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BeneHve peten nepBbiX ABYX JIET XXU3HU

C HTepcTuumnaJibHbiMmun 3a0051IeBaHUAMM NIerkux
(no matepuanam OdbunumansbHoro NMonoxeHns AMepukaHckoro TopakasnbHOro
O6wecTBa: «<KnnHnyeckoe pykoBoacTBO: knaccudpukaums, oocnengosaHme
M BegeHue MNageHUEeB C MHTepCTULUanbHbIMU 3a0051eBaHNAMM NIErKNX»)

HaunoHanbHasa MeguumMHCKaa akagemus nocnegmnioMHoro obpasosanus um. MN.J1. Wynuka, r. Kues, YkpanHa
SOVREMENNAYA PEDIATRIYA.2016.1(73):17-27; doi10.15574/SP.2016.73.17

Buumanuio uumameneii npediazaemcs nosoe pykosoocmeo Amepuxanckozo Topaxanvnozo Obwecmea (onybauxosano:
Am J Respir Crit Care Med Vol 188, Iss 3, pp 376-394, Aug 1, 2013) no eedenuro demeii mraduie 08yx jem ¢ CUHOPOMOM
UHMEPCTUUUATLHOZ0 TOPAICEHUs. JIeZKUX, KOMOPLLL Xapaxmepen O0as 60bu020 KOIUUECEA HO30L02UUECKUX (OPM.
Ham npedcmasnsemcs, umo 6 c6sa3u ¢ omcymcmeuem 6 YKpaune pexoMenoameivivix O0KYMeHmos, pPeziamMenmupylouux
QuazHOCMUKY U JeveHue NAyuenmos ¢ UHMepCmuuuaivhvimu 3abonresanusmu aeexux (U3JI), dannas ungopmayus 6yoem
NOJLE3HOT He MOLBKO NeOUAMPAM, HO U OEMCKUM NYLLMOHOL02AM, MOPAKALLHBIM XUPYP2AM, HEOHATNOL0ZAM.

Humepcmuyuanvivie sabonesanus reekux (M3J1) y mradenuyes u demeil exniouaiom 6 cebs 601owoti cnekmp pedkux 6oesmetl
ObIXamenbHbIX nymet, KOMopvle NPeUMyuecmeenno S6As0mcs XPOHUMECKUMU U CBA3AHbL C BbICOKOU 3a60.1e6aeMocmvio
U CMEPMHOCMBIO.

B nociednee spemst 603pocio pacnosnaganue u nonumanue Kiunuueckux gopm U3J1 y maadenyes. dmu gpopmor omiuwaromest om
Maxosvix y demetl cmapuiezo 603pacma u 3pOCibix.

B pamxax Amepuxarnckozo Topakanviozo Obwecmea 6viia co30ana MyAbMUOUCUUNIUHAPHAS KOMAHOA 6pAuell ¢ Uedvio
paspabomku Hayuno 060CHOBANHOU KIACCUpUKauuU u pykosodcmea no duaznocmuke u eedenuto demeii ¢ U3J1, xomopoe,
6 OCHOBHOM COKYCUPOBANO HA HEOHAALLHVIX U MAAOeHYeckux (00 08yx em) Gopmax.

Hewvio dannoti cmamvu seasiemcst 0030p 0CHOBHBIX NOJONCEHUL IMO20 PYKOsodcmea. Mngopmayus, usnoxcennas ¢ cmamoe,
6yOem nonesnotl Osi HeOHAMOL0208, NEOUAMPOB U OeMCKUX NYIbMOHOLI0206.

Kntoueevte cnosa: Kuunuuecxoe pyrxosodcmeo ATC, ummepcmuyuaivhvie 3a00ne6anus Jezkux, 0emu, KIACCUDUKAUUSL,

8uazuocmu1ca, Jeyenue.

MHTepCTI/IL[I/IaJIbeIe 3abosesanus gerkux (M3JI) —
9TO TeTeporeHHas rpyria HaToJOTHYECKUX COCTOS-
HUH, /711 KOTOPbIX XapaKTePHO MPOTPECCUPYIOIIee TTopaKe-
HUE JIETOYHON MTaPEHXUMbI M HAJUYNe PEHTTEHOJIOTHYeCKOTO
CUHJ/IDOMA JBYXCTOPOHHEH ucceMUHalUU. BosbImmHCTBO
U3 HUX SIBJISIIOTCS JIOCTATOYHO PEIKUMH, OJHAKO B AMOXY Oyp-
HOTO TEXHUYECKOTO MPOrpecca U 3arpssHeHus] OKpyKatomiei
Cpejibl BCe yalie JeTCKUe BPauu CTaJIKMBAIOTCS C 9TOI 11aTO-
Jorueil. Bmecte ¢ TeM HHM3Kas paclpoOCTPAHEHHOCTb ITUX
COCTOSIHUI NTPUBOJINT, C OJJHON CTOPOHBI, K OTCYTCTBUIO pat-
JIOMU3UPOBAHHBIX UCCJIEJOBAHUIL 110 MOBOLY OOCJIEI0BAHMS
n siedenus jereit ¢ I3JI, a ¢ 1pyroit — K HU3KOMY YPOBHIO
3HAHMIT CPe/IN TIeINaTPOB.

Jlureparypuble gaHHble CBUJETEJALCTBYIOT O TOM, YTO
B 9TOil rpyiie 3a00JieBaHUll [MATHOCTUYECKUE OUMOKU
BeTpevaioTest B 75—-80% ciyuaeB. AleKBaTHAS CIIETIUATIA3H-
pOBaHHast MOMOIIb UM OKa3bIBaeTCs1 00bIYHO yepe3 1-2 roga
1ocJe BO3HUKHOBEHMS IIEPBBIX CHMITOMOB, YTO HPUBOJIUT
K HU3KO a(HEeKTUBHOCTU JIeYeHUST U XY/IIIIEMY TIPOTHO3Y.

OnHaKo cIemyer OTMETHTD, 9To 3a tocaeanne 10 mer, 6a-
rofiapst TEXHMYECKUM JIOCTHIKEHMsIM B 06JacTu 00cieoBa-
HUS MaJEeHbKUX TIAIMEHTOB, B cTpaHax 3amnajgHoil EBpormb
u CHIA npousomen npopbiB B usydenun M3JI, ocobeHHO
y zereil panHero Bozpacta. OTBIT MOKa3aj, 4TO MMEIOTCS
CYIIeCTBEHHbIE pas3inynsd B (GopMax, TeUCHUH, ITUCTOJOTnYe-
CKUX 0COGeHHOCTSIX, mporHosze M3JI y mereil m B3POCHBIX.
Hamnpumep, camas yacras popma M3J1 y B3pocsbix — 00bId-
Hag WAMONATHYECKAasd WHTEPCTUIIMATbHAS [THEBMOHMS
(UII) — kpaiine peiko BCTpevaeTcss y [eTeil, U TOJIbKO
B IIOJIPOCTKOBOM Bo3pacte. B To ske Bpems y siereil umerorcst
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opmbl, KOTOPBIE He BCTPEYAIOTCS Y B3POCTBIX, TaKUe Kak
HEHPOOHIOKPUHHAS THIIEPIIa3us MJIAJCHIIEB, JETOYHON
MHTEPCTUIUATIBHBIN TITUKOTEHO3.

[lo cux nop cynecTByOT Pa3HOIIACUs B TEPMUHOJIOTHH
JaHHBIX 1poiteccoB. [loHsTHE «IUCCEMUHUPOBaHHBIE 3200~
JIEBaHMs JIETKUX» YYUTBIBAET JIUIIb OJAWH, XOTS U OYEeHb
BaKHBII, TPU3HAK — PEHTTEHOJIOTMYECKUN CUHIPOM JIErou-
HOIl [UCCeMUHAIINNY, HO He YKa3blBaeT Ha CYLIHOCTD IIPolec-
ca. B Hacrosiee Bpemsi HauboJiee pacipoCTpPaHEHHBII
B MUDE TEPMUH /It 0603HAYEHMsI OTON IPYTITBI Hoie3Hei —
«HHTEPCTHIATbHBIE 3a00seBatust Jerkux». OHAKO 3TO
HOHATHE TaKKe He JIMIIEHO HeJOCTaTKOB: OHO OIlpejeJiseT
[IPENMYIIIECTBEHHOE TOPAKeHe UHTEPCTUIUS, B TO BPEMSI
KaK caMble Cepbe3Hble M0 CBOUM MCXO/aM TIPOIECCHI ITPOHC-
XOZIAT B MapeHXNMe JIETKOTO ¢ HepeJKIM BOBJIeUeHIEM BO3-
JYXOHOCHBIX TryTeil. CyliecTBYIONMil paHee TepMUH «uh-
(y3sHble MapeHXuMaro3Hble GOJIE3HH JIETKUX» aKIEHTHPO-
BaJ BHUMAaHHE HAa MAPEHXUMATO3HOM IOPA’KEHUH JIETKUX
(ampBeosTE), KOTOPOE SIBISAETCS CTEPsKHEM KIMHMYECKOM
CUMITOMATUKH.

Hecmotpst na monumMopdusM KJINHUKO-MOPGhoJIorinye-
ckux nposaernii I3J1, 1y Bcex XapakTepHO PeMOIYJINPO-
BaHUe JIETOYHBIX CTPYKTYP € pa3pacTaHUueM COeJINMHUTENTbHON
TKaHU B JIEFTOYHOI TTAPDEHXKMME, YTO IIPUBOJUT K YTOJIIECHUIO
AJIbBEOJIO-KAIMJLISIPHON MeMOpaHbl, ajlbBEOJISIPHBIX TIEPErO-
POJIOK, OOJIMTEPAIINI ANBBEOJI M KaMJUISIPOB (hrbOPo3HOil
TKaHbO U jAe(opMalui AUCTaIbHBIX OPOHXMOJ. B Hauae
3abosieBannst MOpPGOJOrHYecKass KapTHHA COOTBETCTBYET
6oJIblIle AJIBBEOJIUTY, 110 MEPE IIPOTPECCUPOBAHISI TIPOUCXO-
JIAT MOCTENEHHOEe HAPACTAHUE WHTEPCTUINAIBHOTO (hrubpo3a,
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Tabnuya 1

00630p MeTo[010IUIA, KOTOPbIE NPUMEHSANUCH B Noarotoeke Pykosoactea ATS

MeTog

Het

Oa

Mon6op 3akoHoAaTeNbLHOro opraHa:
— BKJII0YaM 3KCMEPTOB KIMHUYECKWX W HEKIIMHUYECKUX AUCLIMMIINH; +
— BKJ/IKO4anun oTaesnbHbIX KNMMHULUMCTOB, KOTOPbLIE NpeacTaBnsanm 0630pbl nauneHToB; +

— BKJ/IO4ann MeTOAMCTOB COOTBETCTBYHOLLINX 3KCNEepTn3 (ﬂOKyMeHTMpOBaHHaﬂ 3KCrnepTn3a, KoTopasa nposoguniacb METOOOM CUCTEMHOIO +

aHanusa ong yctaHoBneHus [okasaTtenbHol 6a3bl 1 pa3p360TKI/I OCHOBaHHbIX Ha 3TUX AOKa3aTesibCTBax peKOMeH,U.aLl,I/IVI)

JlnTepatypHbIn 0630p:

— BbINOMHANCA B COTPYAHNYECTBE C GUONNOTEKON; +

— WCMOMb30BaNMNCh MHOrMe 3NEKTPOHHbIE 6a3bl AaHHbIX; +
— ncnonb3oBancs 0630p CnpaBoYHOrO NepeyHs 0ToBpaHHbIX cTaTen +

[okasaTenbHbIA CUHTES:

— 3apaHee 6bINy onpefeneHbl KPUTEPUN BKIKOYEHNS U UCKITHOYEHNS; +

— NpoBOAMNach OLeHKa VICCJ'Ie,E[OBaHVIVI C LieNbio BbIABNEHUA NPUYNH NPEeaB3ATOCTH, +
— NPOBOAMNOCH YTOYHEHWE COOTHOLLEHUE MONb3bl U Bpeaa; +

— ucnonb3osaHne PRISMAT*, 4T06bl NPUMEHUTL CUCTEMHBIN aHanus; +
— ucnonb3oBaHne GRADE**, 4To6bl onucaTth Ka4eCTBO [10Ka3aTeNbCTB +

O6pasoBaHne pekoMeHaaLuii:

— ucnonb3osanne GRADE , 4T06bl OLEHWUTb CUNYy peKOMeHaaLuii +

IIpumeuanue: *PRISMAT — Preferred Reporting Ttems Systematic Reviews and Meta-analyses; GRADE — Grades of Recommendation,

Assessment, Development and Evaluation.

a B TEDMHUHATIBHON cTamuu — (hOPMUPOBAHIE «COTOBOTO JieT-
KOTO», [IMCILIA3MsI SITUTENIUST AJIbBEOJI U MEJIKMX GPOHXOB.

B 2013 romy B pamkxax AmepukaHckoro TopakajbHOTO
OobmiectBa OblTa co3laHa MYJIBTHIMCIIUTIIMHAPHAST KOMaH/Ia
Bpayeil ¢ 1eJIbIo Pa3paboOTKM HAYYHO 0OOCHOBAHHON KJIaCCH-
buxanuu u pyKoBOJCTBA 10 UATHOCTUKE U BEIEHUIO JeTei
€ WHTEPCTUIMAIBHBIMU 3a00J€BAHUSIMU JIETKUX, KOTOPOE,
B OCHOBHOM, ObLIO CPOKYCHPOBAHO HA HEOHATAJIbHBIX U MJIa-
JleHYecKux (/10 ZByX JieT) hopmax.

Ilenwvto nannoii CTaThy SIBJSETCST O3HAKOMJIEHNE TTUPOKO-
ro KpyTa Bpaueil rmeguaTpuaeckoro Mpoduisi ¢ OCHOBHBIMU
HOJOKeHUSAMN « KJIMHIIecKoro pyKoBoJCTBa: Kiraccuduxa-
1ist, 00C/IeJOBAHIE U BEJIEHUE MJIAJIEHIIEB C IETCKUMU UHTED-
CTUIMAIBHBIMU 3200JIEBAHUSIMU JIETKUX», Pa3pabOTaHHOTO
paboueii rpynnoit Amepukanckoro Topakasibroro O6iecTsa.

B pyxoBozcTBe noguepkusaercs, uto M13JI — ato Hecre-
UMUYECKII TEPMUH, OTHOCAIIUIICSA K HApYIICHUSAM, KOTO-
pble  XapaKTepHU3yIOTCsS PEMOJYJTUPOBAHUEM JIETOUHOTO
WHTEPCTUIINS W JUCTAJIBHBIX BO3LYXONPOBOASIINX ITyTEH,
YTO MPUBOAKUT K HAPYLIEHUIO ra3000MeHa. Y jeTeil TepMuH
«UHTEPCTUIUATbHBIE 3a00JI€BaHUST JIETKUX> MOKET BBOAUTDH
B 3a01ysK/IeHIe, TAK KaK IIPH HEKOTOPbIX (OJIE3HSIX JIETKUX,
paccmaTpuBaeMbiX Kak M3J1 n MMeIonmx cXoxKyio KIMHuIe-
CKYIO KapTHUHY, MATOJOTUYECKUI TIPOIECC TTIEPBUYHO MOKET
pasBuBarbcs BHe uHTepcTurus. [1o aToil npuunne pabouast
rpymnmna oTHOCUT 3Tu 3aboseBanust Gosbiie K auddysHbIM
JIETOYHBIM IPOIeCcCaM, YeM K YHCTO WHTEPCTUIMATBHBIM
3a00JICBaHUSM JIETKHX.

Metozpl, ucioab3yeMble mpu paspaborke PykoBojctsa
ATS, npezcrasienst B tabsmie 1.

Ha ocHoBaHWM aHaJIM3a NMEIOIIErOCs OIBITA MTOCTEIHUX
10 JteT ObLT TIPENJIOKEH HOBBIA BapUAHT KJaCCU(bUKALUK
N3J1 y neteii, pazpaboTaHHOU clienuaibHON rpymnoii EBpo-
eiicKoro pecrparopHoro obmectsa eiie B 2002 roxy.

Pabouas xaaccuurxauyus ouddysuvix 3aboneeanui
Jleekux y oemeii

1. 3aboneBanusi, HanboJIee PACIPOCTPAHEHHbIE B PaH-
HeM JIETCKOM Bo3pacre:

A. lugpdysnvie napyuienus pazsumust 1ezKux:

1. AnnHapHas aucriasusl.

2. BpoxkaeHHas albBeOI0-KaluIIpHAs AUCILIA3UL.

3. AJbBeOJIO-KanmJuIsipHas TUCIIIA3Ms ¢ AHOMAJIbHBIM
PaCHoIOKEeHUEM JIETOUHBIX BEH.
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B. Hapywenue pocma nezxux:

1. Jlerounas runornasus.

2. Xponuueckoe 3a60JeBaHUE JIETKUX HOBOPOJKACHHbIX:

— XPOHUYECKOE 32060JIEBAHMS JIETKHUX, ACCOMUIPOBAHHOE
C HEJIOHOIIEHHOCTHIO (GPOHXOIETOYHASA JUCILIA3KS );

— IpHOOpPETeHHOE XPOHUYECKUE 3a00JIEBAHMSI JIETKIX
Y JIOHOIIEHHBIX MJIAJICHIIEB.

3. CTpyKTypHBIE JIeTOUHble M3MEHEHWS, aCCOIMIPOBaH-
HbIE C XDOMOCOMHBIMU HAPYHIEHUSIMU:

— Tpucomus 21-XpoMOCOMBI;

— Jipyrue.

4. 3aboneBanns, acCOIMMPOBAHHBIE C BPOKICHHBIMU
HOPOKaMU Cepla y eTeil 6e3 XpOMOCOMHBIX HAPYLIEHUI.

C. Cneyughuueckie cocmostnust HeycmanoGIeHHOU IMUOTI0ZUL:

1. Jlerounoii MHTEPCTUIIMAIIBHBII TJIMKOTEHO3.

2. HeiipoaH/I0KpUHHAS TUTIEPTIIA3UsT MJIA/IEHIIEB.

. Jlucpymxyusi cucmemol cyppaxmanma:

1. Mytanus SFTPB:

— JierouHol anmbBeosisapublii porento3 (PAP) u npyrue
COCTOSTHUSI C TEM K€ IOMUHUPYIONIMM THCTOJIOTHYECKUM MaT-
TEPHOM.

2. Mytanusg SFTPC:

— ¢ JIOMUHUPYIOIUM T'MCTOJOTMYECKUM HATTEPHOM
xponuyeckoro nuesmonuta (CPI);

— ¢ JIOMHHUDPYIONUM THCTOJOTHYECKUM TaTTEPHOM
JIECKBAMATUBHOTO MHTepCTUIMAIbHOTO HeBmMonuTa (DIP);

— € JIOMUHUPYIOIINM T'HCTOJOIMYECKUM HaTTePHOM He-
crennduueckoro nnrepctunraabioro nuesmonnta (NSIP).

3. Mytanusg ABCA3 — ¢ rucTosornuecKuMu naTrepHaMu
PAP, CPI, DIP, NSIP.

4. PaccTpoiicTBa, TUCTOJOTHYECKH 00YCJIOBICHHbIE
auchyHKIMeil 6enKkoB cypdakTaHTa, HO ellle He MMEIOLIne
YCTAHOBJICHHBIX TEHETUYECKUX HAPYIICHUIA.

2. 3aboseBanusi, He XapaKTEPHbIE [JIsI MJIA/ICHIIEB:

A. Paccmpoucmsa y 1uy, ¢ HOPMATLHOIM UMMYHHBIM CMA-
mycom:

1. Undeximonnpie 1 mOCTUH(MEKITMOHHBIE TIPOIECCHI.

2. PaccrpoiicTBa, CBSI3aHHBIE € areHTaMM OKpY:Kalomieit
CPEJIbL:

— THUIEPCEHCUTUBHBIN THEBMOHUT;

— BJIBIXaHUE TOKCUYECKUX JIETYYNX BEIECTB.

3. AciMpanoHHbII CUHAPOM.

4. Do3nHODUITHHAST TTHEBMOHUS.
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B. Paccmpoticmea, accoyuuposarntvle ¢ CUCMEMHbIMU 3a-
bonesanusmu:

1. IMmMyHHbBIe 3260/I€BaHsI.

2. Bosie3uu HaxorieHus.

3. Capkounyos.

4. TuctnonmTos 13 kietok Jlanrenranca.

5. 3J/10KaueCTBEHHbIE HOBOOOPA30BaHUSI.

C. 3aboresanus y UMMYHOKOMAPOMEHMUPOBAHHDIX NALU-
eHmos:

1. OnmoprynucTndeckre nHMEKINN.

2. 3abosneBanns, CBA3AHHBIC ¢ MEIUKAMEHTO3HBIM BO3-
JIENICTBUEM.

3. 3aboJsieBaHus, aCCOIMUPOBAHHbIE ¢ TPAHCIITAHTAIUOH-
HBIM CHH/IPOMOM.

4. Muddysnoe anbBeoIsIPHOE TTIOBPEK/ICHIE HEU3BECTHOI
ATHOJIOTUH.

/1. 3abonesanus, mackupyiouguecs nod U3JI:

1. AprepuasibHasi TUTIEPTOHUYECKAST BACKYJIOTIATHSI.

2. Jlumdarndyeckue paccTpoiicTBa.

3. 3acTolinble BaCKyJIONATUHU, BKIIOYAION[HE BEHOOKKIIIO-
3UOHHbIE 3200JI€BAHMSL.

4. Bropmanblii BeHO3HbIH 3acTOl Ha dhone 3aboseBaHmit
cepaua.

3. HexknaccudunupoBaHupie 3a00J€BaHUS BKIIOYAIOT
3abojieBaHKsl B TEPMUHAIBLHON CTaJNU, HEeIUATHOCTUPYEMbIE
pesyJsTaThl Ouorcuy, OMONCUU ¢ HeJOCTATOYHBIM KOJIMYe-
CTBOM MaTepuaa.

B aroii kaccudukanun Bee perckue M3JI paznesnensr Ha
[BE KATErOpUM: HapylleHus, O6oJjiee pacipocTpaHeHHbIE
y MJIAJIEHIIEB, U HAPYIIIEHMS], He XapaKTepHble /s HuX. [Ipe-
HUMYIIECTBO ATON CTPATETMU B TOM, YTO IEPBAsi KATETOPHS
[IPU3HAET, YTO HEKOTOPbIE COCTOSHUS MPUCYTCTBYIOT B 3HA-
YUTEJbHOW CTENeHu Y jeTeil MJajiine JABYX JIET, HO MOTYT
TakKe Pa3BUBATLCA W B Oojiee MO3AHUE MEPUOBI ETCTBA
WU JlaKe BO B3POCJOM BO3PAcTe, B TO BpPeMs KakK BTOpas
KaTeropus IPU3HAET, YTO Y MJIAJICHIIEB MOTYT Pa3BUBATbHCS
cocTosHus, GoJiee XapakTepHble I CTapIIuX BO3PACTHBIX
IPYIII IeTeil U B3POCJIBIX.

chiLD diagnoses

Specific
Dl hiLD
Ll.ll'lg Df‘l(li’!(}ses chiLD
Disease Synd "°_.m°

Non-ILD
“Masqueraders”

Puc. 1. C3b Mexay Anddy3HbIMM NapeHXMMaTo3HbIMU 3a60s1e-
BaHusmMn nerkux, chlLDs, cneuudunyeckum chlLD-guarHo3amu
1 3a60neBaHNAMM, KOTOPble MAacKupytoTcs nog chiLD

B knunnyeckoM PyKoBOICTBE YjieHbl 9KCIIEPTHON IpyTI-
bl YKa3bIBAIOT, YTO CYIIECTBYET 3HAYUTENbHAS CXOXKECTb
KJINHUIYECKON KapTUHBI IIPU PA3JIMUYHBIX CI)OpMaX JAETCKUX
N3J1. ¥V ngereit ¢ U3Jl maxunnos ssisiercst naubolee
PaCIpOCTPAHEHHBIM KJIMHUYECKUM TpU3HaKoM (mpubin-
suTtenbHo y 75-93% mnanuentoB). lunokcemus Taxke
SIBJISIETCST XapaKTePHBIM CHUMITOMOM, Kak U Kpenumauus
u xKaweawv. Y HEKOTOPLIX JeTell MOXeT HPUCYTCTBOBATDL
wheezing, HO MOTYT BBICJAYIIUBATHCS U HOPMAJbHbBIE
Jerounbpie ImyMmbl. Emre ogHuM 0OIUM IIPU3HAKOM
y MasieHbKuX fieteii ¢ I3JI sBseTcss omcmasanue 6 pusu-
ueckom pazeumuu. Takum 00pasoM, BCE 9TH CHMIITOMBI
SBJISAIOTCS HecTelMUIHBIMI U XapaKTePHbI /IJisI MHOTUX
kauHndeckux dopm NU3JL.

C 11e1p10 ONMCAHUS KINHIYECKOTO (heHOTHTIA, TPebyIoIe-
ro OBICTPOIi AMArHOCTUYECKON OIEHKH COCTOSHHS JAeTel
¢ HecrenupUUeCKMMU PECIIMPATOPHBIMU CHHAPOMaMH, ObLI
sBesien Tepmu child's interstitial lung diseases (chILDs).

OTpuuaTenbHbIi cemelHbIi aHamHes 31T unu a3,
MCKMoYeHne cneumduyeckoro sabonesaHus:
MHeKUUs, cencuc, NHEBMOHUA (KyNbTypanbHble UCCreAoBaHUs),
BPOX/EHHbIe MOPOKK cepaua, neroyHas runepreHsus (3X0-KI)
BWY, nepBuYHbLIN MMMYyHOAEdULUT,

MYKOBMUCLIMA03, Nepuoanyeckasi acnupaums

~ -«
Cneywndryeckun
AVarHos ycTaHoBIEH -
Cneymnunyeckuii
l ANarHo3 CKIoYeH
l HeobxoammocTs BbicTpon
60]_"1?55""/]2’:%;’2:—&1 s AVarHOCTUKN Unn- BbICTpoe
_ nporpeccupoBaHue
npeanonaraemoi rpynnbi OrpuuatentHbii _— paa%onesaum
E— ceMmeliHbIii aHaMHe3
B oTHoweHuu chiLDs
/ \‘4
Hopma nnu ron
p " APy KT BbICOKOTO leHeTuyeckoe
KOHKPETHbIN ANarHo3 [¢—
paspeLeHns TecTupoBaHue
Jv' - KOHKpeTHbIN funarHos
HeanddepeHumposaHHoe MpeanonoxuTensHo OtpuuarentsHbii ycTaHoBneH
asn HEAOCTaTOMHOCTb pesynbTat
6enkoB cypdakTaHTa L

l

\ |

Broncusa nerkux + anekTpoHHas MUKPOCKOMUSE

Pue. 2. ANTOPUTM ANArHOCTUYECKOrO MOUCKAa BO3MOXKHbIX UHTEPCTULMASTbHLIX 3a60M8BaHNil NIETKUX Y MIafeHLeB
C Ha4yasioM B HeOHaTaNbHOM Mepuoe 1 THKENON POPMOIi AbIXaTeNlbHON HeOCTaTO4YHOCTH
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IonoxurenbHbli cemeitnbiii anamues U3J1 wam aU3J1,
HCKJII0UeHne/ieuenne cneunduyueckoii 6osesHn:
HH(peKuHH, cencuc, MHeBMOHMsI (KyJIbTYpaJbHbIe HCCJIeJ0BAHMST),
BPOZK/ICHHBIE MOPOKH cepaua, Jerounasi runeprensus (3X0-KT')
BUY, nepsu4HbIii HMMYHOAepHIHT,
Creuvndmeckmii <« MYKOBHCLIH/03, NEPHOAHYECKAS ACTHPALMS
[MarHo3 yCcTaHoBMeH
Cneuvnduyeckmnin
[MarHo3 NCKIMoYeH
' l HeobxogmmocTb 6bicTpoii
MepcucTupytowas 6onesHb AMArHOCTUKMA NN
nnn Gonestb 13 MonoxuTenbHbIN nporpeccupoBaxvie
npejnonaraemon rpynne! cemeiiHblit aHamHes | > 3aBonesaHus
npeAnonaraemMoro aHamHesa > B oTHowWeHuu chiLDs
Hopwma nnu gpyron / \
KOHKPETHbI KT Bbicokomn
,qMZrHoa le———| paspeLueHus rereTuieckoe
TECTUpOBaHWe
/ v So
" KOHKpeTHbIN agnarHo3
Heanddepen- MpeanonoxuTensHo OTtpuuarenbHbIn yCTaHOBIEH
LmpoBaHHas HEAOCTaTO4HOCTb pesynbTar
copma 311 | 6enkoB cypdakTaHTa

3MEKTPOHHASA MUKPOCKOMNUSA

Buoncusa nerkux +

Pue. 3. Anroputm AMarHoCTUYECKOro NoMcKa BO3MOXHbIX MHTEPCTULMANbHbLIX 3a60MeBaHNIA NErKnX y MnagaeHues
C HayasioM B HeOHaTanbHOM Mepuroje 1 THKeNon hopMoii AbixaTenbHOW HEJ0CTaTOYHOCTN

Bbuio npuHsTo, 4T0 pe6EHOK MEPBBIX ABYX JET JKU3HU
umeer chILDs npu ucKI0YeHUN APYTUX [EPBUYHBIX 3a00J1€e-
BaHUI JIETKUX B CJIydae HAJTMUYUSI He MeHee TpeX U3 HIKele-
PEUYUC/IEHHBIX KPUTEPHEB:

1. PecnimpaTtopHble CHUMITOMBI, TakKHe KaK KalleJb,
GbICTPOE U/WJIM TSKETIOe JIbIXaHWe WIN HapylleHue ToJie-
PAHTHOCTH K (PU3NYECKOI HATpy3Ke.

2. OObeKTUBHBbIE PECHUPATOPHbIE CUMIITOMbI, TaKUE
KaK OJIbIIIIKA B IOKOE, KPEIUTAIU, J0OABOYHBIE [ITyMbl, BTSI-
JKEHUsI TPYIHON KJIETKH, «OapabaHible MMalouKi», Hapyle-
Hue pa3BuTust (POCTa, Beca), JAbIXaTeJabHas HEJIOCTATOYHOCTD.

3. Tunokcusi.

4. Juddysuble wnapymenuss Ha pentrenorpaduun
n KT nerxnx. UccnenoBanme hyHKIIMOHATHHBIX HAPYTIEHUT
JIETKUX HE BKJIIOYAIOT, TIOCKOJIbKY WX CJIOJKHO ITPOBECTH, OCO-
GEHHO y MaJIeHbKUX JIETEl.

YiteHbl paboyeil rpyIIIibl IOYEPKUBAIOT, YTO 3TO OIpe/ie-
JICHUE SIBJISIETCST 4yBCTBUTEBHBIM JIuist oGHapyskerus chILD-
60JIe3HU, HO €ro crenupUIHOCTb OCTAETCSI HE BbISICHEHHOI.

Cas13b Mexk1y A by3HbIME TAPEHXMMATO3HbIMY 3200J1e-
panusamu Jerkux, ch1LDs, cnennduueckum chlLD-auarno-
3aMu U 3a00JIEBAHUSIME, KOTOpble Mackupytores 1ox M3JI,
npejictaBieHa Ha puc. 1.

Caenyer ormerutb, 4ro chILDs ecTb MOAMHOKECTBOM
maddysabix 3ab6onesanuii gerkux (13J1), moastomy 6Gosee
YacTble MPUYNHBI PECITNPATOPHBIX HAPYIICHUI Y MaJICHBKUX
HAIMEHTOB JIOJUKHBI ObITh HCKJIHOYEHbI (Takue Kak MYyKO-
BUCIN/103, MTHPEKIUU U JP.) TEPE/l YCTAHOBIEHUEM TOYHOTO
muarHosa chILDs. CymiectByioT 3abojieBaHus, MaCKH-
pytomuecs nox M3JI, BkiIovas naTosoruio cepiia, Jerkux,
cocynioB u gumdaTryeckie HapyleHus. Bmecte ¢ TeM HeKo-
Topbie KiuHuueckue Gopmbl crerpduueckux chILD moryr
ObITH ACUMIITOMHBIME ¥ OTIPEENSATHCS TOJIBKO TEHETHYECKIM
nyrem. Crenuduueckue chILD BK/IOYAOT TOJBKO 4acTh
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chILDs, B T0 BpeMsi Kak HEKOTOPbIE COCTOSIHUSI OCTAlOTCsI
JI0 CHX T10p He KJIacCH(DUIIMPOBAHHBIMU.

PaGoueii rpyIoii npeiosKeHbl OCHOBHbIE HANIPABJIEHHS
JIMAaTHOCTUYECKOTO ITOMCKA:

* ¥V Bcex HOBOPOXKIEHHBIX M Y JeTell MJajiie JBYX
JIET CJIE/LYET B TIEPBYIO OYEPE/lb UCKITIOUUTH 3a00JI€BAHNsI, OTHO-
camecst K mepBuaHbIM /[ 3J]: MyKOBUCIIN/I03, BPOK/IEHHBIH 1
NpUOGPETEHHbIN UMMYHOIeMDUIUT, BPOKIAECHHbIE (0JIE3HU
cepa, GPOHXOJIErOYHAS JANCIUIA3US, UHMDEKIINK JIETKUX, [ep-
BUYHAS [IUJIMApHAs AUCKUHE3Ns], HOBTOPSIONIASICS aCIIUpPaIMsL.

* HoBoposkieHHbIe 1 ZIETH MJTA/IITIE IBYX JI€T KU3HMU, Y KOTO-
PBIX MATHOCTUPOBAHO OHO u3 nepBuuHbiX J[3JI, HO TsKECTDH
KOTOPOI'O He COOTBETCTBYET TUIMYHOI KinHUKe (GoJee TsiKe-
JIoe TedeHwe), TpeOYIOT aTbHEeNIero 06c/Iel0BaHus IS Olpe-
nenerust BosmoxkHocTn Hammaust chILDs (puc. 2—4).

* Jlas nanuentos ¢ chILDs pexomenaoBaHo:

— JIMarHOCTUYECKUE TECTBI C IEeJIbI0 ONPeIeJIeHUs TOYHO-
ro chILD-auarnosa (cunvhas pexomenoayus);

— 9x0-KT c nenwio nuckmouerus BIIC u nerounoii rumep-
TeH3UH (CUNbHAS PeKOMeHOauUs);

— KOMIIbIOTEpHasl TOMOTpadusi BLICOKOTO paspenieHus
(KTBP) OI'K mna ontumanpHON MHOOPMAIIMT O TIPUPOJIE
U PacHpOCTPaHEHWH JIETOUHOro 3abosieBaHus (CUAbHAS
pexomenoayus);

— nposeniervie KTBP B crieruanu3upoBaHHbIX 1IeHTPaAX,
rie Kounentpupylores geru ¢ JI3JI u numerorcss BbICOKOKBaA-
JuUIUMPOBaHHbBIE CHIEIUATMCTBI-PAAUONOTN (CpeoHeti cunbl
pexomenoayus);

— g Beex nanuenToB KT HY)KHO BBIIOJTHATH B MUHU-
MaJIbHOM ONTUMAJBHOM [103€ JJId TI0JIyYeHHs a/leKBaTHOMN
JMATHOCTHYECKOI nH(opMaluu (CUNbHAsA pexomeHoauus);

— JibIXaresibHble (DYHKIIMOHAJIbHBIE TECTHI J1JIsi HOBOPOIK-
JICHHBIX C 11eJIbI0 YTOYHEHMS TsKecTH (YHKIIMOHATBHBIX
Hapyiennii (cpedneil cunvt pexomenoayus);
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WUcknioueHne/neyeHune cneuunduryeckon 6onesnHu:
UHpeKUUI, cencuc, NHeBMOHUA (KynbTypanbHble UCCriefoBaHus),
BPOX/AEHHbIE NOPOKU cepAua, neroyHas runepreHsus (IX0-KI)
BWY, nepBuYHbLIN UMMyHOAEULNT,
MYyKOBUCLMA03, Nepuoanyveckasl acnupaums

YXyALLEHMEe COCTOSHNSA Unn
nepcucTeHunsa cCMMnTomMoB,
HECMOTpA Ha nevyeHune

[

| KTBP |
IIpennonoxurensHo l
AJIbBEOJIAPHBIIT MPOTENHO3 Het guarHosa [pennonoxurensro NEHI
[eHeTn4eckoe Mo BO3MOXHOCTU
TecTMpoBaHue |_,| npoBeseHune dyHKkumMoH. | Cornacyercst
e TECTOB AN MNajeHLes ¢ NEHI
A T 7
[OunarHos [OunarHosa HabnogeHve
ecTb HeT
v ¢
PesynbTarthl TECTOB UMK TeyeHue He
TeyeHve 6onesHn He cornacyertcst
OnekTpoHas
P cornacytorcs ¢ NEHI ¢ NEHI
MVIKPOCKOMWS
A4 T A. l

Jlerounas 6uoncusi ¢ 3NeKTPOHHON MUKPOCKONUEeN

Pue. 4. ANropuTM ANArHOCTUYECKOro NMoMCcKa BO3MOXHBIX UHTEPCTULMANbHLIX 3a00/1EBaHNI NIETKUX Y [eTei C XPOHUYECKUM
WM MEPCUCTUPYIOLLIMM TEYEHUEM W HAYasIOM KIIMHUYECKNX MNPOSABIEHWUIA nocse 1-ro Mecsaua XXnU3Hu

— npoBezierue GrOPOOGPOHXOCKONUN ¢ GPOHXOJIETOUHBIM
nasaxkeM (BAJI) ¢ nenbio nckmoyenns: nHGEKIINT U aHOMa-
JIMA JIBIXaTEJIbHBIX TIyTell Kak BO3MOXKHBIX rpuunH J[3J1
(cpeoneii cunvt pexomenoauus).

* Jlnst noBoposkaennbix ¢ chILDs, y KoTopbix apyrue
JIMarHOCTUYeCKHe MCCIe/JOBaHUS He TT03BOJIMIIN OIPE/ICIUTD
Tounblil uarno3 chILD, win B cirydae ypreHTHON cuTyarum
Tpebyercst CpOYHast AUATHOCTUKA, PEKOMEHI0BAaHA XUPYPIU-
yecKast GUOIICHUSI JIETKUX (CUNbHASL PEKOMEHOAUUSL).

* TlarmenTtam ¢ chILDs, KoTopbIM HEOGXOIMMO MTPOBEIe-
Hite OMOIICHUH, PEKOMEHIOBAHO BBIIIOJIHEHHE €€ 110/l KOHTPO-
JIeM BUZIEOTOPAKOCKOINHK (CUNDHAS PEKOMEHOAUUSL).

* O6pasupl OGUONCUU  JOJKHBI ObITH 0OpaboTambl
COTJIACHO MTPOTOKOJIY C BbIIeJIEHUEM TIOPITUI MaTepuasia /st
(dukcanun B dopmasiie ¢ 1eJabI0 MPOBEAEHUS] THCTOJO-
MYECKOTO, MMMYHOIMCTOXUMUYECKOTO, MUKPOOUOJIOTH-
YECKOTO MCCJEJOBAHUI; /IS 3aMOPAKMBAHUSA C IEJbIO
BO3MOKHON HUMMYHOMJIIOOPECIIEHIIUN WA J[PYTOTO Clie-

FeHeTMYeCcKUn noaxoa K AMarHoCTUKe AeTCKUX UHTepCTUMLUManbHbIX 3a60neBaHUin nerkux
BO3pacT NosiBMeHnsa KNNHUYECKne reHeTn4eckmne
CUMMTOMOB NposiBNeHns MexaHn3mbl
WM ocobeHHOCTU
HOBOPOX/€HHbIN PAOC, [pyrve aHomanum ? HeT | ABCA3 > HeraTtvs
nepsuyHas | SFTPB
neroyHas
rMnepTeHsns 2 FOXF1
[vnoTtupeos,
aHOMarnbHbIN TOHYC » A2 NKX2-1
NN SBMKEHUS ?
OuncdyHkums | SFTPC,
chiLDs cypdbakTaHTa unu » A2 "| ABCA3 HeraTue
HewussectHo ?
A 4
CSFR2A

Puc. 5. TeHeTnYeCKU NOAXOA K ANArHOCTUKE AETCKUX MHTEPCTULMATbHBIX 3a6051eBaHUI NErknux
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[MAJBbHOTO M3YYeHUs, & TAK)Ke /I BO3MOKHOM 3JIEKTPOH-
HO¥ MUKPOCKOIIMH.

CrnennanbHoe 3aKIIOYeHUE:

1. lnst HoBOposKAeHHBIX ¢ HasnuneM chILDs u Tsukenoii
dopmoit 3abosieBanust, ¢ OBICTPLIM IIPOTPECCHPOBAHUEM
GOJIE3HM, WJIH TOJOKUTETbHBIM CEMETHBIM aHaAMHE30M
B otHomennu N3J1 B3pocabix min M 3J1 neteii pekomeH1oBa-
HO TIPOBEJIEHNE T'€HETUYECKOTO TeCTUPOBAHUS LIS BBISBJIC-
HUSL TEHETUYECKUX TI0JIOMOK, IPOSBJISIONINXCS HEOHATAIIb-
uervu [[3J1 (myranmm B renax SFTPB, SFTPC, ABCA3
cooTBeTcTBeHHO Komupyoiue 6eiku SP-B, SP-C, ABCA3).
Takoe TecTUpPOBaHKE JIOJIKHO ObITH MPOBEIEHO B cepTuu-
[UPOBAHHBIX JabopaTopusix (CuUnvHAs peKoMeHOauus)
(puc. 5.).

2. JI1s1 HOBOPOK/JICHHBIX, Y KOTOPBIX UMEIOTCS MPU3HAKI
chILDs, a rtakike BPOKAEHHBIN TUIOTUPEO3, UIIOTOHUS,
pekoMenjioBaHo TeHeTuyeckoe TectupoBanre ma NKX2.1
MyTalluy WJIN Jieenuu (TUPEOnI-TPAaHCKPUIITMOHHBIN (hak-
top TTF) (cunvnas pexomendauyus).

3. [l noopoxaenubix ¢ chILDs, npuBoasammm K apxa-
TEJbHON HENO0CTATOYHOCTH U pedpakTepHOil JIEero4HOM
TUNEpPTeH3un, pekoMenaoBano TectupoBanne Ha FOXF1
JEJIEIUIO WIN MyTalio (cpedneti Cubl peKomMeH0auus).

4. Jlna nereil, mepeXUBIINX HEOHATAJBHBIN TEPUOJ
n umeionux chILDs, pekomMeHIOBaHO TeCTUPOBaHME
Ha SFTPC u ABCA3 myrammm B ciydae, ecqy HadajabHOE
obciejoBanue He TI03BOJINIIO YCTAHOBUTD IMATHO3 (CUIbHAS
pexomenoauus).

5. lnst mereii crapiie ogHOTO Mecsna u umeormunx chILDs
C OTPULIATEJLHBIM PE3YJIBTATOM TECTHUPOBAHUS B OTHOILIEHNN
asmbBeosispHOro poTenHo3a, SEFTPC u ABCA3, pekomenio-
BaHO, 10 BO3MOkHOCTH, TectupoBanne #a CSF2RA
n CSF2RB (anbda- u 6Gera-perentopbl KOJOHHECTUMYJIH-
pytoriero ¢akropa) M orpejeseHe ypoBHs I'PaHyJIOIUTapP-
HOTO KoJsioHHecTuMyaupyiomero daxropa (GM-CSF)
B CHIBOPOTKE KPOBU (CpedHel cuivl pexomenoayus).
[Tocnexnue trector (CSF2RA u CSF2RB) B Hacrosiiiee BpeMst
JIOCTYITHBI TOJIBKO B OT/IEJbHBIX NCCJIEI0BATEIbCKUX IIEHTPaX,
HO B Osmpkaiiiem OyayiieM okugaercst ux Gojiee HIMPOKOe
HCIIOJIb30BAHNE.

6. Jlna geteii crapuie oguoro mecsna ¢ chILDs u ¢ kianHu-
YeCKOHl CHUMIITOMATHUKOH rumnornpeosa (HEBPOJOIHYECKUMI
HapyleHusIMu B (hopMe THUIIOTOHUHU U/MJIU XOPeoaTeTo3a)
U MMEIIMX TsKeNyto GopMmy 3a00/eBaHus /U OTSITO-
IIEHHBbIN ceMeifHblil anamHe3 B oTHouenuu [LD B3pocibix
nin chILD, win apyrue npostBierust AuchYHKIMN cypdak-
TaHTa C HEraTUBHBIMM pesysbraTamu TecToB Ha ABCAS3
n SFTPC, pekoMeHIOBAaHO TE€HETUYECKOE TEeCTUPOBAHUE
na NKX2.1 (TTF-1) myranuu wnu genenuu (cuavHas
pexomenoauus).

HeotmoxkHast IMArHOCTHKA, BEIOOP INArHOCTUIECKUX TECTOB
U pelieHre BOIpoca O TPOBEJEHUN TeHETHYECKOTO TeCTHPOBa-
HUST 1/ W XUPYPrUdecKoi OUOTICHH JIETKUX 3aBUCST OT MHOTHX
(baKTOPOB: KIIMHITYECKON CUTYAINH, TSKECTH GOJIE3HH, OCTPOTHI
U JUIMTEIBHOCTU 3a00JIEBAHMS, TEHACHIIMU K YXYIIIEHUIO WK
YJIY9IIEHHIO, IaBHOCTH JiebioTa 3a00JIeBaHusl, IMMYHOKOMITE-
TEHTHOCTH M HAJINYUS OTSATOIIEHHOTO CeMeiHOro aHaMHe3a
(maymane wieroB cembrt ¢ DLD 1 chILDs nm PI[C).

Ixo-kapauorpadust

3aboJIeBaHUs COCYIOB JIETKUX U IIOPOKU PA3BUTHUS CEP/ILa
MOTYT ObITh MACKOIL leTCKUX Au(dY3HBIX TapEHXUMATO3HBIX
3abosieBanuii Jerkux. K ToMmy ke JierouHas rurepreHsust
(JIT') y manmenToB ¢ percknmu opmamu /[ 3J1 acconumpyet-
sl C TJIOXUM TPOTHO30M. /17151 BceX MJIaZIEHIIEeB ¢ MOJ03PCHU-
em Ha chILDs ¢ 11e/1bI0 OIIeHKH JAaBJAeHUsT B IPABOM JKEJTy104-
Ke, PasMepOB 1 [[aBJEHHsI B JIETOYHOM CTBOJIE HEOOXOIMMO
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nposezenue Ixo-KI, KoTopoe aBisercs: 6e30macHbIM 1 HEUH-
Ba3MBHBIM METO/IOM.

Busyammsupyiomue uccienoBanus. C 11ebi0 OIEHKN
J3J1 y peteii MCHOJNB3YIOT TPU BHU/IA BU3YATU3UPYIOIUX
MCCJIe/IOBAHNI:  peHTreHTreHorpaduio, KOMIBIOTEPHYIO
tomorpaduio (KT), marauTHO-pesoHancHyio ToMorpaduio
(MPT). Hab6uonenust mokaseiBaior, uro KT — srydmmmii
Mmeton Busyanusanun [[3J] y meTeit 10 CpaBHEHHIO C PEHTTe-
norpadueit u MPT, koTopoe Jydiiie COOTBETCTBYET TUCTOJIO-
TMYECKUM HaXOJIKAM.

Baxmno To, yto MPT-crannpoBanme MOKHO TTPOBOANTD
B J/INHAMIKE, CPABHUBAS €T0 C MPE/bIAYIINMHU pe3yJbraTaMu
KT- nimm MPT-ckanupoBanus, Tak Kak 9Ta TEXHUKA TPOJIOJI-
JKAeT COBEPIIEHCTBOBATHCS.

Penrtrenorpadust jo/okHa GbITh HEPBUYHBIM HCCIIC-
JIOBaHUEM, KOTOPOE HEeOOXOIMMO BBIIIOJIHUTL Y JeTeil
¢ noposperneM Ha chILDs. OHO penKo NPUBOAUT K T1OCTa-
HOBKE KOHKPETHOT'O /IMarHo3a, HO YacTO TIOMOTAeT BBISBUTD
3a60JIeBaHNsT, KOTOPbIE KJIMHUYECKH MOTYT OBITh MOXOKIMHU
(umutuposarb) chILDs.

KoMmmbiotepuasi Tomorpacdusi OpraHoB TpyaHON KJIeTKU
onpejiesisieT HaJM4YMe, CTENEHb IOpakeHus, IaTTepH
3aboseBanust jerkux. OHa MOKET TIOMOYb OTPEAETUTD MECTO
6uorCHH, a TaKKe CrocoOCTBOBATH KOHTPOJIIO TedeHus 3a00-
JieBaHust. Pajiuaninontas 103a mogOupaercst ¢ y4eTOM HeOHa-
TAJbHOTO M MJIJIEHYEeCKOTo paspenienus. KomibioTepHas
TOMOTpadsI BBICOKOTO paspeniennst CHUKAET pajualllioH-
Hyl0 Harpysky. B ouenp wMuorux ciaydasx KT
Y HOBOPOKJIEHHBIX TPYAHO ocymiecTBUTh. /lo HacTosiero
momenTa He st Beex chILDs cymiectByioT xoporio orpesie-
sgemble quarnoctuyeckue KT-kpurepun.

Kommbioteprast ToOMOrpaduss BBICOKOTO paspelleHHs
¢ xourposeM abixanus (KAKTBP) sasasercsa texHosnoruei,
obJieryaioreil OIeHKy CTeleHH 3axBaTa BO3/yXa (BbISBIEHUE
BO3/IYIIHBIX JIOBYIIIEK ) ¥ CUMIITOMA «<MaTOBOT'O CTEKJIay, TIOMOTa-
€T OTJIMYUTH aTeJIEKTa3bl OT MACKUPYIOIIMXCS MO/l HUX JIPYTHUX
[IATOJIOTNYECKUX OTKJIOHEHHI U JIMKBUPYeET apTehakThl IyTeM
KOHTPOJISI IBUKEHUST TPY/IHOI KJIETKU U JIETOYHBIX OOBEMOB.

MacouHasi BEHTUJISIIIUST UCTIOJb3YETCsT ISl 00eCTiedeH st
ry6OKOTO JIBIXaHUS Y JIETeli B COCTOSIHUY CEIAIINI, B PE3YJIb-
Tare 4ero BO3HUKAIOT KOPOTKHE MEPUOJUYECKUE AIlHO3,
BO BpeMsi KOTOpbIX Jierkue tozsepraiorcss KT-uccaenosa-
Huio. Cegarust MokeT ObITh B BUjie 001IIeil aHecTe3un, ecin
aT0 HeoOXoANMO isi ycTpanenus nomytaennii KT-uzobpa-
SKEHMS, 4aCTO BO3HUKAIONIMX Y TAKUX JeTeHl.

Jlerounsie pyurnuonasbubie Tectsl (JIDT). Vccrenona-
Hst hasIbl-00bEMOB My TEM UCHOJIB30BAHUS METO/a OBICTPOI
rpyanoit komnpeccun (RVRTC), ciiupomerpun u 1iatusmo-
rpacuu JIErOYHbIX 0GBEMOB MOTYT OBITH BBIIIOJHEHBI Y CE/IU-
POBAHHBIX MJIQJICHIIEB € MCIIOJb30BAHUEM JIONOJTHUTEILHON
okcureHoteparnuu. VIMeiorest HabIONCHUsT, YTO 9TU METOJbI
MCCTIEZI0BAHIS HA/IE’KHO BBIABIISIOT (DUBMOIOTMYECKIE TIOB-
pexenust y nanuenTos ¢ chILDs. B Hacrostiee Bpemst ucciie-
JIOBAHME BBINOJIHSACTCS B MHOTOUMCJICHHDIX TI€ANATPUYECKUX
nentpax CHIA n Kanazpr. Ony6JTI/IKOBaHbI CTaH/IAPTHI IIPolie-
Jypbl 1 pehepeHTHbIC 3HAUCHMS PA3IMYHbBIX TIOKA3aTeICH.

Bpouxockonus u 6poHxoansBeossapHbiii JaBak (BAJI)
UCIOJB3YIOTCS Jist 3a00pa M OIEHKH KJIETOYHBIX 0OPas3ioB
BO3/LyXOHOCHBIX 1TyTeit (OPOHXOB) U albBeosr. ITo Hanbosee
4acTO MCIOJb3yeMasi MHBA3MBHAS TEXHHMKA Y IAIMEHTOB C
JI3JI, 1OCKOJIbKY OHa OTHOCHTEJIbHO 6Ge3onacHa, JErko
BBITTOJIHUMA U JIOCTYIIHA.

Iokazanus g quarHocruyeckoro BAJI:

Hayuenmor ¢ nodospenuem na un@exyUoHHbII NPOYECcc:

— GAKTEPUOJIOTUYECKOE UCCAE0OBAHIE 1 TECThI 1yBCTBU-
TeJBHOCTU (GIIOPBI K aHTUOUOTHKAM;
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— IOJIOKUTEJIbHbIE BUPYCHbBIE IIUTOJIOTMYECKIE TECTI.

Bce manmmenTsr:

— TMOWCK TeMOCH/IEPUHCOMIEPIKAIINX MaKpodharos s
UCKJIIOYEHWST CUH/IPOMA aJTbBEOJISIPHOTO KPOBOTEUEHMS;

— nouck PAS-miosioskuTesbHOrO TpaHyIsSiPHOTO MaTepua-
Jla B KJIeTKaX /IJIT MCKJTIOUEHUsT aJIbBEOJISIPHOTO TIPOTEMHO3a
(paccmarpuBaioT MyTtanuu AuchyHKIUMN cyphakTaHTa niu
csa3annbie ¢ GM-CSF napymenusamn);

— [MOUCK NHTPAIUTOIIIA3MATIIECKUX TeJIel] C [IEHTAJIOMUHO-
BBIMU BKJITOYEHWAMH (2I€KTPOHHAS MUKPOCKOIIH) WM TIOJI0-
skutesibHbIX CD-1a mMoIToB (JIerouHOi THCTHOITOS).

Bo3moskubie xapakrepuctuku BAJI

Heiirpodubi:

— uHMEKIN HIKHUX JBIXaTebHBIX My Tell (TTHEBMOHUS,
OPOHXUT, GPOHXOIKTA3BI);

— aCHUPAIMOHHBIN CHHPOM;

— nuddysnble anbBeossIPHbIE MOBPEXKIEHUS / OCTPBIii
pecpaTopHbIi IUCCTPEC-CUH/IPOM;

Jo3uHo UL

— JiekapcTBeHHO-uHyupyemore J13J1;

— 903UHO(PUIbHBIE JIETOYHbIE GOJIE3HM;

— cunapom Yapra—Crpocca;

— acTMa;

— aJUIePruvYecKuii OPOHXOITYIBMOHAIBHBIN MUKO3;

— TapasuTapHbie 6OJIE3H;

— rpubKoBbIe GOJIE3HM;

Jlunuconep:kamme Makpodaru:

— TIPETOJIOKUTEIbHO ACTTUPAIIUS;

Jlumonursi:

— nomunuposanne CJl4+-KIeTok — capKouos;

— nomuHUpoBaHne C/[8+-KIeTOK — JIeTOYHOI TUCTUOITH -
TO3, 9K30TeHHBIN aJlJIePTUYecKuil aJbBeO0JINT, JJeKapCTBEHHO-
nnaynupoBanuas J[3J1,

— KOJIJIATE€HO3HI;

Pazubie Haxoaku:

— KJIETKH, TUnnuHble 118 6onesnn Humana—ITuka.

Coxpamenusi: OPJIC — octpsiii PIC, GM-CSF —
TPaHyJIONHUTO-MaKpOMaraJbHbIll KOJOHUECTUMYITUPYIONTUI
(axrop, PAS-periodic acid-Schiff

Knerku, naxonsiuecs 8 BAJI, HeToOuHO OTpakaioT KJie-
TOUHYIO KaPTUHY aJIbBEOJISIPHOTO MPOCTPAHCTBA. JTO CHUKA-
et uHpopmatuBHOCTh BAJI B ompenesrennn KOHKPETHOTO
N 3JI-3a60meBanns, B OEHKE MPOTPeccupoBanms 3aboJeBa-
HUsI WK B BBIGOPE Tepaluu, Kak y B3POCJIbIX, TaK U Y JIeTeil.
Ucnonbvzosanne BAJI kak uyBcTBUTETHHOTO U crieluduyie-
CKOTO IMAarHOCTHYECKOTO WHCTPYMEHTa TPeOyeT MaabHelIe-
IO U3YYEHUsL.

OcnoBHas mosb3a Gpouxockonuu ¢ BAJI y pereii
¢ chILDs cocTouT B IoJIy4eHrK MaTepuasa s MEKPOOHOJI0-
TMYECKOTO WCCIIeOBAHUS C IeJThI0 MCKITIOUeHNsT MH(MEKITI.
B03MOKHOCTb BBINOJHEHUS] MyKO3aJIbHOI OHOIICHHU C T1eJIbIO
THCTOJIOTMYECKOTO MCCIIE0OBAHUS AIUTENUS U KJIETOUYHbIX
CTPYKTYP COCTaBJISIET JIOMOJHUTETBHYIO 110163y BAJL.

IuTtosnornyeckoe wucciaenopanue BAJI moxeT ObITb
TTOJIE3HBIM [IJISI MCKJTIOUEeHNS albTepHATUBHBIX puanH /[3J],
TaKUX KaK JIETOUHOW TeMOPParnyecKuii CUHAPOM, JIETOUHOM
AJIbBEOJISIPHBIN TIPOTEUHO3, JIETOUHOM IMCTUOIUTO3, CAPKOU-
103, 6osesnb Humana—ITuka, actimpanus. Matepuai, couep-
JKAIM MapKepbl JIEFOYHOTO aJbBEOJISIPHOTO TPOTENHO3a,
CJle[lyeT TOJIBEPIHYTh JajbHENIIeMy TeHeTHIeCKOMY 00cIIe-
JIOBAHUIO Ha BO3MOXKHOCTb AucyHKIUU cypdakranra,
GM-CSF-nenoctatounocTs, HENMEPeHOCUMOCTH JIN3UHYPU-
yeckoro nporerta. CBUAETEIbCTBOM aCIIUPALUK MOTYT ObITh
Makpodaru, UMeIoIue JUIUIHbIE BKJIIOUEHUS W OKPallCH-
HbI€ COOTBETCTBYIOIIUM 0Opa3oM, XOTs crenu(@uuHOCTDb
1 9YBCTBUTEJNBHOCTD ITOCJIEHETO MapKePa BBI3BIBAET MHOTO
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BOIIPOCOB. l3MepeHue ypoBHs II€NICHMHA M/WJIM BbISBJICHUE
AJIBBEOJIIPHBIX MAKPOMATOB, JTOKAIUZYIONMX GETKH MOJIOKA,
SBJSIIOTCS OOJiee CBEKUMU PazpabOTKAMU, XapaKTepPHbIMU
IS ACTTMPAIIHM MOJIOKOM, KOTOPBIE BCE elIle TIPOXO/ST uayue-
Hue. OJIHAKO B PYKOBOJCTBE MOJYEPKUBAETCS OTCYTCTBUE
crennuUHOCT B OIleHKe KJIeTOYHBIX cocTaBJsaonmx BAJI,
TaK)Ke KaK HEBO3MOKHOCTh MCIIOJIb30BAHUST ATUX Pe3yJIbTa-
TOB C LEJIbIO TIPEACKA3aHMS aIbHEHIIEro TeueHus 3a00ieBa-
HUSI Y KOHKPETHOTO OOJILHOTO.

B nanHOM KJIMHUYECKOM PYKOBOJICTBE IIONUEPKUBAETCS
GoatbItiast AGEKTUBHOCTH COYCTAHHOTO MCTIOJB30BAHST PE3YITh-
tatoB BAJI, KT u kjinHmdeckoro ocMoTpa /I7ist HOCTAaHOBKY KOH-
KPETHOTO INarHo3a, 4eM 3TUX METOJIOB B OT/IC/IbHOCTH.

Tenernueckoe Tecruposanue. Y jereii ¢ chILDs moryr
GBITH BBISIBJICHBI HEKOTOPbIE MOHOTEHHBIC HapyIeHust. [ene-
TUYECKOE TECTUPOBAHUE OOBIYHO MPOBOIAAT B TOM CJydae,
€cJIM y TMalNeHTa UMEIOTCS KIMHUIeCKUe, PAIUOTOTHIECKIE,
TUCTOTIATOJIOTHYECKNE TPU3HAKY TeHETMYECKUX TTOJOMOK.

[IpropuTeTHOCTH, ¢ KOTOPOW TEHbI JOJKHBI OBITH MTPO-
AQHAJIM3UPOBAHBI, 3aBUCUT OT CJECIYIONIMX XapaKTEPUCTUK:
JaBHOCTH 3a00JIeBaHUsI, TUIIA HACJIEIOBAHYSI, HAJIUYUS BHE-
JIETOUHBIX TIpOsiBJieHnil. [IpusHaku TsKeNIOil rMIoKceMuu,
PeCMpaTopHOil HEZIOCTATOYHOCTH U JIETOYHON THIIEePTEeH3UN
Y HOBOPOK/IEHHBIX MOIYT OBITh PE3yJIBTATOM aJlbBEOJIO-Ka-
MUTSIPHON IUCIIIA3UN ¢ aHOMAJTBHBIM PACTIOJIOKEHIEM
serounbix BeH (ACD-MPV) win myrammun SFTPB, ABCA3
u, Boamokao, SFTPC. ¥ wnoopoxknenusix ¢ ACD-MPV
TaKyKe MOTYT ObITh OOHAPYIKEHbI CEPIEUHbIE, TACTPOMHTECTHU-
HaJIbHbIE U YPOTEHUTAIbHbIE MasIb(hopMaIum.

Cy1iecTByeT Apyroii reHeTwdecKuil (heHOTUII, KOTOPBIii
MOJKET TPOSIBJISATCST JIO0 Kak uddysHoe HeoHATATbHOE
3aboJieBaHNe WM HecHneln(MUIeCKUMU PecupaTOPHbIMU
cuMmntoMamu B 6oJiee cTapiieM Bo3pacrte, M MaHUDECTHPO-
BaTh TUMIOTHPEO3OM M/UJIH HEBPOJOTUYECKIMU CUMITTOMAMU
(XOTsI HEBPOJIOTUYECKIE TPOSIBICHNUS MOTYT He MOSIBJSITBCS
B HEOHATAJbHOM Tepuoje). ITOT (HEeHOTUIl TOSBIASETCS
B pe3yJIbTaTe MyTAI|U, TPUBOSIIEN K TOTepe (hyHKIIH, U
JleJieli TeHa B ogHoi u3 asuteseit NKX2.1. ¥V muanenues
u feTeil pomkoabpHOTO Bo3pacTta (u3 rpymmsr [[3J1) oTcraBa-
HUE B Pa3BUTHUH, TIATOJIOTHYECKIE TIPUBHAKK PECTTMPATOPHOTO
CHHZIPOMA MOTYT OBITh CJIEACTBUEM MYTAIlUU, TIPUBOJISIIIIL
K 1orepe GyHKIUU GesiKa, WK JeJelun B 00erX ajlelsix
reroB CSFF2RA, CSF2RB, xoaupyionux aibda- u 6era-cy-
O6wequanpl pernenropa ansa GM-CSE

XOTs TeHEeTUYECKOe TECTUPOBAHUE MOKET ObITh OYEHb
JIOPOTUM, OHO PEIKO ObIBAET OMACHBIM U MOKET ObITh IIPOBE-
JIEHO JUUIST OIpPE/le/IeHHsT TOYHOTO JIMAarH03a, YTO ITOMOJKET
u3beKaTh HEHYKHBIX HPOLELYP U BMEIIATEIbCTB, IIPEA0CTa-
BUT BAKHYIO MPOTHOCTHYECKYIO WHMOPMAIMIO TSI CEMbU
n Bpaya. OHAKO YYBCTBUTEIBLHOCTD U CIIEIM(PUIHOCTD rere-
TUYECKUX ucciegoBanuii y gereil ¢ chILDs He Obliu gocTa-
TOYHO HU3YUYEHbBI, MOITOMY YaCTOTA JIOKHOMOJOKUTETbHBIX
U JIOKHOOTPUIATEIbHBIX PE3YJILTaTOB HE MOKET ObITh Mpa-
BUJIBHO OlleHeHa, XOTs1 B 00111€eil BBIOOPKE MX Y4aCcTOTa HU3KA.

Buomncua xerkux. [Ipunsaro cyurarth, YTO MOTEHIHAJb-
Hasl 110JIb3a OT OUOICUU JIETKUX MPEBBIIIAET PUCK Y 0O0JIb-
HIMHCTBA JIETEii C OCTPBIM JIETOUHBIM YXY/IIICHUEM, JVINTEIb-
HO TEKYIIel JIeroyHoi OGO0JIE3HBIO WJIM Hepa3pelleHHbIM
JIETOYHBIM 3200JIeBaHIEM, OCOOEHHO y /IeTell, HaXOSIIIXCST
Ha UBJI. Xupypruueckue MOAXOAbl K OUOINCHE JIETKUX
BKJIIOYAIOT OPAHUYEHHYIO OTKPBITYIO OHOTCHIO (OTKPBITAs
TOPAKOTOMUSI),  TOPAKOCKONUIO, TPaHCOPOHXUAIBHYIO
U WTOJBYATYIO YPE3KOXKHYI0 Ouorcuio. Topakockomus
BU3YaIM3UPYeET GOJIBIIYIO YACTh JIETKOTO ¥ [T03BOJISIET B3SITh
06pasiibl U3 PasHBIX J0JIEN JIETKOrO U M3 HECKOJIbKUX yYacT-
KOB JIETKOrO (KOHCEHCYC DPEKOMEH/yeT OpaTb HECKOJbKO
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SAPYBECKHBIE MCCAEAOBAHIMA

00pasiioB), XOTs 9TO yTBEPK/IeHe 000CHOBbIBAETCS OIPAHMU-
YeHHOI 6a30i1 JaHHbIX.

WccneoBanusi, KOTOPbIE OIEHUBAIN Pa3IMYHbIE BapUAH-
Thl OMOIICHHU JIETKUX Y J€TEH, OATBEPIIIM, YTO IIPH TOPAKO-
CKOTIMM MMEET MECTO HU3KUW TIPOIEHT TTOCTOTEePAIIMOHHbBIX
W OTCPOYEHHBIX OCJOKHEHUI MO CPABHEHUIO € OTKPBITHIM
MeTo/oM. TOPaKOCKOIMs TaKyKe COMPOBOXKAANACH HU3KUM
MOCTOIEPAIMOHHBIM GOJEBBIM CHHAPOMOM, KOPOTKUM MEPHO-
JIOM BBI3JIOPOBJIEHUSI, JIYYITUMH KOCMETHUECKUME Pe3yJIbTa-

Pue. 6. Tunn4Hble MUKPOCKOMNNYECKNE NPOABIIEHNSA: A — neroy-
HbIi MHTEPCTULMANBHBIVA TMINKOTeHo3; B — Henpo3aHaoKprHHASA
KnetoyHas runepnnasus mnageHues (NEHI); C — cypdhakTaHT-
npoteuH C mytauus (SP-C).
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TAMU TI0 CPABHEHUIO C OTKPBITHIM METOZIOM. B cBs3u ¢ oM
TOPAKOCKOIUS SIBJISIETCst GoJiee TIPEOYTHTEIbHOI TIPOIe/Ly-
POii cpeziu APYTrUx BapuaHToB Guoncuii ierkux y gereid. Tpac-
OPOHXMAJIbHASL M YPE3KOKHAST UroJibuaTast OUOICUU PELKO
UCIIOJIB3YIOTCS U3-32 MAJIBIX PA3MEPOB TKAHEBBIX 0OPA3IIOB.

TeneTnyeckoe TECTUPOBAHUE MOXKET 3aMEHUTh HEOOXO/ 1~
MOCTBH TIPOBEACHUA 6I/IOHCI/II/I Y HEKOTOPBIX MAIIMECHTOB, HO
GOJBIINHCTBY OOJIBHBIX BCE K€ HEOOXOAMMO THUCTOJIOTUYE-
cKoe uccyeoBanue. Tak, HAPUMep, HOBOPOK/IEHHbIE B KPH-
THYECKHIX COCTOSTHUSIX, TIOJTyYAIOIIe arPeCCUBHYIO JIETOTHYTO
MOAMEPKKY (MeXaHnueckast BEHTUJISITINS, TOTIOJTHUTETbHAS
OKCHUTEHAINSI, MHTAJISAINUS ¢ OKCUZOM a30Ta W/MJIU 3KCTpa-
KOpIIOpaJibHast MeMOPaHHAast OKCUTEHALMST) MOTYT HYKIAThCSI
B OUOIICHY JIETKUX [UIS YCTAHOBJICHUS] JNATHO3a B CaMBbIil
KOPOTKHH CPOK, TaK KaK IS 9TUX COCTOSHHI XapaKTepHa
BbIcOKast panHsAs cMeptHOCTh (ACD-MPYV, npearosnaraemas
ABCA3 wmyranust). CBoeBpeMeHHas! JIMarHoCTUKa 3ab0JieBa-
HUSI MOJKET 3HAYMTETbHO UBMEHUTH TAKTUKY JiedeHusT (TpaHc-
ILJTAHTAIN JIETKUX FJIN OTKa3 OT TTO/IEPIKKH ).

TunuyHpie MUKPOCKONIMYECKHE NPosBieHus (puc.6):

Jlezounolii unmepcmuyuanvnvlil 2iukozenos (a). AibBeo-
JISIPHBII MHTEPCTUIINI 3aII0JTHEH 32 CUET «MSITKUX» BAKYOJIH-
3UPOBAHHBIX ITIEHUCTBIX KJIETOK, COAEPKAIINX TJMKOTEH.
B peakux ciyuasix, 13-3a MOTE€PU [JMKOTEHA 11pu 00paboTKe
matepuasa, Schiff-monoxurensupiii  MaTepuas BHYTPHU
HHTEPCTHIMATBHBIX KJIETOK MOXKET ObITh He OOHAPYIKEH.
Jlst GosbIIMHCTBA OMOJOTUYECKUX 00PasIoB UHTpPAIEIO-
JIIPHBIN TJIMKOTEeH JIyd4llle BUJIEH IPU 3JIeKTPOHHOH MUKPO-
ckornu noce PAS-oxpacku.

Hetiposndokpunnasi kiemounas zunepniasusi MAGOeHyes
(NEHI) (8). OcHohbiM nipusiakom NEHI sigsstiorest GpoHxw-
OJIBI, COJIepPIKAIllNe MHOKECTBEHHBIE KJacTepbl (CKOIJICHMS )
60MOE3UH-TI0JIOKUTENBHBIX  HEMPOIHIOKPUHHBIX —KJIETOK,
BBISIBJISIEMBIX [IPU UMMYHOTUCTOXUMUYECKOM 00CICI0BAHUML.

Cyppaxmanm-npomeun C mymayus (SP-C) (c). O6pas-
IIbI UMECIOT MPU3HAKN XPOHUYECKOI'0 IMHEBMOHUTA MJIQJICH-
1[eB B BH/E ATbBEOJIO-dNMUTENUANLHON TUIEPILTIA3UH, yMe-
PEHHON MHTEPCTUIHANBHON HHDUIBTPAIMU ¢ HEGOIbIITUM
KOJTMYEeCTBOM JINM(DOIUTOB, HEOTHOPOIHBIM HHTPAATbBEO-
JIAPHBIM HAKOIIJIECHUEM IMEHUCTBIX MaKpO(baI‘OB " CKOIIJICHN-
€M XOJIeCTePHHA.

OcHoBHbIE N0J10keHnd BeeHus aeteii ¢ chILDs:

* Jlo HaCTOSIIETO BPEeMEHN! ITPOBO/INIIMCH TOTBKO HEKOH-
TPOJMPYEMbIC NUCIBITAHUA B HECKOJIbBKUX JIe‘Ie6HbIX IeHTpax,
M03TOMY BeJleHue JleTeil OCHOBAHO HA HETIPSIMBIX /IOKA3ATE b=
CTBAaX, OT/IEJBHBIX JIOKJA/aX, HECHCTEMATH3UPOBAHHBIX
HaOJo/1eHusX (T.e. Ha KIMHUYECKOM OIIbITE).

* Jlna jgereii ¢ TsyKeJabIMU U skuaHeonacHbiMu chILD-60-
JIE3HSIMH PEKOMEH/I0BAHO HATIPABJIEHUE B IETCKHUE MTYJIbMOHO-
JIOTUYECKHe [EHTPBI, I/le TPOBO/ST TPAHCIIAHTAIIMIO JIETKUX
nocJie 06CysKIEHUsT 1 PEMIEHIsI HTOTO BOIPOCA B CEMbE.

* YauThiBasg OTpaHMYEHHbBIE TAHHDIE, KACAIONIIECS MOJTh-
3bl IMMYHOCYITPECCUBHON Tepariuy Ha TevyeHre U HMCXO[,
U XOPOIIO U3BECTHBIE ee 11060uHbIe 2 HEKTHI, PEllieHne O Ha-
3HAYEHUH TTOCJCAHEN MOKET OBITh PACCMOTPEHO B MH/IBHU/LY-
asnbHOM nopstike. [Tpu o6cyKaeHun HeOOXOAUMOCTU TPOBE-
JIeHUsT UMMYHOCYTIPDECCUBHOW TePATTUU JIOJIKHO YIUTBIBATHCS
cJIelyIonIee: TSKeCTb H0JIe3HH, CKOPOCTb MIPOrPecCUPOBaHUS,
[POTHO3 6e3 JIeYCHNs, HAIMYKUe COMYTCTBYIONEro 3ab0JeBa-
HUS, CeMEHbIe TICHHOCTH U MPeATIouTeHNs. BeeM manmeraTam
¢ chILDs, KoTOpbIe MOIYYa0T KYPC JAHHOI TePAIu, CJAELy-
eT MOHUTOPUPOBATH Pa3BUTHE MOOOUHBIX AP HEKTOB.

* Beem nanuenTam ¢ chILDs cienyer HasHauath moziep-
JKUBAIOIIEE U TIPEBEHTHBHOE JIEUEHNE, KOTOPOE BKIIOYAET
KOPPEKIINIO TUIOKCUH, THITOTPODUH, COMYTCTBYIOMIEH MaTo-
JIOTUN, UHPEKITU.
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* CembH, B KOTOPBIX ecThb geTr ¢ chILDs, ciemxyer xopo-
mo WHGOPMHUPOBATh 1 OKA3bIBATH MCUXOJOTHYECKYIO TOJI-
TePIKKY.

* Tenernueckoe KOHCYJIBTUPOBAHUE CJIEYeT MPOBOIUTD
yjieHaM ceMell, y KoTopbix ecth getn ¢ chILDs, ocobenmo
€cJIi y HUX HET NPU3HAKOB 3a00JIeBaHNs, TAK KAK OHM MOTYT
ObITb HOCHUTEJISIMU JOMUHAHTHBIX MYyTallUi, TaKUX Kak
SFTPC wiu MKX 2.1.

Benenue HOBOPO:KIEHHBIX ¢ TsKeabiM chILDs

ITepBUYHBITT OCMOTP HOBOPOsKAEHHBIX ¢ chILDs mosmken
(hokycrpoBatbcsi Ha TSKECTH U CKOPOCTHU TIPOTPECCUPOBAHUS
3ab0JIeBaHUs, UCTOPUU POKICHUS U OEPEMEHHOCTHU, CeMeli-
HOM aHaMmHe3e W PaHHEH MJIaJeHuyecKoil CMePTHOCTH.
Heobxoanmo yTouHsITh HHGOPMAIHIO 0 BPOKAEHHBIX TOPO-
Kax cep/a.

Kontposmpyiomas BEeHTHJIAIMI0 TOMOrpadusi BbICOKOTO
paspemennsi (KBTTBP) o6b14HO ABJISETCS MEPBBIM JAHATHO-
CTHYECKUM TECTOM. Y HOBOPOK/ICHHBIX C TSIKEJIBIME 3a00J1e-
BaHUSIME, C OBICTPBIM MPOIPECCUPOBAHUEM HJIM OTSTOICH-
HBIM CEMEHHBIM AHAMHE30M TEHETHYECKOE TEeCTUPOBAHUE
U OUOIICUST JIETKUX JIOJKHBI [IPOBOJUTHCS Yallle, TaK Kak
B 9TUX CJIy4YasX MOKET MMETb MeCTO TJIOXOi MPOTHO3. DTH
TECThI JIOJIKHBI BBITIOJHATHCS KaK MOKHO paHbllle, TaK Kak
UX Pe3yJIBTaThl MOTYT BJIMSATH HA TAKTUKY BeACHUs peOeHKa.

Hapyuienusi, umeionmue TsKejble HeOHATaJbHbIE
npossienus U3JI:

— alMHapHasl TUCIIIA3Us;

— JIeTOYHas TUNOILIAa3ust (He/lopa3BUTHE AJIbBEO);

— aJIbBEOJISIPHO-KATUJIJISIPHAS TUCTLIIA3HS ¢ AHOMAJIBHBIM
pactonoxkenueMm Jerounbix BeH, (FOXF1 myramun);

— JIETOYHOW WHTEPCTUIUATIBHBIN TJINKOTEHO3;

— nedunut nporenna B cypdaxranra;

— myTtanust ABCAS3 rena;

— mytammst rena NKX2.1 (tupeonanoro dakropa Tpas-
CKPUIIIINN);

— JIETOYHOIi TeMOPPArn4ecKuii CHHPOM;

— Jlerounast TuMQpaHTIOIKTA3USI.

JInarHocTuyeckyue reHeTHYeCKHe TECTHI y IeTell ¢ TsKe-
JIbIM ¥ GbICTPO NporpeccupyomuM reyeduem chILDs moryT
ObITh CJIEYIOIMH:

— wuapymenue (QYHKIUE CUCTEeMbI cypdakTanTa u3-3a
ABCA3 wmu SP-B-gedurura reHoB, KOTOpble KJINHUYECKN
MOXOKH Ha PECIIUPATOPHBIN TUCTPECC-CUHIPOM;

— HapyuieHue cypdakTaHTa H3-3a MYTalUU WJIH
nenerun oxnoit amnenn NKX2.1 rena, kotopbie manude-
CTUPYIOT JBIXaTeJbHBIMU PACCTPOIICTBAMU, BPOKIEHHBIM
TUTIOTUPEO30M M HEBPOJIOTMUYECKUMU HAPYIIeHUsIMU (TUIIO-
TOHWUS, XOpes);

— anomasu pazsutus Jerkux (ACD-MPV uz-3a FOXF1
MYTAIlUU WJIW JIEJIEIIH TeHa), KOTOPbIE MPOSIBIISAIOTCS THITO-
KCUEN M IbIXaTeJTbHOU HE0CTATOYHOCTHIO ¢ pedpakTepHOI
JIETOUHOI TUnepTeH3uei.

MuazeHipl ¢ MesieHHo nporpeccupyiomum chILDs

JleTsiM TIepBBIX JIBYX JI€T SKU3HH, KOTOPbIE IMEPEKIIN
1-i1 MecsIl KU3HM U MMEIOT MEJJIEHHO IIpOrpeccupyloniee
TedeHune 3aboJeBaHMA JIETKUX, MUATHOCTHKA IIPOBOAUTCS
M03TAITHO, MEPBOHAYAJIBHO HCIIOJIB3YIOTCS HEMHBA3WBHBIE
METO/[bl TECTUPOBAHMUS, a B MOCJEIYIONEM — CEeJEeKTHBHbIE
MHBA3MBHbIE TEXHOJIOTUU.

AHaMHe3 TedeHUs TIePHO/ia PAHHETO JIETCTBA MOKET 1O/
ckazath npuanny J[3JI, cpean KOTOPhIX MOXKET OBITh MYKO-
BUCIIN/I03, UMMYHOZIe(UIINT, TACTPOa30(daraIbHbIN pedIioke
¢ nepuoainyeckoit acnupanueit. Kommnbiorepuas romorpadust
BBICOKOTO pa3pelieHus MOKET COPHEHTHPOBATH Bpaya
B oTHONIeHNN KoHKpeTHOoTo chILD-anartnosa. dto mccrieno-
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BaHue sBiseTcs Hanbosee BakHbIM B ciyyae NEHI, a mus
jereil ¢ KJIMHUYECKUMU IIPOSBJIEHUSIMU TUIIOTHPEO3a OHO
TaKsKe MOKeT ObITh 110JIe3HBIM. BMecTe ¢ TeM /1151 TOCTaHOBKU
TOYHOTO JINArHo3a OOJIBIIMHCTBO MJIAJICHIIEB BCE JKe HYIK/a-
I0TCSI B TEHETUYECKOM TECTUPOBAHUU UJIU OMOTICHU JIETKKIX.

IMortermmuanpubie chILD-auarHo3s! y geTeil Miajiie AByX
JIET ¢ Me/IJIEHHBIM IIPOrPeCcCHPOBAHUEM JIETOYHOTO MpoIiecca:

— HEJIOCTATOUYHOCTD CyphaKTaHTA BCJEICTBHE TTIOJIOMOK B
ABCAS3 ninu SP-C renax;

— MyTaist i aesenst obenx aseneit reHoB CSF2RA n
CSF2RB, xommpyiommue perierrrop /st GM-CSE, koTopbie Mmanm-
decrupyror chILDs, B TOM uncIie 1 aJIbBEOJISIPHBIM [IPOTEHHO30M,;

— myTanust win esteriust oot uz NKX2.1 anesneit, kimmnu-
veckn feborupyioriie chILDs, BpoKIeHHBIM THIIOTHPEO3OM 1
HEBPOJIOTUYECKIMU HAPYIIEHUSIMU (TUIIOTOHMSL, XOpest).

Oco060€ yrazaHue B OTHOLIEHHH JeTell ¢ uMMyHOaedU-
IUTOM

B cBsi3u ¢ TeMm, uTO MHGbEKIUN MOTYT OBITH TIPHYUHAMIU
J13J1, Bce maruenThbl JOJKHBL OBITh 0OCIEI0BAHBI HA IPEAMET
uckoueHust uMmyHoedunuta. OOHapysKeHue u Kiaaccudu-
[UPOBaHNEe MMMYHOJEhUIUTOB, KaK IIEPBUYHBIX (MOXKET
OBITD TSKETbI KOMOMHUPOBAHHBIN UMMYHOACHUIINT), TaK U
npuobperertbix (BUY-undekius nin npuMeHeHne nMMmy-
HOCYIIPECCUBHOI Tepamnun), MOKeT MOMOYb B BeJeHUU U
Jgeyerun 0GosibHOTO. BbisiBiieHue umMyHogebuuTa He
nckodaet auartosza chILD, KoTopbIii 9acTo acCOIMUPOBaH ¢
UMMYHHBIME HapyHIeHUsIMU: (hOJTTUKYISIPHBIM OPOHXHOJIH-
TOM, JUM(OIUTAPHON WHTEPCTUIIHAIBLHONW MHEBMOHUEIH,
06 TEPUPYIOIUM GPOHXUOTIUTOM.

IIporunos N3J1

3abos1eBaeMOCTh U CMEPTHOCTD, 00ycoBserntbie chILDs
u npyrumu Buziamu [I3J1, y neteii He yCTaHOBJIEHBI, B HACTOSI-
1ee BpeMs YpOBEHb 3THX [TOKa3aTeJell J0CTaTOYHO IIPOTUBO-
peunssiii. Fan u Kozinetz B cBoem pokuaze coobmmim o 64%
5-7eTHeN BBIKHMBaeMOCTH cpean aetei ¢ JI3JI B Bospacte
ot 1 10 18 set 1 0 38% 5-7eTHEN BEIKUBAEMOCTH CPEN JeTeR
¢ IPU3HAaKaMM JIETOUHOH rurepTeHsuu. B mpoTuBoBec atuMm
manubimM [esesast rpynma ERS mososxina 06 ypoBHe cMepT-
HOCTU TOJIBKO y 6% feTell, ¢ KIMHUYECKUM YyJIydlleHneM
y 74% manueHToB oT poskaeHus 10 16 jget. ITu nccaenoBanms
BKJIFOUAJIU TOJBKO OOJIbHBIX, MMEBIIUX CUMIITOMBI B T€UEHUE
HE MeHee TpeX MeCSIEeB, TeM CaMbIM HCKJIOYaJId MHOTHe
u3 GBICTPO MPOTPECCUPYIONINX C/IyUaeB HeoHatanbHbIx /[3J1.
Cesepoamepukanckoe wuccaegoanue chILD  Brirouano
JIeTell B BO3pacTe CTapiiie ABYX JIET, Y KOTOPbIX [HArHO3 ObL
BBICTaBJIEH HA OCHOBAHUU OWMOIICUU JIETKUX, [PH HTOM
cMeprHOCcTh coctaBmia 30%, a y 50% marnuentoB 6osie3Hb
npogospkanack. CTano sICHO, YTO HEKOTOPble KJIMHUYECKUE
dopmbl chILD umeioT oueHb BHICOKYIO CMEPTHOCTD, HO BMe-
CTe C TeM JIPyrie BAPUAHTBI MOTYT UMETh 1 OJIArONPUSITHDII
ucxon. Hampuwmep, nedunmr SP-B 1 ACD-MPV unmeror
HeOMArONpUATHBI  1porHo3, Myrtanun renoB ABCA3
u STFPC BexyT k Gosiee BapuabesbHOMY UCXOLY 3a00JieBa-
nus, a NEHI umeer 60siee 61aronpusiTHbI TIPOrHO3.

Jleuenne U3JI y nereii

KoHTposinpoBaHHble  MCCJIENOBAHUS  OTHOCUTEJIBHO
TepaneBTHYECKUX HoaxonoB K chILDs He mpoBomuauck.
Bezenue Takux nanueHToB OCHOBAHO HA HEKOHTPOJMPOBAH-
HBIX HCCJCOBAHUIX, CEPUIHHBIX CJydasX, OTAETbHBIX c000-
[IEHUSAX ¥ HECUCTEMHbBIX HAOJIIOICHUSIX.

OnTuMasibHBIM SBJISICTCH JUINTEJIBHBINA YXOJl, TIPOBOJIU-
Mblil B IleHTpaX, rie cocpegortaunBaiorcst getu ¢ chlLDs
1 UMEIOTCS IMarHOCTUYECKIe BO3MOKHOCTH /IS IMarHOCTH-
KM 9TOH naTtosioruu. Takue 1eHTpbl I0JKHBI UMETh MYJIBTH-
JUCIUIIJIMHAPHYIO KOMaH/y /IS BEJACHUS 3THX I1allMEHTOB,
BKJIIOYAS JIETCKUX IIyJIbMOHOJIOTOB, Pa/In0JIOTOB, XUPYProB,
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THCTOJIOTOB. PYKOBOJICTBO IIeHTPa MOKET BKJIIOYATb B INTAT
U CIHEIUATUCTOB JPYTOTO TPOMUIIST: COIMUANBHBIX PAbOTHH-
KOB, TEHETUKOB, PECITUPATOPHBIX TEPAIIEBTOB, IMETOJIOTOB.

Nmmynocynpeccusnast  dapmakosorusi (CUCTeMHbIe
rimokokopTukoctepouabl (I'KC), ruapokcuximopakun) Oblia
U3JI0)KEHA B Psjle cTareil Kak I10Je3Hast IPU OT/eJIbHBIX
nososiornuecknx Gopmax /3JI. Ecou kauHumuct pemmi
HayaTh MMMYHOCYIPECCUBHYIO TEPAIUIO, MAIMEHT JOJIKEeH
ObITh TIIATEJBHO MOHUTOPDUPOBAH B OTHOLIEHUH IOOOYHBIX
acbderToB. ITO MOKET OBITh JEHCUTOMETPHSI, M3MEPeHue
pocrta, 0CMOTp O(hTAIBMOJIOTOM JIETeid, JUTUTEIbHO TTOJYYato-
mwx TKC, v nepuoauyeckuii KOHTPOJIb 00IIEro aHaIM3a KPOBH.

Pemenne o nposesieHMM MHUIUAIBHOM MMMYHOCYIIpec-
CHUBHOI Tepanuu JOJKHO NPUHUMATLCS WHAWBHULYATbHO
B KaK/IOM KOHKDETHOM CJiydae, TaK KaK MMEIOTCS TOJIbKO
orpaHuYeHHbIe (DAKTHI 1M0Je3HOr0 ahdexkTa Ha HCXO/bI
3a00JIeBaHUsI M XOPOIIO HM3BECTHBI 110004HbIe 3(hdeKTDI
MMMYHOCYTIPECCUBHOI Tepanuu. B periennu Bonpoca o nasna-
YEHUU HTOU TePaIvu JOJKHBI YIUTHIBATHCST: TSKECTh 3a00J1e-
BaHUs, CTEIEHb MPOrPECCUPOBAHUS, TIPOrHO3 0e3 JiedeHusl,
coueTaHHasd 1aToJIOT NS, CeMelHbIe IIEHHOCTU U ITPENOYTCHHS.

Tparcnianmayus rezxux (TJ1) sBasiercs BBI60POM y 60J1b-
HBIX JIETeH MITaIiie ABYX JIeT JKU3HU Ha TePMIUHAJIBHOM JTale
3abosieBanust Jierkux. VIMeeTcss HECKOIBKO COOOIIEH M
00 yCIIeNHOW TPAaHCIUIAHTAUU JIETKUX Yy MJIAJEHIIEB
¢ chILDs, x0T TaKKMX NAIMEHTOB II0Ka 4TO MaJio. MiiazeH1es
¢ chILD ¢ puckom mebaaronpusaTHoOro ncxoga n Heahdek-
TUBHBIM JiedeHueM, Takux kak SP-B pedurur, ACD-MPV
nin ouenb TskenbiM TeuenneM ABCA3, cireyeT HanpaBisiTh
B CIEIMAJN3UPOBAHHbBIE IIEHTPbI /IS PEHIeHUs] BOIpoca
0 TPaHCIJIAHTAIINH.

TpanciianTaryst jerkux obecrednBaga 5- u 7-JEeTHIO0
BBIKMBAEMOCTD ¥ JieTeil B 51% 1 45% ciryuaeB COOTBETCTBEH-
HO. ITO 0TOOPAKAET BBIBOIBI WIEHOB paboyeil TPYIIIbI, YTO
MOTEHIMATbHBIE BBITO/IBI OT TPAHCIIJIAHTAIIMY JIETKUX (HAJIH-
Yyye COOTBETCTBYIONIETO M TPAMOTHOTO KOHCYJIBTHPOBAHUS
ceMell TakuX TIAIMEHTOB M UX BbIKMBAHME) TI€PEBENINBAIOT
pucku (IIOCTOIEPAIMOHHbBIE OCJHOKHEHUS, JJIUTebHAas
MMMYHOCYTIPECCUBHAS TEPATINS ), TSKECTh U CTOUMOCTb.

JlaHHbIE O BBUKUBIINX, IPUBEJEHHBIE 37€Ch, B3ATHI
u3 oryera Murepranuonansroro ObuiectBa JlerouHoii u
Cepneunoii Tpancmrantarun 3a 2011 ro, KOTOpEIi BKIIIOUA-
€T Bce caydan JerouHoit TpancimanTanny 3a 1990-2010 rozsr.
B oruer BKJIHOUEHBI TOJIBKO 15 TAMEHTOB B Bo3pacTe OoJiee
1 roga ¢ SFTPB-myTtanueii. Mbl HAILIN TOTIOJTHUTENBHO €111e
TPU CEPUIHBIX CJy4as, BCe W3 OJHOTO IIEHTPA, B KOTOPBIX
ObLIa IPOU3BE/IEHA TPAHCIIAHTALIKS JIETKKX 110 OBOLY MyTa-
it SFTPB, SFTPC, ABCA3. O6uiee KOJMYECTBO TIPOBE-
JIEHHBIX TPAHCIIAHTAIIUI JIETKUX B 3TUX BBIOOPKAX COCTABU-
J10 25 onepanuii u3 29 mpeTeH/IeHTOB.

ConpoBoskeHne 1 NPeBeHTHBHbIH YX0J1 3a peGeHKOM

IMaruenTtam ¢ chILDs 06bIYHO IIPOBOASAT KPYTJIOCYTOUHYO
IyJIbCOKCUMETPHUIO [IJIS1 BBISIBJIEHUSI HEOOXOMMOCTHU JIOTIOJIHU-
TeJIbHON OKCUTeHAllMM, Hanpumep npu KopmieHuu. [lersm
C TSDKETBIMU PECTTMPATOPHBIMU HAPYIIEHUSIMI MOKET OBITH
[0JIe3Ha WHBAa3WBHAS WJIM HEMHBA3UBHAS BEHTUJISAIUS.
Muorue getn ¢ chILDs umelor Huskie nokasaTesin (pusnde-
CKOT'0 Pa3BUTHSI, 4TO 0OYCAABINBAET HEOOXOAUMOCTD ITUIIEBON
HOJIEPKKH, KOTOpas ellle He Oblia ugydena y gereii ¢ chILDs,
HO ee OLICHKA OUY€Hb BaKHA y JI€Tell ¢ OPOHXOILYIbHOMAIbHON
JICIITa3Uel 1 MyKOBUCIIMI030M. KIIMHUIIMCTBI COBETYIOT TIIA-
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TEJIbHO MOHUTOPMPOBATb PAa3BUTHE TAKUX JIeTeil U BOBpEMs
KOPPUIMPOBATh UX MTUIIEBOI pallioH.

[ManmenTam ¢ chILDs caeayer nsberatb BpetHOro Bo3ieii-
CTBUS OKPY’KAIOIIEH Cpe/ibl, HAIPUMEP MACCUBHOTO KYPEHHUSI.
Vm mozker ObITh M0OJIE3HA BAKIMHALMS TPOTUB THEBMOKOKKA,
rpuiina, oOblYHAsT [ETCKas WMMYHU3AIMs, 32 HMCKIIOYEHHEM
SKUBBIX BaKIMH JIETSIM € MMMYHOCYIPECCUBHBIM CTaTyCOM.
PecnpatopHO-CUHIIMTHATIBHBI BUPYC MOXKET YBEJTMYUBATH
3a00JI€BAEMOCTb U CMEPTHOCTb Y MIIAJIEHIIEB U MAJIEHBKUX
JeTell ¢ XpOHNYeCKUMU 3a00JieBatusiMu Jierkix. CoBpeMeHHbIe
MCCJICZIOBAHNS TOKA3AJIM, YTO TOCIUTATIM3AIMNS 3HAUYNTEIBHO
YBEJIMUUBACT PUCK 3aPAKCHUS PECIUPATOPHO-CUHIUTH-
aJIbHBIM BUPYCOM TakuXx feteil. ITo aToit mpuunne miazeHam
CO 3HAYUTETBHBIM HAPYIIEHIEM COCTOSTHUS OOBIYHO HA3HAYAET-
csl OMOJIOTMYECKHI TIperapar MmainBudyMad, XoTsi He ObLIo
IIPOBE/ICHO MCCJIEZIOBAHMI, MOATBEPKAAIONINX TEOPETUUCCKYIO
[OJIb3Y TaKoil Tepanuu. /leTsiM ¢ MMMYHOCYIIPECCHBHBIM CTa-
TYCOM OOBIYHO HA3HAYAIOT MPOMIIAKTHKY THEBMOIMCTO3A.
CembsM, B KoTOpbIe ecTh Aetr ¢ 131, 6bL10 Obl 10JIE3HO TeHe-
THYECKOE KOHCYJIBTUPOBAHKE, U IIPH HEOOXOAUMOCTH [IPOBE/IE-
HUE TCHETUYECKOTO TECTUPOBAHNSL.

KauecTBo Xu3HM, ceMeWHbIN CTpecc W rope poauTeseit
He n3ydannch y marueHTos ¢ chILDs. Xots1, BiosiHe BeposiT-
HO, 4TO MEKJIUYHOCTHBIA CTPecC UMeeT HeOIarolnpusiTHOE
BJIMSIHUE HA KAYeCTBO JKU3HU MAI[EHTOB U X CEMbH.

TakuM 00pa3oM, STU MAIMEHTHI U MX CEMbU HYKIAIOTCS
B IIOCTOSIHHBIX JIOIOJHUTEJNbHBIX YCJAyraX M COIMAJIbHOMN
pabore. PaHHee BOBJIeUeHUE B TPYIIIBI CEMEIHON MOAIEPKKY
MOTYT TIOMOYb CHATb CTPECC IUATHOCTUYECKUX IIPOIELYP
1 B TIEPHO/L TIOCJIE TIOCTAHOBKH /IMArHO3a.

3akaouyeHne

VuurpiBasi OypHbBIII TEXHUYECKHU ITIPOTPECC U CTPEMH-
TeJIbHbIE TEMITbI 3arPSA3HEHNST OKPYJKAIOIIEH cpe/ibl, yBesnye-
HUE YHMCJEHHOCTU BBIKUBAIONIMX HEIOHONIEHHBIX U JleTeil
C TEHeTUYECKOU TaTOJIOTHell 3a CcyeT YJIydllleHUs KayecTBa
BBIX)KMBAHNS, BCE Yalle BPayM e UaTPU4YecKoro npoduis
CTAJTKUBAIOTCS € MHAIlMEHTAMHU, MMEIONMMU XPOHUYeCKoe
[apeHXUMaTo3Hoe 3a60JeBaHIe JIETKUX, YTO TPeOyeT pacii-
peHust 3HaHUiT 06 3TO narosoruu. [103TOMYy O3HAKOMIIEHUE
¢ marepuasniamu Odurmansioro Ilomoxkenus Amepukancko-
ro Topakambroro Ob6miectBa: «Kinnnyeckoe pyKOBOACTBO:
kaaccuduranms, obcae0BaHe W BeJIeHUE MJIIAJeHIIEB
C UHTEPCTULHAIBHBIMU 3a00JIEBAHUSIMU JIETKUX> OyeT
[0JIE3HO /I TeIMaTpOB, HEOHATOJIOTOB, IIYJbMOHOJIOIOB
n ajneprosoroB. Muorme moJIOKeHUMS BejleHns jleTeit
¢ chILDs MoTyT ObITh UCTIOJIB30BAHbBI B IETCKUX CTAIIMOHAPAX
Ykpaunst III u IV ypoBHell, B 4aCTHOCTH KOMIIBIOTEPHAas
TomMorpadusi BbICOKOTO paspelleHus, ucciefoBanne OpoH-
X0aJIbBEOJISIPHOTO JIaBaXka, TOPAKOCKOIHMYECKasi OMOIICHSI
JIETKUX. YUUTBIBAsl JI0CTATOYHO OBICTPOE BHEAPEHME IeHeTHU-
YeCKNX METOJIOB NCCJIEI0BAHNUS B YKpanHe, BO3MOXKXHO GoJiee
HIMPOKOE MX MPAKTUYECKOE UCIIOJIb30BAHKE B JICTCKOM 11yJIb-
MOHOJIOTUH. YruyOjeHue sHanuii B obGiactu audysHbIX
3a00J/IeBaHUI JIETKUX, HAJUYKE HPOrPAMMbl MEHEIKMEHTa,
yIy4illeHre TEXHUYECKOTO OCHAIeHUST MeJIUIINHCKUX YUpPeK-
JeHuil OyzierT crnocoOCTBOBATh CO3AHUIO CIIEIUATM3POBAH-
HBIX CTAIlMOHAPOB C MYJIBTHAUCIUIIMHAPHBIMI OpUrajiaMu
00cysKMBaHKsl IAIMEHTOB ¢ TsKenbiMu (popmamu chILDs.
Onu Moryiu Obl CTAaTh IEHTPAMU HAKOILJIEHUSI M PACIIPOCTPA-
HEHMS HAllMOHAJIBHOTO OIIbITA BEICHUS TAKHUX JIeTell.
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BepeHHs piTel nepLunx ABOX POKIB XXUTTSA 3 iHTEPCTULLIMHUMU 3aXBOPIOBAHHAMM JiereHb

(3a maTepianamu OdiuiiHoro MonoxeHHs AMepukaHcbkol TopakanbHoi Cninku: «KniHiyHe KepiBHULTBO:

knacudikauis, 06CTeXXeHHs Ta BeAeHHS HEMOBAT 3 IHTEPCTULITHAMN 3aXBOPIOBAHHAMM NIEr€Hb»)

0.M. OxotHikoBa, T.M. TkayoBa, 0.. lop6aTtrok

HauioHanbHa meguyHa akagemis nicnagunaomMHoi ocsitu im. M.J1. Wynuka, m. Knis, Ykpaina

[HTepcTULiiHI 3axBOpOBaHHA nereHb (I3J1) y HEMOBNAT Ta AiTell CTApLIOro BiKy BKMIOYAKTh y ce6e BEMUKY rpymy piAKiCHUX XBOPOO AMXanbHUX LUASXIB,
AKi NePeBAXHO € XPOHIYHUMN | NOB'A3aHi 3 BUCOKOK) 3aXBOPIOBAHICTIO i CMEPTHiCTIO. OCTaHHIM 4acoM 3pOC0 BUABNEHHS Ta PO3YMiHHA KNiHiYHNX chopm 13]1
y HemoBAAT. Lii hopmu 3HAYHO BiAPI3HAIOTLCA 32 MexaHi3MOM, nepe6irom Ta Hacnigkamu Big Takux y AiTei CTapLuoro BiKy Ta AOPOCANX.

Y pamkax AmepukaHcbkoi TopakanbHoi Cninku 6yna CTBOpeHa MyNbTMAMCLMMNIHAPHA KOMaHAa Nikapis 3 MeTO pO3po6KM HaykoBO O6rPYHTOBAHOI
Knacudikauii Ta KepiBHULTBA LLOAO LiarHOCTUKM Ta BeAeHHs Aitei 3 13]1, ke 6inblue CHhOKYyCOBaHE HA HEOHANbHUX | MaNOKOBUX (L0 [BOX POKIiB) hopmax.
MeTot faHoi CTaTTi € Ornsg OCHOBHUX MOMOXEHb LibOro KepiBHULUTBA. IHChopMaLf, WO BMKNAZeHa y CTaTTi, 6yae KOPUCHOK ANs HeOHATONOriB, negiaTpis
i AMTAYMX NYbMOHOMOrIB.

Knioyosi cnoBa: KniHiuHe kepiBHUUTBO ATC, iHTEPCTULAHI 3aXBOPIOBAHHS, AiTH, Knacudikallifi, 4iarHOCTNKA, NiKyBaHHS.

Management infants with interstitial lung disease (by material of an Official American Thoracic Society

Clinical Practice Guideline: Classification, Evaluation, and Management of Childhood Interstitial Lung Disease

in Infancy. Am J Respir Crit Care Med Vol 188, Iss 3, pp 376-394, Aug 1, 2013)

O.M. Okhotnikova, T.N. Tkacheva, 0.1. Gorbatyuk

P.L.Shupik National Medical Academy of Postgraduate Education, Kiev, 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.

There is growing recognition and understanding of ILD's entities in infants. These entities are distinct from those that cause ILD in older children and adults.
A multidisciplinary group by the American Thoracic Society was convened to develop evidence-based guidelines on classification, diagnosis, and manage-
ment of ILD in children, focusing on neonates and infants under 2 years of age. Recommendations were formulated using a systematic approach. The pur-
pose of this article is to review the main positions of guideline. This information will be useful for neonatologists, pediatrics, pulmonologists.

Key words: Guideline of ATS, interstitial lung disease, children, classification, diagnostic, treatment.
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