonornu [4,5,7]

B GoJbIIMHCTBE C/lydyaeB ¢ HEPBbIM HIaroM o6cienoBa-
HUA pe6eHKa IapaJsuleJIbHO BbIHIOJIHAIOTCA TIeéMaToJIorn4de-
CKM€ TECThl C I[eJbI0 MOKWCKA HTHOJOrUU 3a00JeBaHMS,
BHadaJ/ie HEMHBAa3UBHLBIMHW METO/[aMU. BosMmoskHbIE TECThI
nepevrcieHsl B Tabil. 2. B 3aBUCMMOCTH OT CTENEHU KJIMHU-
YeCKON CPOYHOCTH, €CJU €CTh BO3MOMKHOCTH ITO0OXKIATD
De3yJIbTaTOB HEKOTOPBIX 00CTIe0BaHNIT, TO HEKOTOPBIE JIPY-
THe TeCTBI MOTYT OKa3aThCs He Hy KHbIME. Hampumep, moaro-
JKUTEJIbHBIC PE3YJIbTAaTbl TCHETUYCCKOTO TECTHPOBaHUA Ha
Haguuue gepunura 6en1KoB cypdakTanTa MOTYT YCTPAHUTD
HEOOXOMMMOCTD IIPOBEEHUS] HEKOTOPBIX [AabHENIINX
HcCIeIOBaHUT.

CuletyionmM MaroM B JIMArHOCTUYECKOM TOUCKE SIBJISIET-
cs1 BbInosiHeHUEe (GUOPOOPOHXOCKOIIMN WJIM TIEPEXO HEIo-
CPEICTBEHHO K JIETOYHOU OHOTICHH.

Bponxoanbseossipusiii 1aBak (BAJI) [3]

Y neteii, kak u y B3pocabix, BAJL ceituac BBITOJTHSIETCS
Kak oOblYHaA Tpoleaypa A1 cOopa 06pasioB KIETOK 1 O1O-
XUMHUYECKUX KOMIIOHEHTOB aJIbBEOJISIPHOTO COJEPIKUMOTO.

CoBpeMeHHBbIE HCCJIe[OBAHNS YCTAHOBIJIN HOPMAJIbHbIE
nokazarenu BAJL y gereii. B GosblMHCTBE HCCIe0BAHMIT
HOpMasibHble 3HaueHuss BAJI y fereil O CXOKY € MOKa3a-
TEJISIMU B3POCJIBIX.

ITokazaunus k uccaenosanuio bAJI:

1. Y nayuenmos ¢ nodospenuem na undexyuonnoiii npoyecc:

— TOJIOKUTEIbHAA KYJABTYPa HJIU MUKPOOUOJOTUYECKIE
TECTHI;

— TIOJIOKUTETbHBIE BUPYCHBIE IINTOJIOTHYECKHE TECTHI.

2. Y ecex navuenmos:

— TIOWCK TeMOCHIEPUH-COAEPIKAMMX MAKpodharos: CHH-
JIPOM JIbBEOJISIPHOTO KPOBOTEUEHMST;

— nonck PAS-mosoknTesbHOTO rpanyJISIpHOTO Marepua-
Jla B KJIETKAX, 4TO XapPaKTEePHO JIJIsl aJIbBEOJISIPHOTO MTPOTEUHO-
3a (paccMaTpUBAIOT MyTauio AuChYHKIMU cypdakranta
win cesa3annbie ¢ GM-CSF napymenusmn);

— TIOMCK MHTPAIMTOIIIA3MATHIECKUX TeJIell C TTEeHTATO0-
MMWHOBbBIMHM BKJ/IIOYCHUAMN (MCTOI[OM 3]ICKTpOHHOI71 MUWKPO-
CKOIMM) WK noJjoxuTeabHbix CD-1a smmdonnros, Xxapak-
TepPHbBIEX JIJIST JIEFOUHOTO FUCTHOIMTO3a (METOIOM UMMYHOTH-
CTOXUMUN).

Hopmanbabie mokasatenu BAJL:

AunbBeosisipHbie Makpodaru >85%.

JlumdoruTst >10-15%.
Heiirpodnint <3%.
D03uHOGUITBI <1%.

Kuerku mnockoro snurenns <2%.
Kuerku pecuuruaToro suurenns <3%.
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Haubosee uactbiM mokazanueMm K mposegeHuto BAJI
y Zeteil ObLIO BvisigleHUe UHDeKYULl Y UMMYHOKOMIIPOMETH -
POBaHHBIX aneHToB. VIH(eKInonHbIe arenTsl y 9THX JeTei
0GHAPYKUBAINCD B 47% CIIyJaeB II0 JAHHBIM BOCHMU HICCJIC-
noBanuit y gereil ¢ ummynozpebunutoM, Ho 6e3 CIIV/a
(117 wu3z 249). B nociennem ciydae ypoBeHb WHGpEKITUI
nocruran 77% (134 u3 174 nmanuenToB) B NATH HMCCJIEI0BA-
HUSIX. DpOHX0aIbBEONISIPHBIN JIaBaK TaKKe HUCIIOJIb3YETCs
y JleTeil ¢ HopMaJIbHOM UMMYHHOM cuctemoil. Xord ata 1npo-
Ie/lypa 4acto He JaeT OTBETAa Ha BOTIPOC, SIBJSIOTCS JIM OTU
M3BJIeYEeHHbIE MUKPOOPTaHU3MBI TIPOSIBIEHHEM WHMEKINOH-
HOTO TIPOIecca, KOJTOHU3AIMH UM KOHTAMIHAIINH.

O6HapyskeHne Makpoharos, CoAEPIKAIIUX JUIU/IbI, sIBJISI-
eTcsl TPU3HAKOM acnupayuonnozo curnopoma. OmHAKO aTa
HAXOJIKa €CTh 3HAYNMBIM TIPH3HAKOM aCHUPAIINNU, HO He CIie-
nU(UUHBIM, TaK KaK TIPH HEKOTOPBIX TPaBMaX JIETKUX MOTYT
BBICBOOOKAATHCS JIUIM/BI U3 MOBPEKIECHHBIX KJIETOYHBIX
MeMOpan. X0Tst olpeiesieHre crelduueckux 6eJK0B MOJIO-
Ka B aJbBEOJSPHBIX Makpodarax Gbiio Obl GoJiee 4yBCTBH-
TEJIbHBIM ¥ CHeNn(MUUHBIM TSI ACTTUPAITH, HO MOJYyYeHHbIe
pe3yJIbTaThl B UCCJIEI0OBAHUU POJIM aCTIUPAIIMOHHOTO CHH/IPO-
Ma B hopmuposatuu 13J1 y HOBOPOKIEHHbIX He ObLIU CTOJIb
06EeMIAIOTIIMU.

[Touck remocupepuH-cofiepsKanx MakpoharoB 1CIoJib-
3yeTcsl B ONPELEICHUN anb8eoaaphvlx zemoppazui. OpHaxo,
AHAJIOTUYHO C JIUTTUIAMU, TEMOCUIEPUH-COJIEPIKAIITIIE MAKPO-
(haru MOryT ObITH YYBCTBUTENbHBIMU TIPU3HAKAMU JJISI JTbBE-
OJISIPHBIX TeMopparuii, Ho HecnenuuuHbiMu. B paborax
Epstein u coaBT. 110Ka3aHO, YTO rEeMOCHIEPUH-COEPKAIINE
Makpodar MosBJISIOTCS K TPETbeMY JIHIO, TIUK MPUXOIUTCS
Ha KOHEI[ HEJIEJIN, U COXPAHSIIOTCS B HEOOJIBIIIOM KOJIMYECTBE
B TEUEHME JIBYX MECSIIEB TIOCJIE eIMHUIHOTO HTTU30/1A.

BpoHxoanbBeossipHbIil j1aBak OblLJI UCIOJIB30BAH TAKIKE
IS IMATHOCTUKU AIbBEOIAPHO20 NPOMEUNH03a, AU30COMALb-
HblY O0Je3HEl] HAKONLEHUS, ZUCMUOUUMO3A U HEeOOCMAMOUHO-
cmu beaxos cyppaxmanma.

Fen u coaBt. nokaszasu, yto BAJI y sereii ¢ HopMasibHOI
UMMYHHOIT cuctemoil n ¢ M3JI nomor ycTaHOBUTDH JAMArHo3
TOJIBKO B 5 cirydasix 13 29: acrmpaiiyist Obljia BbIsIBJIEHA B TPEX
n nHbeKIMsa — B ABYX caydasx. Ilpucyrcrsue mmMbonnTos,
HelTpohuIoB Min 203uHOGUIOB cy3uno auddepeHinaib-
HBIN ararno3d y 15 desoBek. VcmpaBuTh AMaruo3 cTajao BO3-
MOYKHBIM Y BOCbMEPBIX HAIMEHTOB. DTH PE3YJIBTATHI TIOITBEP-
skmafot, yTo BAJI mpemocraBsiser mosnesnyio WHOOPMAIIAIO
y zereii ¢ I3JI, HO €ro cnocoOHOCTD BBISBIATH [EPBUYHBIE
HAPYIIEHVST OTPAHITIeHA.

BpoHX0abBeOSIPHbIN JIaBasK MOKET ObITh MCIOJIb30BAH
JUISL CCTIeJIoBaHNsT MexaHuaMmoB 3aboseBanust. Clement u
c0aBT. TpojeMoHcTpupoBanu, uro BAJI y mereit ¢ M3JI
COJIEPIKUT YBEJIMUEHHOE KOJMYECTBO KUCJIOPOAHBIX MeTabo-
JINTOB, OCBOOOKIAEMBIX ATbBEOJSIPHBIMU Makpodaramu,
1 yBEIMYEHHOE KOJTNYECTBO HHCYINHOIIOL00HOTO CBSI3bIBAIO-
mero daxrtopa pocra 2. Rhonchetti m coasr. coobummm
00 yBeJMYEeHNH KOJIMYECTBA IEHUCTHIX MAKPO(haros u yBeiu-
yeHun (hUGPOHEKTUHA, THATYPOHOBOI KHCIOTBI U aIbOYMIHA
Ha PaHHMUX CTaAuSAX OOJIE3HU, BO3PACTAHUU YUCJIEHHOCTH
JMMDOIUTOB — Ha TIO3/IHUX CTA/IUSIX.

ITH KCCJe0BaHUs TTIOKa3biBatoT, uTo npyu chILD serounas
TpaBMa MOXKET YACTHIHO BO3HUKATH U3-3a KICIOPOHOTO MOB-
peskeHust 1 uto B BAJI MOTYT ObITh BBISIBJIEHBI OTIPE/IE/ICHHBIE
npodubpoTuveckue cocraplsone. EcTh HE0OXOAUMOCTD
ITPOJIOJIDKUTD OTH HCCJIEIOBAHNUS, KOTOPbIE MOMOTYT OIpejie-
JIATh, SIBJISTIOTCST JIM 9TU OKa3aTe/In MpenKTopamMu (hubdposa.

VY nereit ¢ capkongozom Chadelat u coasr. manum, uto
BAJI coumepskana 060Jbliioe  KOJUYECTBO JUMGOIUTOB
¢ pocrom cootnomenuss CD4/CDS, uto anbBeossipible Mak-
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podaru 06JaIaI0T MOBBIIIEHHON CIIOCOOHOCTHIO BHICBOOOK-
JIaTh MepeKucH, 1 9ToT a(eKT yMeHbITaeTcst TToc/ie Ha3Haue-
HUSI KOPTUKOCTEPOUIOB. B IMoOCeayomux nccae0BaHusIxX
B TOU ke TpyIile nanueHToB Obia o6Hapyskena B BAJI pas-
JINYHON cTemnienu BeipaskenHoctu akcrpeccust 1L-1B, TNF-o,
IL-6, TGF-B, 4To He oT™MeYasoch B KOHTPOJILHOM TPYIIIIE.

Finally u coasr. y nereii ¢ runiepceHCUTUBHBIM THEBMOHMU -
TOM OOHAPYKUJIN yBeJUUEHUE KOJMYECTBA JUM(OIUTOB
B BAJL. B otiiume ot B3pocJibiX, He ObLIIO BBISIBJIEHO PA3HUIIbI
B cooTtHOmenun CD4/CD8 mexxy eTbMU ¢ TUTTEPCEHCUTHB-
HBIM ITHEBMOHHUTOM U €3 Hero, Ho ObLIO 0OHAPYKEHO yBeu-
YyeHMe KCIPecCU’ 4YesoBedecKoro Jyelikonurapaoro DR-an-
TUr€HA ¥ IOJbEM HATYPAJIbHBIX KUJLJIEPOB Y OOJBIIMHCTBA
MAIMEHTOB. DT UCCIIEOBAHUS IPEIIOTIOKUIM, UYTO KJIETOY-
HBIN 1 TIMTOKUHOBBIN podusin BAJI MoryT momods B olieHKe
OCTPOTBI U TSPKECTH JIETOUHOTO Tporiecca. OIHAKO TPOTrHO-
ctuyeckoe 3Havenue 3TuX DBAJI-KOMIIOHEHTOB HY:K/IA€TCs
B JIAJTbHENTIIEH IPOBEPKe.

Bo3MoskHasi HHTepIpeTanus KJI€TOYHOTO CO/IeP:KUMOTo
BAJI

Heiirpodubr:

o wHMEKINST HUKHUX [[BIXaTeIbHBIX IyTel (THEBMOHMS,

GpOHXUT, GPOHX0IKTA3BI);

® ACIUPAITMOHHBIN CUHIPOM;

e nuddysnpie anbeeossipubie nospeskaenus /OPIC.

Jo3uHODUIbI:

— JlekapcTBeHHO-uHAyImpyemere [[3J1;

— 903UHO(UIIBHBIE JIETOUHbIE GOJIE3HY;

— cungpom Yapra—Crpoccea;

— acTMa;

— QJIePrUYecKuil GPOHXOMYIbMOHATBHBINA MUKO3;

— mapasurapHas 00JIC3Hb;

— rpubKOBbIe GOJIE3HMU.

Jlunua-conep:kamue Makpodaru:

— IIPEITOIOKUTENBHO, HO O€3 I0Ka3aTeIbCTB, ACTTHPAITHSL.

Jlum¢onursr:

— pomunupytor CJI4 -KjIeTkn — capKouzos;

— pomuHUPYIOT C/I8'-K/IeTKN — JIeTOYHOI TUCTUOIIUTO3,
IAA, nexapcrBenHo-nHAyIMpoBanHasa [[3J1, KommareHo35I.

Pasnbie Haxoaku:

Kuerku, tunnynsie st 6oresun Humanna—ITuka.

Coxpawenus:

OP/[C — ocmpwuii P/[C

GM-CSF — zpanynoyumo-maxpopazanvivlii KOIOHUECTU -
MyaUpyrowui paxmop

PAS-periodic acid-Schiff

Tenernueckoe rtectupoBanue [2]. ¥V gereit ¢ chILDs
MOTYT OBITh BBISIBJICHBI HEKOTOPbIE MOHOTCHHbBIE HAPYHICHUS.
lenernyeckoe TeCTUPOBaHUE OOGBIYHO POBOJIAT B TOM CJIyUae,
ecsId y HallueHTa UMEIOTCA KJINHUYeCKUe, PA0oI0In4ecKue,
THCTOINATOJIOTNYECKUE TIPU3HAKYA T€HETUYEeCKUX [T0JIOMOK.

[IproOpUTETHOCTD, C KOTOPOU TEHBI TOJIKHBI OBITH TPOAHA-
JIN3UPOBAHDI, 3aBUCUT OT CJIEAYIONTNX XapaKTePUCTUK: 1aBHO-
cru 3a60JIeBAHs, THITA HACIEIOBAHMS, HAIMYNS BHEJETOY-

HBIX TiposiBiernil. [IpusHaku TsKeT0i THIIOKCEMUH, PECIT-
PATOPHOI HENOCTATOYHOCTH M JIETOYHOI T'HIIepTeH3UN
Yy HOBOPOK/IEHHBIX MOIYT ObITh Pe3yJBTATOM aJlbBEOJIO-Ka-
MUJISIPHON INCIIIA3UN ¢ AHOMAJIBHBIM PACTIOJIOKEHITEM
serounibix Ben (ACD-MPV) nnun myranmuu SFTPB, ABCA3
u, Boamoxkuo, SFTPC. ¥V wnoBopoxaennbix ¢ ACD-MPV
TaKKe MOTYT ObITh OOHAPY/KEHBI CEPIeUHbIE, TACTPOMHTECTHU-
HATBHBIE U YPOTEHUTATBHBIE MATH(HOPMAITHH.

CyriecTByeT Apyroii reHetudeckuii (heHOTHUII, KOTOPbIii
MOKET HPOSIBISTHCsT MO0 Kak I dysHoe JTeroyHoe HeoHaTa b
Hoe 3abosieBantie, MO0 HeCTIeU(BUICCKUMI PECIIMPATOPHBIMU
cumIroMamMu B GoJiee crapiieM Bo3pacte, U MaHU(eCTUPOBaTh
TUTIOTHPEO30M U/WJIM HEBPOJIOTMYECKUMU CHMIITOMAME (XOTST
OHWM MOTYT He TIPOSIBJIATBCSI B HEOHATATLHOM TEPHOJE). DTOT
(beHOTHUIT TIOSIBIISAETCST B pe3ysbTaTe MyTalldd TeHa B OIHON
u3 ayutesieit NKX2.1. Y mutazieniiies u ieteii I0MKoIbHOTO BO3pa-
CTa OTCTaBaHUe B PA3BUTHM, MMATOJOTIMIECKUE MTPU3HAKY JIETOU-
HOTO MPOTEUHO3a MOTYT ObITh CJIEJICTBUEM MyTAIMH B 0OEHX
amrensgx reHoB CSFF2RA, CSF2RB, xoaupyiomux ambda-
u/unm 6era-cyobeauHuipl peternropa st GM-CSE Tenernue-
CKOE TECTUPOBAHKE PEIKO OBIBAET OMACHBIM 1 MOKET OBITD IPO-
BEJIEHO [Isi ONPEJIEJIeHIsT TOYHOTO JIMarHo3a. JTO IO3BOJIUT
n30eKaTh HEHY/KHBIX MHBA3UBHBIX MPOIEIYP U XHUPYPIHYCCKIX
BMEIIATENTBCTB, & TAKKe TPEIOCTABUT BAKHYIO MPOTHOCTHYE-
cKyI0 nHGOpMAIMIO I ceMbr 1 Bpada. OIHAKO CTEIEHb YyB-
CTBUTEJLHOCTH U CIIENMMDUIHOCTH TEHETUYECKUX NCCIIEIOBAHII
y aereir ¢ chlLDs He Gblia JOCTATOYHO M3y4eHA, M MOITOMY
JIO;KHO-TIOTIOKUTENBHBIE U JIOKHO-OTPHUIATENHHBIE PE3YITBTATDI
MOTYT ObITh, XOTsI B 00IIEH BBIOOPKE MX YaCTOTA HU3KAS.

Jlerounas Guoncus [2,5]

[IpoBejieHvie JIETOUHON GHOTICUE € TIETBI0 YCTAHOBKH TOY-
HOTO INarHO3a HEOOXOANMO 7151 GOJIbITHHCTBA BUoB chILD.

B macrosiiiiee BpeMst «30JI0TBIM CTAHIAPTOM» JIJIsT TTOJTyYe-
HUSI a/IeKBATHBIX TKAHEBBIX OOPA3IIOB SIBJISIETCSI TPAHCTOPA-
KaJIBHBIN MOJXOT, JTHOO TyTEeM OTKPBITOI JIErOUHON GHOTICHI
(OLB), sm6o nyrem Buzeoropakockoruu (VATS). O6pasiibt
Guoricuu ciemyer Opath U3 y4aCTKOB, KOTOPbIE HaOOoJIee M3Me-
nens! 1o ganabiv KTBP u 6ponxockormn. O6pasiibl ciepyer
06paboTaTh COrTACHO TIPOTOKOJIY U He XPAHUTD B (hOPMaJTHHE
JUINTEJIHHOE BPEeMsI, OKM/Iasi aHAIM3a MHOT/IA B TeYeHUe Hejle-
s, Marepuas GUOTICHU CJIELyeT IOMECTUTD B KOHTEHHEPBI (e3
(bukcupoBanust U GBICTPO TPAHCIIOPTUPOBATH B JIAGOPATOPUIO
JUISE TIATOJIOTa, YTOObI Pas/e/IuTh Ha 06PasIbl.

Yr1o6bl  06€CIeYrTh ONTHUMAIbHYH WHTEPIPETAIIIO
Pe3yJIbTaToB, OMONTUPOBAHHBIN MaTepuas JOJUKEH ObITh
COOTBETCTBYIOIMM CIIOCOO0M 00paboTaH: CJiefyeT U3roTo-
BUTH OTIEYATKU M COXPAHUTH UX, UCIIOJIB3YsT HECKOIBKO CIIO-
€00O0B, C 1eJIbIO aJIbHEUIIEro MpoBeIeHUs CBETOBOW MUKPO-
CKOTIUHU, UMMYHOMDTIOOPECIIEHIINN U JAPYTUX UCCJIEIOBAHUI,
a TakyKe COXPAHWUTb B TJIIOTEPAJIbAEIUIE [Jisi MPOBEIEHUS
DJIEKTPOHHON MUKpocKormu (Tabir. 3).

Kpaiite Heo6x0anMO, 4TOObI Pe3yJibTaThl OHONCHU ObLIK
MHTEPIPETHPOBAHBI MATOJOTAMU, KOTOPbIE MMEIOT OIBIT
B 9KCIIEPTH3€e TATOJIOTHH JIETKUX Y JIeTeil, TOCKOJIbKY HOP-
MaJIbHOE JIETKOE Y MJIA/IEHIIEB SIBHO OTJIIYAETCS OT TAKOBOTO
y CTapIIuX JAeTell ¥ MOAPOCTKOB, U JHOOMY I1aTOJIOTY CIE/y-

Tabruya 3

O6paboTka 6GuoncuiiHoro matepuana y geteii ¢ U3J1

Muikpo6uonornyeckoe nccrnegoBaHue: Bupychbl, 6aktepun, rpubel, MrukobakTepum

BamopaxusaHue ans MLIP n MonekynspHbIX nccnegoBaHum

3aMOpa)KI/IBaHMe B KpnomMaTpukce Ans I/IMMyHOd)J'IIOOpeCLleHTHOFO nccnegoBaHuAa unn gpyrue uccrnegosaHua

CDMKcame B rmyTapanbgernge ans SJ'IeKTPOHHOVI MWKpocKonun

OTTVCKM ANA UMTONOrMU 1 GbICTpoii MHAEHTUMKALM OpraHN3MOB

AR |WIN|—

PacLuMpeHwe nyTem HEXHOro pacTsKeHWsI M pUKkcaLms B hopMarnivHe Ansi CBETOBOW MUKPOCKOMUK
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€T yMeTh MHTEPIPETUPOBATH HAPYIIEHNs B CBETE BAPUAHTOB
HOPMBI JIETOYHON apXUTEKTOHUKH B PA3JMYHBIX BO3PACTHBIX
rpyriax.

Kak u y B3pocibix, ncnosbdosanue VATS Bee vaiie crano-
BUTHCSI METOJIOM BBIGOPA [UJIs BBITIOJIHEHUST JIETOYHOI GHO-
NICUN Y JleTell, 1 MOANGDUKAIMS TOM TEXHUKH MO3BOJISIET e
[IPUMEHSITh Jake y MJaJeHneB. Fan u coaBT. B HEGOJIBIIOM
MIPOCIIEKTUBHOM HCCJIEIOBAHUY (JIETH C HOPMAJIbHBIM UMMYH-
HpiM ctarycom n M3JI) mokaszanmu, 4TO AMATHOCTUYECKUI
BBIXOJl B TPYIIIE, B KOTOPOI € IEJIbIO MTPOBEIEHNsT OUOTICHI
serkux ucnoabzosamn VATS, coctaBur 54% u OBbLT CpaBHUM
C TPYIIIOiL, B KOTOPOIi ¢ 3T0M T1esbio mpumensiin OLB (57%),
HO YPOBEHb CMEPTHOCTU B IIEPBOM CJIydyae ObLI HITKE.

Hekoropbie BpaueGHbIe KOMaH/bl TPUMEHSIIN OPAJIbHbIE
KOPTUKOCTEPOU/Ibl (€3 YCTAHOBKU TOYHOTO JMArHO3a, OCHO-
BAHHOIO Ha OUOICHM JIETKUX (BCJEIYI0), U IIPOBOAUIN €€
TOJIbKO Y JleTell, KOTopble He OTBevyaau Ha Tepanuio. B To xe
BpeMsI Psijl YUeHBIX He MOJ/IEP;KUBAIOT 3TOT Noaxo/. Bo-nep-
BBIX, C COBPEMEHHOI XUPYPTUUECKOU TEXHUKOW CMEPTHOCTh
OT JIero4HOi Guoricuu oveHb Masa. Bo-BTOpBIX, MHOrHE
chILDs crepou-pesucTeHTHbI, a €CJIM KMEET MECTO CKPbITas
Hepacro3HaHHasi HHMEKIHSL, TO CTEPOUIBI MOTYT OBITh JIaKe
BpeaHbIMU. B-Tperhux, 1mo6oumbie 3hQEKTh BHICOKUX /103
CTEPOUJIOB MOTYT ObITh 3HAUMTEIBHBIMU, 1 OHU MOTYT OCJIOK-
HSTH XUPYPrUYECKYI0 IIPOIEAYPY OUOICUU, TIPOBEAEHHYIO
ocJie BBICOKO/IO30BOI CTEPOM/IHOI Tepariu. B-ueTBepThIX,
cyuecTByer creruduueckas tepanus st ocobbix chILDs,
U OHA HE MOJKET ObITh MPEJIOKEHA, €CIIU [UarHO3 HE YCTAHO-
BJIeH. B-TIATBHIX, HEKOTOPbIE COCTOSIHISI UMEIOT TeHETHYECKYIO
OCHOBY, U €CJI KOHKPETHBIII ANarHo3 He Oy[eT yCTaHOBJIEH,
CeMBbsI MOJKET IOTepsTh BakHyIo mH(popmarmo. CoraacHo
PyxosozctBy (2013 rox) American Thoracic Society, zezou-
nas 6uoncus 0oaicHa 6oimy GbINOJHEHA Neped CAeNbiM KYPCOM
JIeUeHUsL, 34 UCKIIIOUEHUEeM CYUaes, K0z0a pebeHoK Haxo0umcst
8 OUEHL MSANHCENOM COCMOSHUL ULU KOHKPEMHbILL OUazHO3 Obiil
noomeepacden pyzoil mexnuxoi [2].

Jleuenue nanuentos ¢ N3JI [1,2,5,7]

He cymiecTByeT paHIoMU3MPOBAHHBIX [BOWHBIX CJIEIBIX
1ae60-KOHTPOJTUPOBAHHBIX UCCIEIOBAHUI B TEANATPHH,
nocesmenubix  M3JI. TakuMm 06pasoM, pPeKOMEHAIMH
[0 BeJleHUI0 ¥ JiedyeHuto muazexiies ¢ M3JI 6asupyrorcs
Ha BBIOOPKE WJIH JIOKA3ATEIbCTBAX HIU3KOTO YPOBHSI.

OxcureHamus

Kucnoponorepanus HazHayaeTcsi B CJaydae HaJIUdus
IUIIOKCUU Y pebeHKa 1 9TO, TI0KaNYii, TOJBKO 0HO Oeccrnop-
HOe yTBepJKIeHe, Kacaioleecs JedeHus. B mpoTuBHOM cary-
Yae, ecJii peGEHOK XOPOIIO ceOst 4yBCTBYET U HOPMAJIBHO Pas-
BUBAETCSI, OHA MOJKET ObITh 1 HE HA3HAYEHHOMU, HATIPUMEp st
MAIEeHTOB ¢ HeMPOHIOKPUHHON TuiepIiasueil. Y HeKkoro-
poix gereir ¢ M3JI nabuiroaercsi COHTaHHOE YJIydIleHIe
CO BPEMEHEM, ¥ OHU YXOJISIT OT I0TAIMN KICI0opo/a 6e3 Beo-
MOTaTeJIbHOTO JIEYEHUSI.

Jleyenne, KOTOpoe cienyeT PaccCMOTpPeTh B ciydae
OTCYTCTBHSI TOYHOTO TUArHO3a

ITOT pasjies1 OTHOCUTBCA K ieckBamaTuBHoit VT n necrie-
mnpuaeckoit U1, IPFE xorna mexamniast B ocHOBe TpUYMHA He
ObLia ycTaHoBJ/eHa. TepalieBTuueckumM BbIOOPOM B 3TOM CJIy-
qae SIBJISTIOTCST KOPTUKOCTEPOUJIbI, TUPOKCUXIOPOXHIH U JIPY-
THe IUTOTOKCHYECKUE areHTHI.

Koprtukocreponanas Tepanus

B 3aBucumoctu ot tspkectu 'KC naznauaiorcest mepopasib-
HO WJIA METOJIOM TTyJIbC-Tepanuu. J{03bl 1 JIUTENTbHOCTD MOTYT
OBbITh OCHOBAHBI Ha COOCTBEHHOM OIbITe. Yalle MCmoib3yior
Metuanpeann3onon, 500 Mr Ha M’ B TedeHHe TpeX IHEH
TIOZIPSI/I, 3aTEM OJIMH Pa3 B MECSIIL IYJIbC B TAKOI JKe 7I03€e B Teue-
Hue mectn MecsteB. Mexny mysabcamu opasibibie ['KC we Ha-
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3HAYAIOT, €CJIM ATO BO3MOKHO, €CJIN HET, TO CTAPTOBas OpaJib-
Hast 103a MOKeT ObITh 0,5 Mr Ha 1 KT [IpeIHI30JI0Ha Yepe3 [EHb.
Eciit opasibHbIi TPEIHU30JI0H JIaH ¢ CAMOTO HAuaJIa, CTapTOBast
71032 COCTABJISIET 2 MT Ha 1 KT B JIeHb CO CHIDKEHUEM J[03bl II0cJIe
nosrydenus: orera. CyIecTBYIOT HEKOTOpbIe cooOmeHus: 06
ncnosb3oBannn narananuonueix ['KC kak repanmu moaiepx-
KM, HO JIOKA3aTeJbCTBA, YTO OHU 0CEIAIOT B a(h(DeKTUBHOII 103€
B IMCTAJIbHBIX OT/eJIaX OPOHXOB, CKY/HBIE,

CJ10:KHBIM TepareBTHYECKUM PEIIeHUEM SIBJISIETCS Olpejie-
sierne 3HEeKTUBHOCTH CTEPOU/IHOI Tepalinii U BpeMeH! Hava-
Jla CHUKEHUSI [103bl, 4TOObI M30eKaTh OO0UYHBIX 3(PPEKTOB.
Crparerusi, nmeronas 6e3/0Ka3aTelIbHYI0 OCHOBY, TaKOBA:
MOIIBITATBCA TIPOBECTH TPH I1yJIbCa METHJIIPEAHU30J0HOM,
U €CJIM 3TOT 0OBEM TePAITUK He TIPUBEJI K YIIYUIIIeHUIO, CYUTATD,
YTO JIMMUT TIOJTB3BI CTEPOUIHON Teparyt ObIT TOCTUTHYT.

Tunpoxcuxiopoxun

ITOT aHTUMAJAPUITHBII Npenapar umeer HeOOJbIION
UMMYHOJIOTHYeCKUi 3 eKT, KOTOPbIi MOKET ObITh 103~
oM gersm ¢ M3JI. B ogHoM HEGOJIBIIOM HCC/IeI0BAHUE
ObLIM  [IOJIYYEHBl JI0KA3aTeNbCTBA €ro a(GheKTUBHOCTH
u xoportueii GezonacHocTu. VIMEIOTCS OTYETHI, B KOTOPHIX
MOKa3aHO OCJIOKHEHME B BUJIE CJICTIOTHI TIPU €r0 IPUMEHEHNN
npu IPE IlpakTrika mokasbiBaeT HeOGXOANMOCTD TTPOBE/ICHNUST
0 TaIBMOJIOTNYECKOr0 OCMOTPA B Hauasle JedeHus. meercs
HEKOTOPBII ONBIT A00aBIEHUS THAPOKCUXJIOPOXMHA, KaK
BCIIOMOTATEJIbHOTO Ipenapara, K CTEePOMHOI Tepanun
y narenTtos ¢ VM 3J1 na aramne cHUKEHUS /103 TOCIICIHIX.

JIpyrue nuTOTOKCHYECKHE PenapaTsl

JlokazaresbctBa 3hPEKTUBHOCTY TIPUMEHEHMS 1UTOCTATH-
kOB HeyOexutesnbHbl. CyIIeCTBYIOT —OT/€IbHbIE OTYETHI
1 MaJICHbKHE IPYIIIOBBIC MCCJIC/IOBAHUS, MTPOIIAran/MpyIone
A3aTHOIIPUH, METOTPEeKCaT, IUKJIOCIIOPUH 1 ITa3Modepes, Koraa
creponyipl He adderTuBHBL. OIBIT HEKOTOPBIX MCCIe0BaTe el
OTHOCHTEJIBHO ITPUMEHEHUS 3TUX TIPENapaToB MOYTH HOBCEMe-
cTHO TevasbHblil. HemaBuee uccienmoBanue mokasaso, 4To
6-MEpPKAIITOITY PUH MOKET ObITh MOJIE3HBIM Y HalueHToB ¢ IPE

Jleroynasi TpaHCIIaHTAIUSA

TpancrianTanust Jierkux Oblia YCIEIIHO IpOBefeHa
HebOTBIIOMY KOTH4YecTBY aeteit ¢ M3J1, omHako He B epHo-
Jle HOBOPOSKIEHHOCTH, 4allle B CTapIleM BO3pacTe.

[Ipu ructuonurose Jlanrepranca PHUCK OTTOPKEHUS
TPaHCIUIAHTATA Y TAllMEeHTa MUHIMAJICH.

Jleyenne cnenudpyecKkux COCTOSTHUN

Poct pocrynnoctu crenuduyeckoil Tepanuu ABJISAETCS
CYIIECTBEHHON IPUYMHON ITOCTAHOBKU TOYHOTO JMAaTHO3a.
ITU BU/BI Tepaluyd MMEIOT MOTEHIMAJIbHYIO I0Jb3Yy, HO
U BBICOKYIO CTOMMOCTD, U TsiKeJIbie 1060uHble a(hhEKTHI, 4To
CBU/IETEIBCTBYET IIPOTUB MX GECIOPSIZI0YHOIO HA3HAUCHMS,

Jpa Myranuii-crennduueckoil Teparnm ToJIbKO HauMHa-
ercst, naripumep PTC124 (atamypen, CIIIA) — cpenctBo st
KOPPEKIMHU FeHeTHYeCKNX 3a001eBaHNUIT, CITPOBOIIMPOBAHHbIX
MpesK/IeBPEMEHHOI OCTAHOBKOW KOJIOHA.

TimepcencuruBHblii mHeBMOHUT. XoTs Jiedenne [KC ocra-
€TCsl BAKHBIM, BBIBJICHNE M YCTPAHEHHE ajljlepreHa B 3TOM CJIy-
yae sBJAeTCs QyHaMeHTATbHBIM TPUHITAIIOM JICUCHHUSI.

Ipanynomato3 BereHepa u HeiiTpodHIbHBII MyJIbMO-
HAJIBHBIN Kamwuisiput. B aToM ciyuae 1esiecoobpasHa myJibc-
teparmus 1ukiaodochamuaom. /i pedpakTepHbix ciydaen
BO3MO’KHO MCIIOJIb30BaHuEe aHTH-B-kierouynoii Tepamnum,
anTu-CJ[20 MOHOKJIOHAJBHBIX AHTUTE] — peTyKcumao.
[lorennnmambHasg TOKCUYHOCTDH 3TOU Tepanuu MpepoTBpalia-
ercst 000CHOBAaHHBIM TIPUMEHEHHEM.

Crparerusi npumenenusi antu-OHO-repanuu npu cap-
KOM/I03€ U IPYTUX COCTOSTHHSIX

Vcnosb3oBatnue JTaHeplenTa B KOMOMHAIIMU C METO-
TPEKCATOM Mpu pePaKTEPHOM CapKOMI03€e UMeeT HeyOenu-
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TenbHble ocHoBaHusA. Knunuueckumu (opmamu U3JI, npu
KOTOPBIX YCHEITHO MOKET IPUMEHATHCS 9TaHePIIENT, SBJSAIOT-
51 Y3€JTKOBBIH TIOJIMAPTEPUNT U PeJIKNe BaCKyJIUThI. Ecim ara-
Hepuent HeaGeKTUBEH, TO MOKHO TMOIBITATHCS TPUMEHUTD
unduukcnMab. Y B3POCIbIX TAIUEHTOB CYIIECTBYET OOIbIIast
6a3a JIAHHBIX IPUMEHEHUST ATUX OUOJOTHIECKUX MPETAPaTOB.

JlerouHoii aibBeoJsAPHBIN NMPOTEeUHO3. JleyeHnne 3aBUCHT
OT OCHOBHOH IPUUMHLL Panee ycrenrHo nmpuMeHsIcs jaBask
TB/l 6ombiiumu 06beMaMu, B HACTOSILIIEE BPEMSI UCIIOIb3YIOT
WHTAJISIIAN W TTofIKoskHoe BBesienne GM-CSF (Tpanymno-mo-
HOTIUTApHBIN KOJIOHWeCTUMYIupyiomuii daxrop). B pedpak-
TEPHBIX CJYUYAsIX MOXKET ObITh HA3HAYEH PeTyKCUMaO.

Tuctuonuros Jlanrepranca. Xotsi 370 COCTOSAHUE SBJIS-
I0TCs MYJIBTUCHCTEMHBIM 3200JI€BAHIEM, Y JI€Teil OIUCAHbI
caydan ¢ IOMUHUPOBAHUEM MATOJIOTUH JierkuX. [{urtorokcu-
uecKast Tepalusi — 3TO Tepalus Bbibopa st 0beux Ghopm.

MonutopupoBaHue Je4eHHs U TPOrpecCHpPOBAHUSI
COCTOSIHHA.

Y crapmux jieteil, KOTOpble MOTYT BBIIIOJIHUTD JIETOY-
HbI€ TECThI, OHU SIBJSIOTCS TEXHUKOU BbIOOPA /I MOHUTO-
pPUPOBAaHUSA JIEYEHUS M IPOrPECCUPOBAHUSA COCTOSTHUSA.
VY MajieHbKuX jieTeil 00BIYHO MPOBOIUTCS MOHUTOPUPOBA-
HUE OKCHTeHAIMN KPOBH (IYJIbCOKCUMETPHS) B TeueHue
Houu. Pentrenorpadus B atom mniane manoahdeKkTuBHa.
Mosxno wucnonb3oBath noBropubie KTBP B pexume msr-
KOl pajinaiMOHHON HATPY3KH. B GOJIBIINHCTBE CydyaeB He
MPUMEHSIOT TOBTOPHBIE OpoHxockonuu. Vckiaouene
COCTaBJISIET JIETOYHOI reMopparndecKuil CHHPOM, B ClIydae
KOTOPOTO OHA MOJKET OBITh Iejiecoobpasta y AeTeii B mepuo-
ne pemuccuu, 4ToObl YyOEAUTCS B OTCYTCTBUU CKPBITOTO
npojosKalonierocst kpoporedenus. [losropenue serounoit
OGUOTICUY MOKET MPOBOAUTHCS TOJBKO B CAMbIX MCKJIOUM-
TEJbHBIX 0OCTOSATENbCTBAX.

JUTEPATYPA

NCX01 [5,7]

[Mpornos maa pereit ¢ WM3JI pasznuunbiit. MiageHIibr
¢ NEHI njiu J1erouHbIM TIIMKOT€HO30M 00BIYHO UMEIOT XOPO-
Wi TIPOTHO3, XOTS Y HEKOTOPBIX MOTYT COXPAHSITHCS CUM-
[TOMBI U TIOTPEOHOCTD B KUCJIOPOJOTEPAIINK B TEUEHUE [N~
TesbHOTO BpeMeHu. C Apyroil CTOPOHBI, HOBOPOK/EHHDBIE
u muagentnsl ¢ SP-B n #exoropeimun mytanmamu ABCAS3,
a takske getu ¢ U3J1 u ¢ 3a7ep:KKOi pocTa, JIETOUHOU THUTIEP-
TeH3uel u TsKeJabIM (hUOPO30M, MMEIOT ILIOXOI TPOrHO3.

Fan u Kozinetz posoxunim 06 ncxozax 99 gereii ¢ pasiny-
HeiMu popmamu M3J1, Habmonaembix B Jlensepe, Komopazo,
B rteuerne 15 jer (1980-1994). M3 uux 83% mepexuan
24 Mecdna OT IIOCTAHOBKU JUarHosa, 72% — 48 mecdies
n 64% — 60 mecses. Bouio 3apernctpuposano 15 cmepreit.
N3 KAMHMYECKUX CUMIITOMOB, KOTOPBIE TIPUCYTCTBOBAJINA Ha
MOMEHT OCMOTPa, ObLIN TIPOTHOCTUYHO 3HAYUMbBIMU CJIE/Y 0~
1IUe: BeC HUZKe 5 — T'0 [EPLEeHTUIs], XPUIIb B JIETKUX, «6apa-
GaHHbIE AJIOYKU», OTSTOIIEHHbIN CeMeHbIIT aHaMHe3.

[IpOMOIIKUTENBHOCTH CUMIITOMOB He Oblia CBsA3aHa
€O CHUZKEHMEM BbIKUBaeMocTu. VI Hao6opoT, TsskecTh 60J1es-
Hu (eMoTpu TabuL. 1) 4eTKO KOppeIupyeT ¢ UcxooM 3abosie-
BaHUSL: C yBesindeHneM 6ajijia ¢ BbICOKOI BEPOSITHOCTBIO yMe-
HBIIAETCS BBLKUBAEMOCTD.

Hacrosmmii MmaTepuas SIBJSETCS OIBITOM MEXK/IYHAPO/I-
HOTO COTPYyJIHMYECTBA Bpaueil pas3HbIX Cllel[uajJbHOCTeH,
KOTOPOE TI03BOJIUJIO COOPATD JOCTATOYHBIE KOTOPTHI MaIl[HeH-
TOB C OIIpe/IeJIEHHBIMUI HO30JI0rnYecKuMy hopMaMu 1 IIpoBe-
cTi KaMHWYeckuit ananmm3. [Ipoposskatoniecs ¢ynmaamen-
TaJIbHbIE MCCJICJOBAHMS MTPEACTABAT JI0KA3aTEIbCTBA HOBBIX
MexaHusMoB rarorenesa M3JI (B ToM 4ymciie TeHeTHYEeCKUX),
a 910 B OyAyIlleM OpHUBEAET K OOHAPYIKEHUIO 3HAUUMBIX
MOKJTMHIIECKIX MaPKEPOB 3a00JIEBAHMS 1 BO3MOKHOCTEH MX
TEPANeBTUYCCKOTO PEryJIMPOBAHUS.
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IHTepcTUUiHi 3aXBOPIOBaHHS NereHb y Aiten (orngn iHo3eMHOoI nitepartypm)

YacTtuHa 3. O6cTexeHHs aiteii 3 nigo3poio Ha 13J1, a TakoXX NPUHLMNMK TX NlIKyBaHHSA

O.M. OxotHixoBa, T.M. Tka4oBa, 0.1. lop6atiok

HaujoHanbHa akagemisa nicnagunaomHoi oceith im. MN.J1. LWynuka, m. Kuig, YkpaiHa

B ornagi BUCBITNIOKOTLCA AOCATHEHHS AWTAYOi MynbMOHONOrii 3a ocTaHHi 10 pokiB. HaBoautbCs iHopMaLUis LWOAO Knacudikauii iHTepCTULiiHuX
3axBoproBaHb neredb (13/1) y ditei, nifxofis 40 [iarHOCTUKM, KNIHIYHOI KAPTUHW i TaKTUKK NiKyBaHHS [eAKWX HO30M0ri4HMX oauHnupe. Ocobnusa ysara
NPUAINAETLCA HOBUM KANiHIYHAM chopmam y [iTei MOMOALLE [BOX POKiB. CTaTTa NoAineHa Ha Tpy YacTuHK. Y 1-i YaCTWHI HalaeTbCa MaTepian, NPUCBAYEHNIA
KnacudikauinHuM nigxofam Ta OKPEMUMM HO30M0rYHUM OANHNLAM I3]1, fKi 3yCTpiYatoTbCst NepeBaXKHO Y HEMOBNAT; 2-ra YacTHA BUCBITHOE 3aXBOPHOBAHHS
[iTen 6iNnbLL CTpLUOro Biky (2—18 POKiB), y KMiHIYHIA KAPTUHI AKUX € XPOHIYHWIA NIEreHEBUI NapeHXiMaTo3HNIA NPOLEC; Y 3-i1 YaCTUHI HABOAUTLCA iHdopMmaLis
040 MEeTOZiB Ta NiAX0AiB A0 AiarHOCTIKM, @ TAKOXK CTpaTeris NikyBaHHS.

Knto4oBi ¢noBa: iHTepCTULiliHI 3aXBOPIOBAHHS NereHb, AiTW, Knacudikauis, AiarHoCTuKa, 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

O0.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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