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Bep,el-me AETeﬁ nepeBbiX ABYX JieT XKU3HUN
C UHTepcTuumnasiibHbiMM 3a0o0neBaHUsIMU Nerkmx
(no matepnanam OdpuumnanbHoro MNMonoxeHna AMepmnkaHckoro TopakasnbHOro
O6wecTBa: «KnnHuyeckoe pykoBoacTBO: Knaccudpukauma, oocnegosaHue
M BeAeHne MNafeHLUEeB C UHTepPCTULMaNbHbIMU 3a001eBaHUAMM JIETKUX>»)

HauunoHanbHas MeguumMHcKasa akagemus nocnegunioMHoro obpasosaHus um. MN.J1. Wynuka, r. Kues, YkpanHa

SOVREMENNAYA PEDIATRIYA.2016.1(73):17-27; doi10.15574/SP.2016.73.17

Buumanuio wumameneti npediazaemcs Hogoe pyxosoocmeo Amepuxanckozo Topaxarvrnozo Obwecmea (onybauxosano:
Am ] Respir Crit Care Med Vol 188, Iss 3, pp 376-394, Aug 1, 2013) no eedenuto demeil maadwe 0syx iem ¢ CUHOPOMOM
UHMEPCMUYUATLHOZO NOPANCEHUS NeZKUX, KOMOPbii Xapakmepen O0as 60IbU020 KOIUYECTBA HO30I0ZUYECKUX (DOPM.
Ham npedcmagnsiemcsi, wmo 6 ceas3u ¢ omcymcmeuem 6 YKpaune pexomeHOAmeivHoix OOKYMEHMO8, DezLaMEeHMUPYIOUUX
OJuazHocmuKy u JleueHue NAyueHmos ¢ UHMepCmuyuatbhulmu 3abonesanusmu aeekux (HU3J1), oannas ungopmayus 6ydem
N0JI3HOU He MOALKO NeOUAMPAM, HO U OETCKUM NYJIbMOHOL0ZAM, MOPAKALLHIM XUPYD2AM, HEOHAMOIO02AM.

Humepcmuyuanvivie 3abonesanus aeexux (MU3J1) y miadenyes u demeii exmouarom 6 cebs 60avuloll cnekmp peokux bonesnei
ObixamenvHulx nymet, KOMopvle NPeUMYUeCMBEHHO SENSIOMCS XPOHUMECKUMU U CBS3AHbL C BbICOKOU 3a60.1e8aeMOCMbI0

U CMEPMHOCMDBIO.

B nocnednee epems 603pocio pacnosnasanue u nonumanue kiunudeckux gpopm U3J1 y maradenyes. Imu Gopmvl omauuaiomess om

Maxosulx y demeil cmapuiezo 603pacma U 63PoCvix.

B pamxax Amepuxanckozo Topaxamvnozo Obuwecmea 6viia co30ana MyabMUuOUCUUNIUHAPHAS KOMAHOA 6pavei ¢ Uervio
paspabomxu HayuHo 060CHOBAHHOU Kaaccuukauyuu u pykosodcmea no duaznocmuke u eedenuto demei ¢ U3JI, xomopoe,
6 OCHOBHOM CQOKYCUPOBAHO 1A HEOHAMATLHBIX U MAadenyeckux (0o deyx aem) gopmax.

Lenvio Oannoti cmamvu sgisiemcst 0630p OCHOBHHIX NOLOHCEHUTE HMO020 PyKogoocmea. Hnpopmayus, usioxnennas e cmamoe,
6ydem none3noi 0 HeOHAMOL0208, NEOUAMPOS U OEMCKUX NYALMOHOTL0Z08.

Knroueevte cnosa: Kuunuuecxoe pyxosodcmeo ATC, unwmepcmuyuanvivie 3a601e6anus 1ezkux, 0emu, KAACCUPUKAUUS,

8uazuocmuka, JleyerHue.

I/IHTepCTI/IuHaﬂbHHe 3abonesanus gerkux (M3J1) —
3TO TeTeporeHHasl TPYIIa MaTOJOTHYECKIX COCTOsI-
HUI, /U1 KOTOPBIX XapaKTepHO IIPOTrPECCUPYIOlee TTopaske-
HUE JIETOYHOI MapeHXUMbI Y HAJTM4YKMe PEHTTeHOJIOTNYeCKOTO
CUH/IpOMa [LByXCTOpOI[I[eﬁ JIMCCeMHHalINU. boapmmnacTBO
13 HUX SIBJISTIOTCST IOCTATOYHO PEIKUMU, OJIHAKO B 3TTOXY OYp-
HOTO TEXHMYECKOTO IIPOrpecca U 3arpsi3HeHNsI OKPYsKarolei
cpezbl BCe yalle JEeTCKUe BPAaul CTATKUBAIOTCS C 3TOW MaTo-
jorueil. Bmecte ¢ TeM HHU3Kasg PaclpOCTPAHEHHOCTb 3TUX
COCTOSTHUH TIPUBOJIUT, C OJHON CTOPOHBI, K OTCYTCTBUIO PaH-
JIOMU3UPOBAHHBIX WCCIEMOBAHUIT MO MOBOLY 0OC/IEIOBAHIIS
u jedenus aereit ¢ U3JI, a ¢ apyroit — K HU3KOMY YPOBHIO
3HAHUIT Cpe/IN TeINaTPOB.

.HI/ITepaTypllble JAaHHble CBUIETEJIbCTBYIOT O TOM, 4YTO
B 9TO# Tpymme 3aboseBaHUil THMATHOCTHYECKWE OTTHOKU
BcTpevaiorcs: B 75—-80% ciydaeB. AJleKBaTHasI CIIEIMAT3H-
POBaHHasI IIOMOILIb MM OKa3bIBaeTcst 00bIYHO yepe3 1—2 roma
10cjie BO3HUKHOBEHUST MEPBHIX CUMITOMOB, YTO IPUBOJIUT
K HU3KOH 9()eKTUBHOCTHU JIeYeHNs U Xy/IIIeMY TPOTHO3Y.

OpHaKo cirenyeT OTMETHUTD, uTo 3a mocaennue 10 e, 6a-
rojiapsi TEXHUYECKUM [OCTHXKEHUsIM B obsactu o6ciienoBa-
HUSI MAJEHBKHX IAllMEHTOB, B CTpaHax 3amaaHoil EBporibl
u CIIA npousommen mpopsis B ugydenun M3JI, ocobeHHO
y zgereil paHHero BozpacTa. OTIBIT MOKa3ajJ, 4TO MMEITCS
CyIIeCTBEHHbIE PAa3InyKs B GOpPMax, TeYeHNH, TUCTOJIOTHYe-
CKUX 0COOeHHOCTsX, mporHo3e M3JI y nereit U B3POCIIBIX.
Hanpumep, camas yacras popma M3JI y B3pOCIBIX — 06bIYU-
Hasg WAMOINATUYECKAass WHTEPCTUIMAIbHAS ITHEBMOHUS
(MINII) — xpaiiHe pefKko BCTpedyaeTcsl y JleTell, W TOJbKO
B TI0ZIPOCTKOBOM Bo3pacTe. B To e BpeMs y /ieTeil MMeloTcs
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(opmbl, KOTOpbIE HE BCTPEYAIOTCS y B3POCJBIX, TaKHe Kak
HeHPOIHOKPUHHAS TUIEPIIa3ns MJAJEHIEB, JIETOYHON
MHTEPCTUIMAIBHDIN TIIMKOTEHO3.

Jlo cHX TI0p CyIIECTBYIOT PA3HOTJIACHS B TEPMUHOJIOTHH
JaHHBIX mpotieccoB. [loHsTHe «IcCeMUHUPOBaHHbBIE 3200-
JIEBaHUSI JIETKUX» YYWTBIBACT JIMIIb OJUH, XOTS U OYECHb
BJKHBIN, IPU3HAK — PEHTTEHOJIOTUYECKUI CHH/[POM JIeT0Y-
HOW TUCCEMMHAIINH, HO HEe YKa3bIBACT HA CYIHOCTD IIPOIIEC-
ca. B macrosmee Bpems Haubosiee pacnpoCTpaHEHHBIN
B MUD€ TEPMUH 7151 0003HAYEHUsT 9TOU TPYIIIBI GOoMe3Hel —
«MHTEPCTUIMATBHBIE 3a00JeBaHus JeTKuX». OIHAKO 9TO
MOHATHE TAK)KE HE JIMIIEHO HEeJI0OCTATKOB: OHO OIpejesser
[IPEUMYIIECTBEHHOE MTOPAKEHUE MHTEPCTHUIINS, B TO BPEMs
KaK caMble Cepbe3Hble 110 CBOUM MCXO/[aM IIPOIIECChI IPOHC-
XO/IAT B HAPEHXHMME JIETKOTO ¢ HEPEJKUM BOBJIEYEHUEM BO3-
NyXOHOCHBIX myTeil. CylecTBYIONNil paHee TepMUH «1ud-
(dy3mble TapeHXNMATO3Hble OOJE3HN JETKUX» AKIEHTHPO-
BaJ BHHMAaHUE Ha ITADEHXMMATO3HOM MOPA’KEHUU JIETKUX
(aspBeosINTE), KOTOPOE SIBJISIETCS CTEP’KHEM KJIMHUYECKON
CUMIITOMATHKH.

Hecmotpst Ha momumMopdpuaM KJIMHUKO-MOP(HOJIOTHYe-
ckux nposisyenuiit U3J1, mist Bcex XapakTepHO PEMOIYIUpPO-
BaHMeE JIETOYHBIX CTPYKTYP C PAa3pacTaHUeM COeMHNUTEIbHON
TKaHU B JIETOYHON NapeHXUMe, YTO TIPUBOIUT K YTOJIIEHHUIO
AJIbBEOJIO-KATIMJIIIPHOIT MeMOPaHBI, aJIbBEOJISIPHBIX TEPEro-
POIIOK, OOJMTEPANN ANBBEOJ U KAMWLIIPOB (HhubGposHoit
TKaHbio M JehOpMaIlK AUCTAIBHBIX OGpOHXMOJ. B Havase
3abosieBaHust MOP(MOJIOrHYECKass KapTHHA COOTBETCTBYET
GOJIbITIE ATTBBEOJUTY, IO MEPEe TMPOTPECCUPOBAHUS TIPOUCXO-
JIUT TIOCTENEHHOE HAapacTaHUue MHTEPCTUIMATILHOrO (hubpo3a,
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00630p MeTOA0NOrnii, KOTOPblE NPUMEHANUCHL B noarotoeke Pykosoactea ATS

Tabuya 1

MeTop

Da

Het

Mop6op 3aKoHOZATENLHOrO OpraHa:
— BKJT04aNMN 3KCMNEPTOB KMMHUHECKUX N HEKMMHNHECKMX AUCLIMMINH;
— BK/t0YaNM OTAENbHbIX KIMHULMCTOB, KOTOPbIE NPeAcTaBnsnm 0630pbl NaLyeHTos;
— BK/04aN1 METOAMCTOB COOTBETCTBYIOLLIMX 3KCMEPTU3 (OKYMEHTUPOBaHHAS 3KCMepT3a, KoTopas NpoBOAMNIacs METOAOM CUCTEMHOIO
aHanusa ansa ycTaHoBMeHWs AokasaTenbHoN 6a3bl 1 pa3paboTKM OCHOBAHHBIX Ha 3TUX AOKa3aTenbCTBax PeKoMeHAaLwil)

JlnTepaTypHbIii 0630p:

— BbIMNOSHANCA B COTPYAHUYECTBE C BUONMOTEKON; +

— WCMONb30BASIMCb MHOTUE 3MIEKTPOHHbIE 6a3bl AaHHBIX; +
— MCMoNb30Bancs 0630p CNPaBOYHOrO NEPEYHs 0TOGPaHHbIX cTaTel +

[loKazaTenbHblil CUHTES:

— 3apaHee 6bINn onpefeneHsl KpUTEPUN BKIOYEHNS 1 UCKITIOYEHNS; +

— NPOBOANNACH OLIEHKA UCCIEJOBaHMIA C LIEMbIO BbISIBIEHNS NIPUYMH NPENB3ATOCTH; +
— NPOBOANIIOCH YTOYHEHWE COOTHOLLEHME MONb3bl U BPEAa; +

— uncnonb3oanne PRISMAT*, 4ToGbl MPUMEHUTL CUCTEMHBIN aHaNu3; +
— ucnonb3oBaHne GRADE**, 4yTo6bl onucaTth Ka4eCcTBO 10KA3aTeNbCTB +

O6pa3zoBaHvie pekoMeHaaLuii:

— ucnonb3oBaHne GRADE , 4To6bl OLIEHUTbL CUIY pekoMeHaaLuni +

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

Assessment, Development and Evaluation.

a B TEPMUHAIBHON CTaInK — (hOPMUPOBAHIE «COTOBOTO JIeT-
KOTO», JIUCILIA3US AIUTEIIUS JTbBEOJ U METKUX OPOHXOB.

B 2013 rogy B pamkax Amepukanckoro TopaxaibHOTO
O6iectBa GblTa CO3/1aHa MYJIBTHAMCIUTLUIMHAPHAS KOMAaHIA
Bpaueil ¢ 1eabio pa3paboTKN HaydHO OOGOCHOBAHHOM KJIaccu-
(ukamy 1 pyKoBOZCTBA IO TUATHOCTHKE U BeJEHUIO JleTel
C MHTEPCTUIMAIBHBIME 3a00J€BAHUAMU JIETKUX, KOTOPOE,
B OCHOBHOM, OBLIO C(hOKYCHPOBAHO Ha HEOHATATBHBIX U MJIa-
JleHYecKuX (/10 ABYX JIEeT) dopmax.

Ifenvto nannoii cTaThU SIBJSIETCST O3HAKOMJICHHE TIIUPOKO-
ro Kpyra Bpayeil IeauaTpuyecKoro mpoduis ¢ OCHOBHBIMU
nosioxkenusimu  «Kimnnaeckoro pykoBozctBa: Kiaaccuduka-
11¥ist, 06CIIeIOBAaHNE U BeICHIE MJIAJIEHIIEB C IETCKUME UHTED-
CTUIMANBHBIME  3a00JI€BaHUSIMU  JIETKUX»>, Pa3paboTaHHOTO
paboueii rpymmoit Amepukanckoro Topakambaoro O6mrecTsa.

B pyxoBozactse nopyepkuBaercd, uro 13JI — aT0 Hecte-
udUIeCKUil TEPMUH, OTHOCSIIUICS K HAPYIIEHUSIM, KOTO-
pble  XapakTepusyloTCs PeMOJYJUPOBAHMEM JIETOYHOTO
UHTEPCTUIIUST W TUCTATBHBIX BO3LYXOMPOBOMSIINX IyTEH,
YTO TIPUBOAUT K HAPYUIEHWIO ra3zooOMeHa. Y neTell TepMuH
«MHTEPCTUIHATbHBIE 3200J€BaHUA JETKUX> MOKET BBOAUTD
B 3a0/yK/IeHNe, TaK KaK MPH HEKOTOPBIX GOJIE3HSIX JIETKUX,
paccmaTpuBaeMbix Kak M 3JI 1 umMeronmx cXoxXyio KInHUYe-
CKyI0 KapTHHY, IaTOJOTHYeCKUil TIpoIlecc MepPBUYHO MOXKET
pasBMBaThCSA BHE MHTepPCTHLUS. 110 3TOl npuumHe paboyas
rpyIIa OTHOCUT 3TH 3abosieBaHust Gosbiie K AU Gy3HBIM
JIETOYHBIM IIpoOIleccaM, 4eM K YHUCTO HWHTEPCTUIIUAJbHBIM
3a00JI€BAHUSIM JIETKHX.

MeTobl, UCTIOJIb3yeMble TIPU pa3paboTke PykoBojicTBa
ATS, npeacrasienst B Tabmie 1.

Ha ocHoBaHMM aHa/nMM3a MMEIOIIETOCS OIIBITA TTOCJIEeTHITX
10 ner ObLT TIpPemIokKeH HOBBIA BapMaHT KJIacCU(pUKAILNN
N3J1 y mereii, paspaboTaHHoOl crienuasbHol rpymmoit EBpo-
nercKoro pecrpatopHoro obimectsa enie B 2002 roxy.

Pabouas xaaccupuxavus ouddysnvix 3adonesanuii
neexux y demei

1. 3aGoneBanus1, HanuGosee PacnpoOCTPaHEHHbIE B PaH-
HEM JIeTCKOM Bo3pacre:

A. lugppysnvie napywenus passumust ieeKux:

1. AttmHapHas aucrasusl.

2. BposxmeHHas aIbBeosI0-KallnsipHast AUCIIIa3ns.

3. AnbpBeosIo-KamWIISIPHAS UCIVIA3US ¢ aHOMAJIbHBIM
pacIosoKeHueM JerouHbIX BeH.
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B. Hapyuwienue pocma nezkux:

1. JlerouHast TUIOIIA3Us.

2. XpoHuueckoe 3a601eBaHUE JIETKUX HOBOPOXKIEHHBIX:

— XPOHHMYECKOE 3a00JIeBAHSI JIETKHX, ACCOLMUPOBAHHOE
C HEJIOHOIIEHHOCTBI0 (GPOHXOJIETOYHAS [IUCILIA3H );

— TpHOOPETEHHOE XPOHWYECKUE 3a00JICBAHUST JIETKUX
Y ZIOHOIIEHHBIX MJIa/IeHIIEB.

3. CTpyKTypHBIE JIeTOUHble M3MEHEHWsI, acCOINNPOBAH-
HBbIE C XPOMOCOMHBIMU HapyHIeHUSMU:

— Tpucomus 21-XpoMOCOMBI;

— JIpyTHe.

4. 3aboseBaHMsl, acCONMMUPOBAHHBIE C BPOKIEHHBIMU
MOPOKAMU Cep/iia y geteil 6e3 XpOMOCOMHBIX HapyIIeHWH.

C. Cneyuguueckue cocmosinus HeycmanoBAeHHOU SMUOLOZUL:

1. JlerouHO#t MHTEPCTUIINATBHBIH IJINKOTEHO3.

2. HeitpoaHoKpUHHAS TUTIEPILIA3KS MJIAJIEHIIEB.

. Jucynxyus cucmemvl cypgaxmanma:

1. Myrauus SFTPB:

— JIETOUHOM anbBeosspHBIN poTenHo3 (PAP) u npyrue
COCTOSTHUSI C TEM JKe JOMUHUPYIOIINM I'MCTOJIOTNYeCKUM HaT-
TepHOM.

2. Mytamnusa SFTPC:

— ¢ JIOMUHUPYIOMWUM THUCTOJOTHYECKUM IIaTTePHOM
xponnydeckoro nuesmonura (CPI);

— ¢ JOMUHUPYIOMHUM THUCTOJOTHYECKUM IIaTTePHOM
JleCKBaMaTHBHOTO MHTepCTUIaabHoro nHesMonuTa (DIP);

— C JOMHHUPYIOIUM T'MCTOJOTNYEeCKAM TIaTTePHOM He-
crermmuIecKoro MHTepCTUIHANIbHOTO THeBMoHNTa (NSIP).

3. Myramust ABCA3 — ¢ ructosiornyeckiMu maTTepHaMn
PAP, CPI, DIP, NSIP.

4. PacctpolicTBa, THUCTOJOTHYECKH OOYCIOBICHHbIE
muchyHKInei 6ekoB cypdakTaHTa, HO ellle He MMEMIne
YCTAQHOBJICHHBIX T€HETUYEeCKUX HapyIIeHn .

2. 3aGoseBaHus1, He XapaKTEPHbIE ISl MIIA/ICHIEB:

A. Paccmpoiicmea y auy, ¢ HOPMATLHLIM UMMYHHBIM CMA-
mycom:

1. adekmonHbIe U TOCTHH(GEKIIMOHHBIE TIPOTIECCHI.

2. PacctpoiicTBa, cBs3aHHbIE C areHTaMU OKPY’Kalollei
CPeAbL:

— THUIIePCEHCUTUBHBIN ITHEBMOHUT;

— B/BIXaHUE TOKCUYECKUX JIeTYyIHNX BEIIeCTB.

3. AcniMpanmoHHBIN CHHIPOM.

4. Jo3nHodUIbHAS ITHEBMOHMS.
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B. Paccmpoiicmea, accoyuuposanmvle ¢ CUCMEMHbIMU 3a-
bonesanusimu:

1. mmyHHbBIE 3200J€BaHUA.

2. Bose3Hn HaKOIIJICHMS.

3. Capkoujos.

4. lmctmonuros n3 kietok Jlanrenranca.

5. 3/0KaYeCcTBEHHbIE HOBOOOPA30OBAHUS.

C. 3aboresanust y UMMYHOKOMNPOMEHMUPOBAHHBIX NAUU-
eHmos:

1. OnmopryHucTrnyeckne MHGEKIINH.

2. 3aboseBaHusl, CBI3aHHBIC C MEIUKAMEHTO3HBIM BO3-
JieliCTBHeM.

3. 3aboJseBaHusI, ACCOMMMPOBAHHBIE C TPAHCIIIAHTAIINOH-
HBIM CUH/POMOM.

4. [lucpdysnoe anbBeosspHOE TOBPEKICHIE HEU3BECTHON
ATHOJIOTUHL.

Jl. Babonesanus, mackupyrouguecs nod U3JI:

1. ApreprabHas TMIepTOHNYECKAsT BACKYJIOTATHSI.

2. JlumdaTuueckne paccTpoicTBa.

3. 3acroiiHble BaCKyJIONATHH, BKJIIOYAOIINE BEHOOKKIIIO-
3UOHHbBIE 3a00JIEBAHUSL.

4. BropnuHbIil BEHO3HBIN 3acToil Ha oHe 3aboreBaHmit
cepala.

3. HeknaccuduuupoBanubie 3a60JeBaHUSA BKIIOYAIOT
3a60JIeBAHUS B TEPMUHAJIBHON CTa[[MU, HEJIUATHOCTUPYEMbIE
pesyssraThl OuoICKHU, GUOICHU € HEJOCTATOYHBIM KOJIMYe-
CTBOM MaTepHaJa.

B atoit knmaccnduxarunm Bee gerckue V3J1 pasmesnens Ha
[IBE KaTeTOPWW: HapylieHus, 6ojiee pacrpocTpaHEeHHbIE
y MJIa/IEHIIEB, U HAPYILIEHNs, He XapaKkTepHble s Hux. [Ipe-
MMYIIECTBO JTOH CTPATeruy B TOM, YTO II€PBasi KaTEropusi
IIPU3HAET, YTO HEKOTOPbIE COCTOSIHUS MPUCYTCTBYIOT B 3HA-
YUTEJIBHON CTENeHH Yy JIeTel MJIaJiie ABYX JIeT, HO MOTYT
TaKKe Pa3BUBATHCSA W B Gojiee TO3AHKME MEPUOABI IETCTBA
WM JIaKe BO B3POCJIOM BO3PACTe, B TO BPeMs KakK BTOpasi
KaTeropusl MPU3HAET, YTO Y MJIAJIEHIIEB MOTYT Pa3BUBAThCS
cocTostHusl, GoJiee XapaKTepHble ISl CTAPUINX BO3PACTHBIX
TPYTII IeTeil U B3POCJIBIX.

Siaa e |1
ehil.D
Chagnoses

ehiLD

LURG Syndrome

Peiars- S, )
Maspeainien”

Puc. 1. CBasb Mexay AN dY3HbIMU NapeHXMMaTo3HbIMK 3a6one-
BaHmsmMu nerkux, chlLDs, cneumcuyeckum chlLD-gnarHosamu
1 3a6051eBaHNAMU, KOTOPble MackupyoTcs nog chiLD

B xnmanyeckom PykoBoacTBe 4ieHBI 9KCIIEPTHOH IPyII-
bl YKa3bIBAIOT, UTO CYIIECTBYET 3HAYMTEIbHASI CXOXKECThb
KJIMHUYECKOM KAapTUHBI IIPU Pa3IMYHBIX (GOpPMax JETCKUX
N3JL. Y nereir ¢ U3JI maxunnoa siBisiercst nanbosiee
PacHpOCTPAaHEHHBIM KJIWHUIECKUM IpU3HakoM (mpubJu-
3uTenbHo y 75-93% manuentos). Tunoxcemus taxike
SIBJISIETCS] XapaKTePHbIM CUMITOMOM, KaK M Kpenumauus
u Kaweav. Y HEKOTOPBIX JIeTeil MOXKeT IMPUCYTCTBOBATDH
wheezing, WO MOTYT BBICJAYIIUBATHCSA W HOPMAJTbHBIE
JeroyHsle TIyMpl. Emre oaHuM o0mHUM HTPU3HAKOM
y MasieHbKuX fereit ¢ M3J1 sBrsiercst omcmasanue 6 pusu-
ueckom pazeumuu. Takum 06pa3oM, BCe 3TU CUMIITOMBI
SBJISIIOTCS HECTEeIMMUUHBIMU U XapPaKTEePHbI JIJIsT MHOTHX
kauHnyeckux gopm M3J1L.

C 11eJ1b10 ONUCAHYST KIMHUYECKOTo (heHoTHIIa, TpeGyrolie-
ro GLICTPON JIMATHOCTUYECKOW OIEHKU COCTOSHUS JeTeil
¢ HecnerdUIeCKUMI PECIIMPATOPHBIMEI CHHAPOMAMH, OBLI
Beesien TepmuH child's interstitial lung diseases (chILDs).

OTpuuaTenbHbIN ceMeinHbin aHamHe3 U311 unn a3/,
MCKNIoYeHue cneumndUuyeckoro 3a6oneBaHus:
UHeKUus, cencuc, NHEBMOHUA (KyrnbTypanbHbie uccrefoBaHus),
BPOXAEHHBbIE NOPOKKN cepaua, neroyHas runepteHsuns (IX0-KI)
BWY, nepBuYHbLIN MIMMYyHOaEhUUNT,

MYKOBMCLMAO03, Nepuoanyeckas acnupauus

Cneumndunyeckuia
[VMarHo3 yCTaHoBIEH .
Cneynduryeckun
l [IMarHo3 UCKIToYeH

MepcucTupytowas

HeobxogumocTb BbIcTpon
[AMarHocTukM unu GbicTpoe

6onesHb Unu 6onesHb 13

T o nporpeccuposaHme
npeanonaraemMoii rpynbi OTP}’"-la'[e"be'“ _— 3aboneBaHns
—_— ceMelHbIN aHamMmHe3
B oTHowWweHun chiLDs
/ "
Hopwma v Apyrov KT BbICOKOrO [eHeTn4eckoe
KOHKPETHbIN MarHo3  [e—
paspeLLeHns TECTVpOBaHVe
¥ Z KoHKpeTHbIN AnarHo3
HeauddepeHumpoBaHHoe MpeanonoxurensHo OtpuuarentHeiii yCTaHOBIEH
asn HEeL0CTaTO4HOCTb pesynbTar
6enkoB cypdakTaHTa }

l
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Buoncust nerkux + anekTpoHHas MUKPOCKONMUS

Puc. 2. Anroputm AnarHoCTM4eCcKoro Noncka BO3MOXXHbIX MHTEPCTULIMANBHBIX 3a60/1€BaHMNIA NIErKUX Y MNafieHLeB
C Hayasiom B HeOHaTanbHOM MEPUOJIE 1 TAXKeNon hOPMOIA [biXaTeNbHOW HEA0CTaTOYHOCTH
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TonoxuTenbHbli cemeiinbiii anamues U3JI nam al3J1,
HCKJII0UeHHne/JieueHne cnenuduieckoi 601e3Hu:
HH(EKUNH, CeNCHC, THeBMOHUS (KYJIbTYPAJIbHbIE HCCJIEI0BAHNSA),
BPOX/AEHHbIE OPOKH cepAaua, jJerounas runeprensus (3X0-KI')
BHUY, nepeu4HbIii HMMyHOAepHIHT,
Cneuvdmeckuit < MYKOBHCIH03, IEPHOAHYECKAS ACTIHMPALUS
AVarHo3 ycTaHoBneH
Cneuvndnyeckuin
AMNarHo3 UCKMoYeH
l HeobxogumocTb BbicTpor
Mepcuctupytollas 6onesHb AVATHOCTVKIA M
nnn Gonestb 13 MonoxuTenbHbIi nporpeccupoBaHne
npeanonaraemon rpynne! cemeiiHbIN aHamHes |~ > 3aGonesaHust
npeAnonaraemMoro aHamHesa > B oTHoweHuu chiLDs
Hopma vnnu gpyron / \
KOHKPETHBbIV KT Bblcokow
,D,I/IZI'HOS le———| paspeLueHns FereTuqeckoe
TeCcTupoBaHve
/ v e
" KoHKpeTHbIi AnarHos
Heaunddepen- MpeanonoxutensHo OTpuaTenbHbIn yCTaHOBMeH
LvpoBaHHast HeA0CTaToO4HOCTb pesynbTat
dopma A3/ | 6enkoB cypdakTaHTa

ANEeKTPOHHas MUKPOCKONUS

Buoncus nerkmx +

Puc. 3. ANroput™ AnarHoCTUYeCKOro noucka BO3MOXXHbIX MHTEPCTULMASIbHBIX 3a60/1€BaHWI IETKUX Y MS1afleHLEeB
C Ha4yasiom B HEOHaTanbHOM MEPUOLE W TAXKeNOoN (hOPMON [bIXaTeNbHOW HEAOCTATOYHOCTM

BbL10 IPUHATO, YTO PEGEHOK MEPBBIX ABYX JET KU3HU
umeet chILDs npu CKII0YeHUH APYTHUX TIEPBUYHBIX 3a001€-
BaHUU JIETKUX B CJIyYae HAJMYUS HE MeHee TPeX M3 HUKelle-
PEeYUCIEHHBIX KPUTEPHEB:

1. PecniupatopHble CHMITOMBI, TaKue KaK KallleJb,
OLICTPOE /WK TSKEJIOe JIbIXaHWe WM HapylIeHWe ToJe-
PaHTHOCTH K (U3UUECKOI HArpy3Ke.

2. OGbeKTHUBHbIE PECIMPATOPHBIE CUMIITOMBI, TaKHe
KaK O/IbIllIKa B IIOKO€, KpenunuTaliuu, 11063.30‘-[llble IIyMbl, BT~
JKEHUS] TPYAHON KJIeTKU, «bapabaHHble MAJOYKU», HApyIIe-
Hue pa3BuTHs (POCTa, Beca), AbIXaTebHast HeJ[oCTaTOYHOCTb.

3. Tumoxcus.

4. uddysHble HapyuleHUsT Ha peHTreHorpadun
u KT nerkux. VccrnenoBanne GyHKIIMOHATBHBIX HAPYIICHUN
JIETKUX He BKJIIOYAIOT, IIOCKOJIBKY UX CJIOXKHO IIPOBECTH, OCO-
GEHHO y MaJIeHbKUX JIETeil.

Yutenbl pabGoyeil rpyIIbl MOAYEPKUBAIOT, YTO HTO ONPejie-
JIEHUE SIBJISIETCS YYBCTBUTEIbHBIM /it 0OHapyskenus chILD-
60JIe3HM, HO €T0 CIEIU()UIHOCTD OCTAETCS HE BBISICHEHHOI.

Cs13b Mex1y 1 dY3HBIMEI TAPEHXUMATOZHBIMU 3200J1e-
BauusiMu Jierkux, ch1LDs, criennduuecknm chILD-guaruo-
3aMu U 3a00J1€BaHUSIME, KOTOPBIe MacKupyiorcst mox M3JI,
rpejicTaBjieHa Ha puc. 1.

Cuenyer orMerutb, uto chILDs ecTh IOAMHOMKECTBOM
i dysubix 3abonesanuii gerkux (J13J1), moastomy GoJiee
YacThie TPUIMHBI PECIIUPATOPHBIX HAPYIIEHUH Y MAaTEHbKAX
AIMEeHTOB OJKHBI ObITh MCKIIIOUEHBbI (Takue Kak MYKO-
BUCIU/103, UHDEKIUU U [IP.) TIEPE YCTAHOBIECHUEM TOYHOTO
muarHoza chILDs. CymiectByior 3aGosieBaHUsI, MaCKH-
pytommecs moa VI3J1, Bkiodas maTosoTuIo CepAna, JeTKIX,
coCcyZIoB M uMaTnueckue HapylleHus. Bmecre ¢ TeM Heko-
Topbie KauHudeckue Gopmel crenududeckux chILD moryt
OBITH ACUMIITOMHBIMU U OTIPEAEISITHCS TOJIBKO TeHETUYECKIM
nytem. Crennduueckne chILD BKIIOYAIOT TONBKO YacTbh
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chILDs, B To BpeMsi KaKk HEKOTOPbIE COCTOSIHUSI OCTAIOTCS
JI0 CUX TOP He KJIacCu(DUIMPOBAHHBIMHU.

Paboueii Tpymioi peio;KeHbl OCHOBHbIE HANPABJIEHUST
JINarHOCTUYECKOTO IOUCKA:

* Y Bcex HOBOPOXIEHHBIX M y JeTell MJajlne IBYX
JIET CJICIYET B TIEPBYIO OYepe/lb UCKIIOUNTH 3a60ICBaHIIsT, OTHO-
cammecs K nepBryHbIM /[3J1: MyKOBHCIINIO3, BPOSKAECHHBIN 1
npUOOpPETEeH b UMMYHOIEDUITUT, BPOKAEHHbIE OOJIE3HU
cep/a, GPOHXOJIErOYHas NCIIA3Us, WH(MEKIMU JIETKUX, Hep-
BUYHAS [[MJIHAPHAS TUCKUHE3VsI, TOBTOPSIONIASICST aCTIAPATIHSL.

* HOBOPOsK/IEHHBIE U JIETH MJIAJIITIE JIBYX JIET JKU3HHU, Y KOTO-
PBIX JIMATHOCTUPOBAHO OHO U3 mepBryHbIX J[3J], HO TsmKeCTD
KOTOPOTO He COOTBETCTBYET TUTUYHOM KauHUKe (6oJiee TsiKe-
Jioe Tedenne), TpeOyIoT JaabHeHRIIero 06Ce0BaHys IS ONpe-
nesernst BoaMoskaocTr Hasmmaust chl1LDs (puc. 2—4).

* Ilis mauuenTos ¢ chILDs pekoMeHmoBaHo:

— JIMarHOCTUYECKHUE TECTHI C €TI0 OMPEIETIEHUST TOUHO-
ro chILD-nuarnosa (cunvnasn pexomenoayus);

— 3Ix0-KT ¢ nenpio uckimouenus BIIC u serounoii rumnep-
TEH3UH (CUTLHAA PeKOMeHOAUUs);

— KOMIIBIOTEpPHAsT TOMOTpadusi BBICOKOTO Pa3pPeIieHwst
(KTBP) OTI'K nns ontumasnbHON mMHOOPMAIUU O MPUPOJE
M PacnpoCTpaHeHUHW JIerodyHoro saboseBanusi (cuavHasn
pexomenoauus),

— nposenienue KTBP B crienmainanpoBaHHbIX 1IEHTPAX,
rae KouneHrpupytorcs geru ¢ J[3J1 u uMeioTcst BBICOKOKBa-
JUGUIMPOBAHHBIE CIIEIMAINCTHI-PAANOJIOTH (Cpeonel cutot
pexomendauus);

— st Beex nanuerToB KT Hy:KHO BBITIOJNHATH B MUHU-
MAJIbHOW ONTUMAJIBHON [[03€ IS MOJYyYeHUsT aJeKBATHOU
JIMATHOCTUYECKON UHPOPMAIMU (CUNLHASL PEKOMEHOAUUS);

— JpixaTtesibHble (QYHKITHOHAIbHBIE TECTHI JJIST HOBOPOXK-
JIEHHBIX C 1eJIBI0 YTOYHEHUS TSKeCTH (DYHKIIMOHAIbHBIX
HapyuieHuil (cpedned cunvt pexomenoauus);
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WUcknioyeHne/neyeHune cneunduryeckon 6onesHu:
MHGEKLNIA, Cencuc, NHEBMOHUSA (KynbTyparnbHble MccneaoBaHus),
BPOXAEHHbIE NMOPOKK cepALa, neroyHas runepreHauns (3X0-KI)
BWY, nepBuYHbLIN UIMMYHOAeUUNT,
MYKOBMCLNAO03, Nepuoanyeckas acnupaums

YXyALIeHne COCTOSHUS Uin
NepCUCTEHLMSI CUMMTOMOB,
HEeCMOTpsi Ha neyeHne

[

IIpennonoxxurensHO
aJIbBEONIAPHBIIl MPOTENHO3

Het gnarosa | IIpennonoxurensno NEHI

| v
leHeTu4eckoe Mo BO3MOXHOCTU
TecTpoBaHne |_,| nposenenve dyrkumon. | __, | Cornacyerca
e TECTOB ANA MnajeHLes ¢ NEHI
A T
[unarHos [unarHosza
ecTb HeT

OnekTpoHas
MUKpOCKONUSt

LT

PesynbTathbl TEeCTOB UK TeyeHwve He
TeuyeHve 6one3Hn He cornacyetcst
cornacytotcs ¢ NEHI c NEHI

' )

| JleroyHan 6uoncus ¢ aNEeKTPOHHOW MUKPOCKONMUEN |

Puc. 4. AJ'IFOpI/ITM JANArHOCTNUYeCKOro noncka BO3MOXXHbIX NHTEPCTULINANIbHbBIX 3a6051eBaHNiA Nerkux y Aeten ¢ XPOHUYECKUM
WM NEPCUCTUPYIOLLMM TeHeHWEM U HaYasIoM KNUHUYECKUX NPOSABJIEHWIA nocsne 1-ro mecsaua XusHu

— npoBesierne GUOPOOPOHXOCKOIHMU ¢ OPOHXOJIETOUHBIM
naBaxkeM (BAJI) ¢ 11es1b10 UCKITIOYeHNsT UHPEKIIUA ¥ aHOMa-
JIWA IBIXaTEeJNbHBIX MyTel KaK BO3MOXHBIX npwunH [[3J1
(cpeoneii cunvt pexomenoauus).

* Jlns nosopoxaennbix ¢ chILDs, y KOTOpBIX apyrue
MArHOCTUYeCKUe MCCJIe/[0OBAHNUS He TI03BOJINIIHN OTIpeIenTh
TouHbi Anardo3 chILD, wiu B ciydae ypreHTHOW cuTyaluu
TpebyeTCsT CPOUHAST AUATHOCTUKA, PEKOMEHIOBAHA XUPYPIHU-
yeckas OGUOTICHUS JIETKUX (CUNbHAA PeKOMEHOaUUs).

* TTarmenTam ¢ chILDs, KOTOpbIM HEOOXOAUMO TIPOBE/IE-
HUe GUOTICUY, PEKOMEH/IOBAHO BBITIOJHEHUE €€ MO/ KOHTPO-
JIEM BHJIEOTOPAKOCKOTINH (CUTIbHAS PEKOMEHOAUUS).

* O6pasipl  GUOTICUU  JOJKHBI OBITH 06pabGOTAHbI
COTJIACHO TIPOTOKOJIY C BbIJICJICHUEM HOPIIUIT MaTepuaa st
¢ukcamun B opmanuHe ¢ [eTbI0 HMPOBEAEHUS THCTOJIO-
UYECKOr0, UMMYHOTMCTOXUMHYECKOTO, MUKPOOUOJIOTHU-
YECKOTO MCCJEJOBAHUIM; 1 3aMOPaKUBAHUS C IEJIBIO
BOSMO)KHOﬁ I/]MMyIIO(bJIIOOpeCIlellILI/II/I HJIn [prl"Ol‘O cIie-

FeHeTUYeCKUI NOAXOA K AUArHOCTUKE AETCKUX MHTepCTULManNbHbIX 3aboneBaHUin nerkmux

BO3pacT nosiBneHust
cmMnTomMoB

KNHNYecKkne
npoasneHnsa
Mnmn ocoGeHHoCTH

reHeTn4eckme
MexXaH1U3MbI

PAOC, pyrve aHomanum ? _.| HeT ABCA3 4’| HeraTvs
nepeuyHas SFTPB
neroyHas
runepTeH3ns 1a FOXF1 |

F'vnoTnpeos,
aHOMarbHbI TOHYC
WUInu OBUKEHUS ?

aa | |NKX2-1

chiLDs

OucdyHkyms
cypdakTaHTa unm
HeunssectHo ?

A4

mMnageHey

SFTPC,
_.l,q_a'—' ABCA3 4’| Herarus

CSFR2A

Aa CSFR2B

Puc. 5. TeHeT4eCKMIA NOAX0A K ANArHOCTUKE AETCKUX UHTEPCTULMANbHBLIX 3a601eBaHNi Nerkux
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I[UAJIbHOTO M3YYEHUS, & TAKXKE /TSI BO3MOKHON 3JIEKTPOH-
HOII MUKPOCKOIIUU.

CrnenuajpHoe 3aKIOYEHHE:

1. /It HoBOpOsKAeHHBIX ¢ HammureM chILDs u Tsxenoit
dopmoit 3abosieBaHus, ¢ GBICTPHIM IIPOTPECCUPOBAHIEM
60/Ie3HN, WU TOJOKUTENbHBIM CEeMEUHBIM aHAMHE30M
B otHomenun M 3JI B3pocbix mnn 13J1 nereit pekomeH1oBa-
HO IIPOBE/ICHUE TEHETHYECKOTO TECTUPOBAHMS /IS BBISIBJIC-
HUSI TEHETHMYECKUX II0JIOMOK, ITPOSIBIISIONINXCS HEOHATAJb-
v [I3J1 (myrtammmm B renax SFTPB, SFTPC, ABCA3
COOTBETCTBEeHHO Koaupytomiue 6enkn SP-B, SP-C, ABCA3).
Takoe TecTHpOBaHUe JOJKHO OBITH IIPOBEAEHO B cepTHdu-
[IUPOBAHHBIX JTa0OPATOPUSX (CUNLHARL PeKOoMeHOauus)
(puc. 5.).

2. JInsi HOBOPOKIEHHBIX, Y KOTOPBIX MMEIOTCS IPU3HAKH
chILDs, a Takxe BPOXKIEHHBI TI'MIIOTHPEO3, TMIIOTOHMUSI,
PEKOMEH/IOBAaHO TeHeTmdyeckoe TecTtupoBanme Ha NKX2.1
MYTaIlM¥ WK JieJieliny (TUPeOn-TPAHCKPUIIIIMOHHBIN (hak-
top TTF) (cunvnas pexomenoayus).

3. Jlnst HoBoposkAeHHBIX ¢ chILDs, MpuBOASIIMM K JbIXa-
TEJIbHOW HEJ0CTAaTOYHOCTH U pedPaKTEPHON JIETOUHON
TUIIepTeH3UH, pekoMeHioBaHO TectupoBaHme Ha FOXF1
JEJEIHI0 WM MYTAIUio (CpeoHeli Cunbl pexomMeHOauust).

4. [lna pmerell, mepeXUBIINX HEOHATATbHBIN TEPUON
u wumeomux chILDs, pekoMeHI0BaHO TECTUPOBAHUE
Ha SFTPC u ABCA3 myramuu B ciyyae, eci HadaJlbHOE
ob6ceioBaHye He MO3BOJIMIIO YCTAHOBUTD AUArHO3 (CUIbHAsS
pexomenoayus).

5. [lost nereii crapiie ogHoro Mecsina u uMetorux chI1LDs
C OTPHIATEJILHBIM PE3YJILTATOM TECTHPOBAHUS B OTHONICHUN
ambBeoJispHOro npotenHosa, SETPC n ABCA3, pexomenso-
BaHO, 1O BO3MOXHOCTH, TecTupoBanne nHa CSF2RA
u CSF2RB (anbda- u Gera-perentopbl KOJTOHUECTHMYJIH-
pyoiero (axTopa) u oInpe/esieHre YPOBHSI TPAHYJIOIUTAP-
HOTO KoJoHuectumyJaupyitoniero dakropa (GM-CSF)
B CBIBOPOTKE KpPOBH (cpedHeii cunvl pexomenoauus).
IHocnennue tectsr (CSF2RA n CSF2RB) B HacTosiee Bpems
JIOCTYITHBI TOJTBKO B OT/IEJIBHBIX HCCJIE/I0BATEIbCKUX IIEHTPAX,
HO B Oamskaiiiem OyayIieM oKugaeTcss ux 6osiee MMPOKoe
HCTIOJIb30BAHHUE.

6. [l1a mereit crapine ogHoro Mecsina ¢ chILDs u ¢ KauHu-
YeCKOW CHMIITOMATHKOI THIIOTHPE03a (HEBPOJOTHYECKUMM
HapymeHussMu B (opMe TUIIOTOHUHM YM/WJIX XOPeoaTeTo3a)
1 VMEONNX TsKeTyo GopMy 3a00JeBAaHUST U/WIW OTSITO-
LIEeHHBIN ceMeliHbIll aHaMHe3 B oTHolneHuu ILD B3pocibix
wu chILD, wiu gpyrue npostBierust qucHyHKmu cypdak-
TaHTa C HETaTUBHBIMH pe3yiabratamMu TectoB Ha ABCA3
u SFTPC, pekomMeH/I0BaHO TreHEeTHYECKOe TeCTHUPOBAHUE
Ha NKX2.1 (TTF-1) myranun nan genennu (cunvHas
pexomenoauus).

HeoT/okHast [UATHOCTHKA, BBIOOP TUATHOCTHIECKIX TECTOB
1 pellleHre BOIIPOCA O NPOBEJEHUN FeHeTHYeCKOrO TeCTUPOBa-
HUST 1/ WJTA XUPYPTITIECKOH OMOTICUH JIETKUX 3aBHUCSIT OT MHOTHX
(haKTOPOB: KJIMHUYECKOI CUTYAINH, TSKECTH OOJIE3HHU, OCTPOTHI
1 JUTHTETLHOCTH 3a00JIeBAHNS, TEHAEHINN K YXYIIIEHHIO TN
VIIYUIIEHHIO, TaBHOCTH 71e6i0Ta 3a60JIeBaHUs, UMMYHOKOMITE-
TEHTHOCTH ¥ HAJMYUSI OTATOIICHHOTO CEMEHHOro aHaMHesa
(nammane urenoB cembrt ¢ DLD u chILDs wiui PIIC).

Ixo-kapauorpadus

3aboIeBaHst COCYIOB JIETKUX U TIOPOKHU PA3BUTHSI CEPIIIA
MOTYT OBITH MACKOH AeTCKUX AP HY3HBIX TAPEHXUMATO3HBIX
3abosieBanuii serkux. K TOMy ke JieroyHasi TUIlepTEH3Ust
(JIT) y naruentos ¢ gerckumu popmamu J[3J1 acconmupyet-
Cs1 C IUIOXMM TIPOTHO30M. J[J1sl BCeX MJIAJICHIIEB C 110JI03PEHH-
eMm Ha chILDs ¢ 1[eJTbI0 OIIEHKY [aBJICHUST B TTPABOM JKEJIy 04~
Ke, Pa3MePOB U /IABJIEHIS B JIETOYHOM CTBOJIE€ HEOOXOIMMO
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npoesierre Ixo-KT, kKoTopoe siBisieTcst Ge30MacHbIM 1 HEMH-
Ba3WBHBIM METOJIOM.

Busyanusupyilomue ucciegosanusa. C Ieapio OLEHKN
JI3JI y nmereit MCHONB3YIOT TPH BHUA BU3YAIN3NPYIOMINX
UCCJIEZIOBAHUIT:  PEeHTreHTreHorpaduio, KOMIIBIOTEPHYIO
tomorpaduio (KT), maraHuTHO-pesoHaHCHYI0O TOMOTrpaduio
(MPT). Habmonenus tmoxasbiBaior, uyro KT — mydmmii
Metoz Busyanusaiuu /[[3J1 y mereit o cpaBHEHWIO ¢ pEHTTE-
Horpacdueit 1 MPT, koTopoe Jydiie COOTBETCTBYET THCTOJIO-
TUYeCKUM HAXO/[KaM.

Baxno To, uto MPT-ckanupoBanue MOXHO IIPOBOJUTH
B /IMHAMMKe, CDAaBHUBASI €T0 C MPEAbIIYIIMU Pe3yJbraTaMu
KT- mmm MPT-ckannpoBasns, Tak Kak aTa TeXHUKA ITPOI0JI-
JKaeT COBEepIIeHCTBOBAThCSI.

Pentrenorpadust 10KHAa OBITH MEPBUYHBIM HCCIIE-
JIOBAaHUEM, KOTOPOE HEeOOXONMMO BBHINOJHUTb y JeTell
¢ mogospenuieM Ha chILDs. OHO peako TPUBOAUT K TIOCTA-
HOBKE KOHKPETHOTO /IMarH03a, HO 4acTO MOMOTAEeT BBISIBUTH
3a00J1€BaHUS, KOTOPbIE KJIMHUYECKH MOTYT ObITh MOXOKUMU
(mmuTuposars) chILDs.

KomnbiorepHas Tomorpadusi OpraHoB TPYJIHON KJIETKH
ompesiesisieT HaJW4YMe, CTeleHb IOPAKeHUs, NaTTepH
3abosieBanust Jierkux. OHa MOKET T1IOMOYb OIPEAENUTD MECTO
GUOTICHH, & TaK/Ke CIIOCOBCTBOBATH KOHTPOJIIO TeUeHMsT 3a60-
JieBanus. Pajnanonuas 1o3a NoAGMPaeTcs ¢ y4eToM HeoHa-
TAJTBHOTO U MJAZeH4YecKoro paspemreHus. KommbroTepHas
ToMorpadusi BbICOKOTO Pa3pelleHys] CHUKAET PaJualriioH-
Hyl0o Harpy3ky. B ouenp wmuHormx cayudagx KT
Y HOBOPOXKJEHHBIX TPYIHO OCYyIIecTBUTh. Jlo HacTosIero
mMoMenTa He st Beex chILDs cymecTByoT Xoporno onpeze-
asemble auargoctndeckue KT-kpurepun.

Kommbiorepnasi Tomorpadus BBICOKOrO paspelneHus
¢ xoutposem xaerxanusa (KAKTBP) asmsgercsa rtexHosmoruei,
obJieryaronneil OleHKy CTeleHu 3axBaTa Bosyxa (BbISBICHUE
BO3/IYIITHBIX JIOBYIIEK ) I CHMIITOMA <MaTOBOTO CTEKJIa», TOMOTa-
€T OTJIMYUTD ATeJIeKTa3bl OT MACKUPYIONINXCS O] HUX JIPYTHX
MATOIOTUYECKIX OTKIIOHEHHH U INKBUANPYET apTeakThl IyTeM
KOHTPOJIS [IBVKEHISI TPYIHON KJIETKH M JIETOYHBIX OOBEMOB.

Macounast BEeHTHJSIIINAST MCIIOJIb3YETCs /IS 0OeCTIeYeH st
TIIyOOKOTO JBIXAHUS § IETEH B COCTOSTHUN CE/IAIlNH, B PE3YIIb-
TaTe 4Yero BO3HMKAIOT KOPOTKHe Iepuojudyeckue arHoa,
BO BpeMs KOTOPBIX Jierkue moxsepraiorcs KT-nccremosa-
nuto. Cenaiyst MOkeT ObITh B BUjie OOIIEH aHecTe3uH, ecau
3TO HEOOXOAMMO JUist yeTpaHenust momytHennii KT-uzobpa-
JKEHMs, YaCTO BO3HUKAIONINX Y TAKUX JIE€Te.

Jlerounsie ¢pyukiupnonanbHbie Tectsl (JIDT). Vccnenosa-
HUsT (hasIbI-06HEMOB Ty TEM UCTIOIb30BAHUS METOIA OBICTPO
rpyaHoi komnpeccun (RVRTC), cnmpomerpun 1 miaTuamo-
rpabuu JETOYHBIX 0GHEMOB MOTYT OBITh BLITIONHEHDI § CE/IU-
POBaHHBIX MJAJIEHIIEB C HMCIIOJb30BAaHUEM JONOJHUTEIbHON
oKcureHoTepanui. VMeoTcst HabIoneH s, YTO 3TH METOMBI
MCCJIE/IOBAHUST HAJIEIKHO BBISBJSIIOT (DU3UOJIOTHYECKIE TOB-
pexnenus y naimenTos ¢ chILDs. B HacTosiiee BpeMst mccie-
JIOBaHVE BBINOJIHIETCS B MHOTOUMCJIEHHBIX ITeIUaTPIYECKNX
nenrpax CIITA u Kanazpr. OmyGavKOBaHbI CTaHAPTHI ITPOILe-
IypHI 1 pedbepeHTHBIE 3HAUEHMsT PA3JIMYHBIX [T0Ka3aTeIeH.

Bponxockonus u GpoHxoaabBeosipublii naBak (BAJI)
HCTIOB3YIOTCST [T 3a60pa M OIEHKH KJIETOYHBIX 00pa3ioB
BO3/LyXOHOCHBIX IyTel (6POHXOB) M albBeoJ. ITO Hanbosee
YacTO WCIOJIb3yeMas MHBA3MBHAs TEXHWKA y IAIUEHTOB C
JI3JI, TOCKOJIbKY OHa OTHOCHUTEJNbHO Oe30MacHa, JETrKO
BBITIOJTHUMA U IOCTYITHA.

ITokazanus n1s nuarHocruyeckoro BAJI:

Iayuenmoi ¢ nodospenuem na undexyuoHHbLL NPoYeCc:

— 6aKTePHOJOTHYECKOE UCCAECIOBAHNE U TECTHI YYBCTBU-
TeJbHOCTH (BIIOPBI K AHTUONOTIKAM;
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— TI0JIOXKUTEJIbHbIE BUPYCHBIE IIUTOJIOTMYECKUE TECTBI.

Bce narneHThI:

— IOHUCK TeMOCHJIEPMHCOJEPKAIUX Makpodaros s
MCKJTIOYEHUST CUH/IPOMA AJTbBEOJISIPHOTO KPOBOTEUECHNST;

— ntorick PAS-110J105KMTEIBHOTO IPaHyJISIPHOTO MaTepHa-
Jla B KJIETKAaX [T UCKJIIOYCHUS aJIbBEOJISIPHOTO MTPOTEMHO32
(paccMaTpuBalOT MyTauu AUCHYHKIMH CypdaKTaHTa WU
cBa3annbie ¢ GM-CSF napymenusavn);

— MOWCK MHTPAIUTOIIA3MATHYECKIX TeJIel] C IEHTA/IOMIHO-
BBIMHU BKJTIOUCHUSIMU (3JIEKTPOHHAST MUKPOCKOIINS) UJIH T10JI0-
sxuTebHBIX CD-1a mMdormToB (JIeTouHOl THCTHONNTO3).

BoaMo:knbie xapakrepuctuku BAJI

Heiitpodubr:

— MHQEKIVS HUXXHUX JbIXaTeIbHbIX IyTell (ITHEBMOHMS,
OGPOHXUT, OPOHXOIKTA3HI);

— aCNUPAIMOHHBIN CUHAPOM;

— nmuddysHble aTbBEOJIIPHBIE TOBPEXACHUS / OCTPbII
PecIupaTopHbIH AMCCTPEC-CHHIPOM;

Jo3uHopUIbL:

— JeKapcTBeHHO-mHAypyeMmbie [[3J1;

— 503MHOQUIIbHbIE JIerO4YHble HOJIE3HN;

— cunagpom Yapra—Crpoccea;

— acT™a;

— aJIeprudeckuii GPOHXOIyIbMOHATBHBII MUKO3;

— mapasuTapHbie 6OJIe3HMY;

— rpubkoBbie 60JIe3HY;

Jlunuzxconep:kanpe makpodaru:

— TIPEZTIOJIOKUTEIBHO aCIMpaIlns;

JlumdonuTsr:

— nomunupoBanue CJll4+-K1eTok — capKou103;

— nomuHUpoBaHue CJ[8+-KIeTOK — JIeTOYHOI THUCTUOIIN-
TO3, 9K30T€HHBII aJUIEPTUYECKUI AIbBEOJINT, JIEKAPCTBEHHO-
unaynuposannas /[ 3J1,

— KOJIJIATE€HO3B;

PazHble HaXOAKHU:

— KJIeTKH, TUIIMYHBIe 1 6osesnn Humana—ITnka.

Coxkpamenusa: OPAC — ocrpeiii PIC, GM-CSF —
IPaHyJIONUTO-MaKPO(haraabHbIll KOJOHUECTUMYIUPYIOTINIA
(akrop, PAS-periodic acid-Schiff

Knerkn, naxomsmmecss B8 BAJI, HETOUHO OTpaXKaioT Kie-
TOYHYIO KAPTUHY aJIbBEOJISIPHOTO IPOCTPAHCTBA. JTO CHIKA-
et uHbopmaruBHOCTh BAJI B ompenmereHun KOHKPETHOTO
N 3JI-3a60JeBaHus, B OLEHKE MTPOrPECCHPOBaHIs 3a00J€Ba-
HIUSI UM B BRIOOPE TepaIiy, Kak Y B3POCIBIX, TAK U Y AETEH.
WcnonbzoBanne BAJI kak uyBcTBUTENBHOTO U crieruduye-
CKOTO JIMarHOCTUYECKOTO UHCTPYMeHTa TpeGyeT AajibHeliie-
IO U3Yy4eHUsI.

OcHoBHas 1osb3a Oponxockonuu ¢ BAJI y mereit
¢ chILDs coCTOHT B TIOJIy4eHII MaTepUaa st MUKPOOOJIO-
THYECKOTO MCCJIE/IOBAHUS C 11EJIbI0 UCKIIOUeHNs NHQEKINN.
B03MOKHOCTD BBITIOJTHEHNST MYKO3ATbHOM GUOTICHH C TIETBI0
THCTOJIOTUYECKOTO WCCJEOBAHUST AIUTETNS U KJIETOYHBIX
CTPYKTYP COCTABJISIET TOTOJTHUTEIbHYIO TT0b3y BAJI.

ITutonorndyeckoe wucciaegoBanne BAJI MoxkeT OBITH
TIOJIE3HBIM JIJISI MCKJIIOUEHUS ayibTepHaTUBHBIX npuanH /[3J],
TaKUX Kak JIETOYHOW TeMOopparuyeckuil CUHIPOM, JIETOUHOMN
JIbBEOJISIPHBIN TTPOTENHO3, JIETOYHOHN THCTUOIUTO3, CAPKOU-
103, 6osesns Humana—ITuka, actiupartust. Martepuad, cozep-
JKAIlMil MapKepbl JIEFOYHOTO AaJIbBEOJISIPHOTO IIPOTENHO3A,
CJIEyeT TMOABEPTHYTH MaTbHENIIeMy TeHETHIeCKOMY 00cCTe-
JIOBAaHUIO HA BO3MOXHOCTh AUCHYHKIUMU CypdaKTaHTa,
GM-CSF-ae0cTaTOYHOCTH, HENEPEHOCUMOCTH JIU3UHYPHU-
4yeckoro mportenta. CBUIETETLCTBOM aCIUPAIIMU MOTYT ObITH
Makpodaru, uMeromnme JUINUAHbIE BKJIIOYEHHS U OKPAallIeH-
HBIE COOTBETCTBYIONMIUM 06PA30M, XOTS CHEIU(PUIHOCTD
U YYBCTBUTEJIBHOCTH MOCJIEIHETO MapKepa BbI3BIBAET MHOTO
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BOTIPOCOB. VI3MepeHue ypoBHsI TENICHHA U/WJIN BBISBJICHHE
aJIbBEOJISIPHBIX MaKpPO(haros, JOKAJIU3YIOIINX OEJIKI MOJIOKA,
ABIAAIOTCS GoJiee CBEXKUMH pa3paboTKaMM, XapaKTePHBIMU
JUTSI ACTIMPAIIAU MOJIOKOM, KOTOPBIE BCE €IIl€e TPOXOISIT U3yde-
nue. OfHAKO B PYKOBOJCTBE MOJYEPKUBAETCS OTCYTCTBHE
crermMUIHOCTH B OIfeHKEe KJIETOUYHBIX cocTaBisonmx BAJI,
TaKXKe KaK HEBO3MOKHOCTb MCIIOJb30BAHUSI ITUX Pe3yJIbTa-
TOB C TIEJIBIO IPE/ICKA3AHNUS JATbHENIIEero TedeH s 3a00eBa-
HUS Y KOHKPETHOTO GOJIBHOTO.

B nmanHOM KJIMHUYECKOM PYKOBOJCTBE MOAYEPKUBAETCS
GoJiblnast 3 PEKTUBHOCTH COUETAHHOTO HCIIOJIb30BAHKST PE3YJIb-
tatoB BAJI, KT n kimHnnyeckoro ocMoTpa /7151 MOCTAHOBKU KOH-
KPETHOTO INarHO3a, YeM ITUX METOJIOB B OT/IEJIBHOCTH.

Tenetnueckoe tectuposanue. Y nereil ¢ chILDs moryt
OBITH BBISIBJIEHbI HEKOTOPbIE MOHOTEHHBIE HapylieHus. [eHe-
TU4YECKOe TeCTUpOBaHUE O6bl‘-lllO IIPOBOJIAT B TOM cnyqae,
€CJIN y TAIMEeHTa UMEIOTCsI KIMHIYEeCKUE, PATUOIOTUIECKUE,
THCTOMATOJIOTNYECKUE TPU3HAKU TEHETUYECKUX TI0JIOMOK.

ITpuopHuTeTHOCTD, ¢ KOTOPOH T€HBI JOJZKHBI OBITH TIPO-
aQHAJIM3UPOBAHbBI, 3aBUCUT OT CJEAYIOIIUX XapaKTEPUCTUK:
JIABHOCTH 3a00JIEBAHUS, THUIIA HACJIE[OBAHUSI, HAJIMYMS BHE-
JIETOYHBIX TIPOsiBieHuil. [IpU3HaKU TSIKETON THIIOKCEMUHN,
pecnupaTopHOil HeIOCTATOYHOCTH W JIETOYHON TUIIEPTEH3UU
Yy HOBOPOJKIIEHHBIX MOTYT OBITh PE3YJIBTaTOM allbBEOJIO-Ka-
lll/l]l]l?lpllOlL/,I JAUCIIIa3UK € aHOMaJIbHBIM PACIHOJIOKEHUEM
gerounbiX BeH (ACD-MPV) nwnu myrtarmmu SFTPB, ABCA3
u, Bo3MoxkHo, SFTPC. ¥V noBopoxknenusix ¢ ACD-MPV
TaKsKe MOTYT OBITh OOHAPY/KEHBI CePACIHBIE, TACTPOUHTECTHU-
HaJIbHbIE ¥ YPOTEHUTAIbHbBIE MaJTb(hOPMAIUU.

CymiecTByeT Ipyroil reHeTrmdecKuii (heHOTHUI, KOTOPBII
MOJKET TPOSBIAATBCS MO0 Kak AuddysHoe HeoHaTalbHOe
3abosieBaHKe MM HecennMUIeCKUMU PECUPATOPHBIMU
cuMIToMaMi B GoJjiee cTapiiieM BO3pacTe, U MaHU(ECTUPO-
BaTb TMIIOTHPEO30OM I/I/I/I]ll/l HEBPOJIOTUYECKUMU CUMIITOMaMU
(XOTsT HEBPOJIOTUYECKUE TIPOSIBIEHIUS MOTYT HE MOSIBJISITHCS
B HEOHATAJTBHOM Iepuojie). ITOT (HEHOTUN MOSBJSIETCS
B pe3yJibTaTe MyTaIlUH, IPUBOJSIIEH K moTepe GyHKINHU, HIN
neenuu reHa B oxHoll u3 anmneneit NKX2.1. Y muanenies
U JleTeil TOmKoIbHOTro Bo3pacta (u3 rpymnmbt /[3J1) orcrasa-
HUE€ B Pa3BUTUU, TATOJIOTUYECKUE TPU3HAKY PECITUPATOPHOTO
CHH/IDOMA MOTYT OBITh CJI€[CTBUEM MYTAIIUH, TPUBOSIIIN
K norepe (GpyHKIMU Oesika, WK JeNellud B 00erX ajjiesisix
renoB CSFF2RA, CSF2RB, koaupyomux anbha- u 6era-cy-
6wbemuHuIb perentopa st GM-CSE

XOTsI reHeTHYeCKOe TeCTHPOBAHUE MOKET OBbITh OYeHb
JIOPOTMM, OHO PEAKO OBIBAET OMACHBIM M MOKET OBITH TIPOBE-
JIEHO JIJIsI OTNpe/leJIEeHUs] TOYHOTO JHMarHo3a, 4TO TOMOKET
n30eKaTh HEHYKHBIX MPOIELYP ¥ BMENIATENbCTB, PEI0CTa-
BUT BaKHYIO TPOTHOCTUYECKYI0 WH(MOPMAIUIO JIJISI CeMbU
n Bpava. O[HAKO YyBCTBUTEJNBHOCTD U CHEIU(PUIHOCTD reHe-
THUYECKUX HccaeqoBanuii y gereit ¢ chILDs He 6blin gocTa-
TOYHO I/ISy'—lellbl, llOSTOMy yacTtoTa JIOKHOIIOJIOKUTEJIbHDBIX
U JIOKHOOTPHUIIATEJBHBIX PE3YJIbTaTOB HE MOKET OBbITh TIpa-
BUJIBHO OIleHeHa, XOTsI B 00I1eil BBIOOPKe UX 4acToTa HU3KA.

Buoncus nerkux. [Ipunsto cyurarh, 4TO MOTEHIUAID-
Hasl 10JIb3a OT OUOICHM JIETKUX MPEBBINIAET PUCK Y 6OJIb-
HIMHCTBA JIETEN ¢ OCTPBIM JIETOUYHBIM YXYIIIIEHUEM, [ITUTEb-
HO TeKyIleil JerouHoil GoJIe3HBI0 WM Hepa3perneHHbIM
JIErOYHBIM 3260JI€BaHNEM, OCOOEHHO y JIeTed, HAXOAAIUXCST
Ha VBJI. Xupyprudeckne MOAXOAbI K OWOTCHUU JIETKUX
BKJIIOYAIOT Ol‘pallM'—leHHle OTKprTyIO 6VIOIICI/IIO (OTKprTaH
TOPAKOTOMHsI),  TOPAKOCKOIIUIO,  TPaHCOPOHXUAIbHYIO
U WUTOJIbYATYIO YPE3KOXKHYIO Ouorncuio. Topakockomus
BUBYaJIU3UPYeT GOJIBIIYIO YaCTh JIETKOTO U MO3BOJISIET B3SITh
00pasIbl 13 PasHBIX J10JIeil JIEFKOro U U3 HECKOJbKUX y4acT-
KOB JIErKOTO (KOHCEHCYC DPEKOMEHAyeT OpaTb HECKOJbKO
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3APYBEJKHBIE MCCAEAOBAHIS

06pasoB), XOTA HTO yTBEPKIAEHIE 0O0CHOBBIBAETCS OTPAHHU-
yeHHOW 0a30i1 JaHHBIX.

ViccneioBanst, KOTOPbIE OIIEHUBAJIN PA3JINYHbIE BAPHAH-
Thl GUOIICUY JIETKKX Y JI€Tel, TOATBEPAMIIN, UTO TIPU TOPAKO-
CKOIIMM HMEET MECTO HU3KHMH IIPOIEHT IOCTOIEPAIOHHBIX
U OTCPOYEHHBIX OCJOKHEHUH 110 CPABHEHUIO C OTKPBITHIM
MeTotoM. TOpaKoCKOIHUSI TakKe CONPOBOXKAAIACH HUSKUM
[OCTONEPAMOHHBIM GOJIEBBIM CHHAPOMOM, KOPOTKUM II€PHO-
JIOM BBI3JOPOBJIEHHUS, JIyYLIUMU KOCMETUUECKUMU PE3YJIbTa-
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Puc. 6. Tunu4Hble MUKPOCKOMMWYECKNE NPOSIBNIEHNS: A — neroy-
HbIA UHTEPCTULIMATIbHBINA FIMKOreH03; B — HeMpoaHaoKpUHHan

Kneto4Has runepnnasms mnagexues (NEHI); C — cypdakTaHT-

npotenH C mytaums (SP-C).
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TaMU [0 CPABHEHWIO C OTKPBITHIM MeTOZIOM. B cBsi3u ¢ atum
TOPAKOCKOTIUST SIBJISIETCS GoJiee MPEAOYTUTEBHOM TTPOIIE/Ly-
POii cpe APYruX BapUaHTOB GHOTICHiL JIerKuX y neteid. Tparc-
OPOHXMANbHAS U YPE3KOKHAS WrOJbYATAst OUOTICHU PENKO
UCIIOJIb3YIOTCSI M3-32 MAJIBIX PA3MEPOB TKAHEBBIX 0OPA3IIOB.

TeHeTHUYeCKOE TECTUPOBAHKE MOXKET 3aMEHUTH HEOOXO/H-
MOCTb IPOBEIEHUsT OUONCUN Yy HEKOTOPHIX MAIUEHTOB, HO
GONMBIIMHCTBY GOJBHBIX BCE K€ HEOOXOAMMO THCTOJOTHYC-
cKkoe uccienoBanye. Tak, HapuMep, HOBOPOXKJEHHBIE B KPH-
TUYECKUX COCTOSTHUSIX, TOJIYHAIOIIHe arPECCUBHYIO JIETOYHYTO
MO/IePKKY (MeXaHW4YecKasi BEHTUJISAINS, JOIOTHUATEIbHAs
OKCHTeHAIVs, HHTAJISIMS ¢ OKCUIOM a30Ta ¥/WJIN 9KCTpa-
KOPTOpaTbHast MeMOPAHHAsT OKCUTEHATINST ) MOTYT HYKAAThCST
B OGUOIICUM JIETKUX IS YCTAHOBJEHMsI IMArHO3a B CaMblil
KOPOTKHUI CPOK, TaK KakK JIJisI ATUX COCTOSTHWII XapaKTepHa
BbIcOKas panHsisi cMepTHOCTh (ACD-MPYV, npenmnonaraemast
ABCA3 myramus). CBoeBpeMeHHast IMarHOCTUKA 3a00JeBa-
HUST MOKET 3HAYUTEIHHO M3MEHNUTh TAKTHUKY JiedeHUsT (TpaHC-
MIJIAHTAIIMS JIETKUX UM OTKA3 OT TOIEPIKKH ).

TunuyHble MUKPOCKONMYECKUE PosiBieHus (puc.6):

Jlezounoiii unmepcmuyuanvuviil 2iuxozeno3 (a). Aibseo-
JISIPHBIN NHTEPCTUINH 3aII0JTHEH 32 CYeT «MATKUX» BaKyOJIH-
3UPOBAHHBIX ITIEHUCTBIX KJETOK, CONEPKAIIMX TJIMKOTEH.
B peakunx ciayyasx, u3-3a MoTepu IJIMKOreHa mpu o6paboTke
marepuania, Schiff-monoxurenpupiit MaTepwags BHYTpU
MHTEPCTUIMATBHBIX KJIETOK MOJKET OBITh He OOHapysKeH.
[t GOMBIIMHCTBA GHOMOTHYECKUX 0OPA3I0B WHTPAIIEILIIO-
JIIPHBIN TJIMKOTEH JIydllle BUJIEH TIPU 3JI€KTPOHHON MUKPO-
ckonuu ocsie PAS-okpacku.

Hetipoandokpunnas Kiemounas 2unepniasus MiaoeHyes
(NEHI) (8). OcxoBubim tipuztakom NEHI ssiisitorest GpoHxu-
OJIBI, COJIEpIKAIIIe MHOKECTBEHHBIE KJIACTEPDI (CKOILIEHMS )
6OMOE3NH-TIOIOKUTETbHBIX HEHPOIHAOKPUHHBIX  KJIETOK,
BBISABJISIEMbBIX TIPU UMMYHOTUCTOXUMUYECKOM 0OC/IEI0BAHIN.

Cyppaxmanm-npomeun C mymayus (SP-C) (c). Obpas-
I[bI IMEIOT IPU3HAKM XPOHUYECKOTO ITHEBMOHUTA MJIAJIeH-
1[eB B BUJIE ATbBEOJIO-IMUTETNATIBHON TUIIEPILIA3UN, yMe-
PEHHOI MHTEPCTUIHANBHON MHOUIBTPAIINE ¢ HEOOIBIINM
KOJIMYECTBOM JIUM(OIUTOB, HEOJHOPOJAHBIM HHTPAAIbBEO-
JISIPHBIM HaKOTLJIEHNEM MTEHUCTBIX MaKpo(MaroB 1 CKOIMJICHM-
€M XOJIeCTEPHHA.

OcHoBHbIe N0J0KeHns Begenus aereil ¢ chILDs:

* Jlo HacTOSIIEero BpeMeH! MPOBO/INJINCH TOJIBKO HEKOH-
TPOJHMPYEMBIE MCTIBITAHKS B HECKOJABKHX JIeYeOHBIX IEHTPAX,
MI03TOMY BeJIeHUe JleTell OCHOBAHO Ha HEIIPSIMBIX /]0Ka3aTeb-
CTBax, OT/EJNbHBIX [OKJA/[aX, HECHCTEeMATU3MPOBAHHBIX
HaGJTOIeHUAX (T.€. HA KJIMHUIECKOM OIIBITE).

* Jlnga peteil ¢ TsKeNbIMU U skusHeonacHpiMu chILD-60-
JIe3HSIMU PEKOMEH/IOBaHO HaIllpaBJIeHIe B JIETCKUE ITyJIbMOHO-
JIOTHYECKHEe TEHTPBI, T/l TIPOBOAST TPAHCIIAHTAIUIO JIETKUX
nocJsie 06CyKICHUS ¥ PEIIEHHsT 9TOTO BOITPOCA B CEMBE.

* YuuThIBas OrpaHMYEHHbIE JAHHbIE, KACAIONIUECS M10JIb-
3bl UMMYHOCYTIPDECCUBHOU Teparnuyd Ha TeYeHne W WCXO,
U XOPOIIO U3BECTHbIE ee TT0O0UHbIe 9P DEKTHI, pelleHre 0 Ha-
3HAYEHUH MOCJEAHEN MOKET OBITh PACCMOTPEHO B MHANBULY-
anbHOM mopsizike. [Ipu obcykaeHnn HeOOXOUMOCTH TIPOBE-
JIeHUsI UMMYHOCYIIPECCUBHOI TEPAMUH JOJIKHO YUUTHIBATHCS
CIIeTyToIIee: TSHKECTh 60IE3HU, CKOPOCTh TIPOTPECCUPOBAHUS,
POTHO3 (€3 JIedeHus1, HaJIndne COMyTCTBYIONIEro 3aboeBa-
HUST, CEMEIHbIE TIEHHOCTH U Tpe/rnouTenust. Beem maruenTam
¢ chILDs, KoTopbie MoJIy4aioT Kypc TaHHON Tepanuu, CIe/y-
€T MOHUTOPUPOBATH Pa3BUTHE TTOOOUHBIX 3(D(PEKTOB.

* Beem maruenTam ¢ chILDs ciexyer HazHayaTh mojiep-
JKUBAIONlee U TPEBEHTUBHOE JiedeHue, KOTOPOe BKIIOYAEeT
KOPPEKITHIO TUIOKCHH, THIIOTPOGUH, COIYTCTBYIOIIEN TaTo-
Jlorun, UHMeKInu.
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* CeMbH, B KOTOPBIX ecTh fieTh ¢ chILDs, cremyer xopo-
1o MH(MOPMHUPOBATH W OKA3bIBaTh IICHXOJOTHYECKYIO TTOJ-
JIEPIKKY.

* TeHeTnyeckoe KOHCYJBTUPOBAHUE CJIEAYET MPOBOIUTDH
ujeHaM ceMmell, y Kotopbix ecth setu ¢ chILDs, ocoberno
€CJIM y HUX HET MPU3HAKOB 3a00JI€BaHMsT, TAK KAK OHU MOTYT
OBITH HOCHUTENSIMU JOMHUHAHTHBIX MYyTaIlWil, TAaKUX Kak
SFTPC nim MKX 2.1.

Beenue HOBOPOKIEHHBIX ¢ TsskeapiM chILDs

ITepBuunblii ocMoTp HOBOpOKAeHHDBIX ¢ chILDs mossken
(okycupoBaThCs Ha TSIKECTH U CKOPOCTH ITPOTPECCUPOBAHIIS
3a00J1€BaHUsA, MCTOPUU POKIEHUS U OEPEMEHHOCTH, CeMeii-
HOM aHaMHe3e W paHHEH MJIAJeHYeCKOW CMEepPTHOCTH.
Heo6xoa1mo YTOUHSTh UHMOPMAIMIO O BPOKAEHHBIX TTOPO-
Kax cep/a.

Kontposmpyiormmas BeHTUISINIO TOMOTPadus BHICOKOTO
paspemenust (KBTTBP) 06br4H0 ABISETCA MEPBBIM AUATHO-
CTUYECKUM TECTOM. Y HOBOPOKIECHHBIX C TSKEJIBIMU 3a60J16-
BaHUSAMM, C OBICTPBIM TIPOTPECCUPOBAHMEM WM OTSITOIIEH-
HBIM CeMEHHBIM aHaMHEe30M TeHeTHYecKoe TeCTHPOBAaHWE
u GUOIICUS JIETKUX [OJUKHBI [IPOBOAMTHCS dalle, TaKk Kak
B ATUX CJIy4astX MOKET MMETb MeCTO IJIOXOH IPOTHO3. DTU
TECTBI JIOJUKHBI BBIIOJHATBCS KAaK MOXHO paHblle, TaK Kak
UX PE3YJIBTATHI MOTYT BIIMSITH HA TAKTUKY BEIEHUsT peOEHKA.

Hapymenusi, uMemomue Ts’Kelble HeOHATaJbHbIE
npogasienus N3J1:

— alMHapHAas AUCIIA3YT;

— JIeTOYHAsl TUTIOTIAa3us (HeZIOPa3BUTHE aJIbBEO);

— aJIbBEOJISIPHO-KANMMJLISIPHAST TUCTIVIA3UST C aHOMAJIBHBIM
pacrniosioxxenneM Jeroynbix BeH, (FOXF1 myTanun);

— JIETOYHOIN MHTEPCTUINAJIBHBIN TIINKOTEHO3;

— nedunut nporenHa B cypdakranTa;

— mytanusg ABCA3 rena;

— myranus rera NKX2.1 (tupeougnoro dakropa TpaH-
CKPUIIINN );

— JIETOYHOU TeMOpparndecKuii CHHAPOM;

— JlerouHast JMM(aHTHOIKTA3US.

JlnarHocTnyeckue reHeTHYECKHE TECTHI Y JeTeil ¢ Tske-
JbIM ¥ 6bICTPO nporpeccupyommm reyenuem chILDs moryt
OBITH CJIEYIOIMHU:

— Hapyuienve GYHKIMH CUCTEMBI cypdaxTanta m3-3a
ABCA3 umu SP-B-nedunura reHOB, KOTOpble KIMHUYECKU
MTOX0KU HAa PECIMPATOPHBII ANCTPECC-CUHAPOM;

— HapyueHue cypdaxtaHTa wu3-3a MyTalUd WA
neneruu onuoit amnenn NKX2.1 rena, koTopsie MaHude-
CTUPYIOT /IBIXaTeJIbHBIMU PACCTPOICTBAME, BPOKIEHHBIM
TUIIOTHPEO30M 1 HEBPOJIOTHUECKUMU HapyIIeHUsIMI (THUIIO-
TOHUS, XOpes);

— anomasmu pa3BuTus gerkux (ACD-MPV n3-3a FOXF1
MyTalUl WX JleJIelln I'eHa), KOTOPbIe IPOSBJISAIOTCS THIIO-
KCHel W ABIXaTeJTbHON HEelOCTATOYHOCTBIO ¢ pedpaKkTepHOit
JIETOYHOM runeprensueii.

MuazieHupl ¢ MejieHno nporpeccupytomum chILDs

JleTsiM TI€pBBIX JBYX JI€T KU3HU, KOTOPBIE TTEPERIIN
1-if MecsIl XKU3HN M MMEIOT MeJJIEHHO IIPOTpeccHpylolnee
TeyeHre 3a00JIEBAHUS JIETKUX, JAMArHOCTUKA MPOBOIUTCS
MOJTANHO, TEPBOHAYATBHO WCIOIb3YIOTCS HEUHBA3UBHBIE
METO/[bl TECTUPOBAHUS, a B IOCJENYIOIEM — CeJIeKTUBHbIE
WHBA3UBHbIE TEXHOJIOTHH.

AHaMHe3 TeueHUs Iepuojia PAHHETO JEeTCTBA MOXKeT IO/~
ckaszath npuanHy /13JI, cpemm KOTOPBIX MOKET OBITh MyKO-
BUCIIU/I03, UMMYHOIE(MUIINT, racTpo330harajbHblil peIiokc
¢ mepuoandeckoii acnupanueii. Kommbiorepaas Tomorpadus
BBICOKOTO Ppa3pelieHusT MOXKeT COPHEHTHPOBATh Bpaua
B OTHONIeHNH KOHKpeTHoro chILD-auarnosa. 910 mccieno-
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BaHMe sIBJsieTcsl Hanbosiee BakHbIM B cayyae NEHI, a mus
Jerell ¢ KJINHWUYECKVMMU IPOSIBJIEHUSIMUA TUIIOTUPEO3a OHO
TaKsKe MOKET OBITD MOJIE3HBIM. BMecTe ¢ TeM ISt TOCTaHOBKU
TOYHOT'O JUAarHo3a GOJIBIIMHCTBO MJIAJIEHIIEB BCE JKe HYXK/a-
I0TCSI B TEHETMYECKOM TECTUPOBAHUY WU OUOTICUH JIETKHX.

Morenuanbsubie chILD-auarnoss! y aereil Maaaie aByx
JIET C Me/IJIEHHBIM NPOrPECCUPOBAHHEM JIETOYHOTO MPOIiecca:

— HEIOCTATOYHOCTD CypdaKTaHTa BCJIEICTBUE MOJOMOK B
ABCA3 unu SP-C renax;

— MyTarms win fenerms obenx ajesneii reros CSF2RA u
CSF2RB, komupytomue perterrrop /st GM-CSE kotopbie MaHu-
decrupytor chILDs, B ToM u¥ic/Ie 1 a/IbBEOJISIPHBIM [IPOTEMHO30M;

— MyTarus win fgesiertust ogHob n3 NKX2.1 ayreseit, kimHm-
yecku nebotupyonme chILDs, BpoKIEHHBIM THIIOTUPEO3OM 1
HEBPOJIOTHYECKUMI HAPYTITEHUSIMU (THITOTOHUSI, XOPEst ).

Oco60e yka3aHue B OTHOLIEHUH JeTeil ¢ UMMyHOIeDU-
HUTOM

B cBa3u ¢ TeMm, 4TO MHMEKIUU MOTYT ObITh IIPUYMHAMU
J13J1, Bce MalMenThI OJKHBI OBITH 06CAEI0BAHDI Ha TIPEAMET
uckIoueHnst uMMmyHonedututa. ObHapyKeHue u Kiaccudu-
[MpPOBaHNE UMMYHO/IE(MUIINTOB, KAK MEPBUYHBIX (MOJKET
OBITh TSKEJIBIH KOMOMHUPOBAHHBII UMMYHOIE(DUIINT), TAK U
npuobperenubix (BUY-undekiys nim npumMeHeHne nMMmy-
HOCYTIPECCUBHOU Tepamum), MOXKET MOMOYb B BEICHUU U
JIeHeHUun 6OJIblIOl‘O. BblﬂB]lelll/le I/IMMyHO]Le(bl/IlLI/ITa HE
uckoyaet auar#osa chILD, KOTOpPBIH 4acTo acCOIUUPOBaH ¢
UMMYHHBIMH HapyHIeHUSMU: QOJIUKYJISIPHBIM GPOHXUOJIH-
TOM, JUMQOIMTAPHON HWHTEPCTUNMATbHON ITHEBMOHUEH,
06JIUTEPUPYIONTM GPOHXUOTUTOM.

IIpornos N3JI

3aboeBaeMoCTh U CMEPTHOCTD, 00ycoBaenubie chILDs
n npyrumu Bugamu J[3J1, y neteii e ycTaHOBJIEHDI, B HACTOSI-
1iee BpeMsl yPOBEHD ATUX IMOKa3aTesiei JOCTATOYHO TIPOTUBO-
peunssiit. Fan u Kozinetz B cBoem poknaze coobmmm o 64%
5-nerneit BouKUBaemocTu cpemu mereir ¢ J[3J1 B Bo3pacte
ot 1 10 18 siet 1 0 38% 5-JieTHEN BBIKMBAEMOCTH CPEJIU JIeTeil
¢ TIpU3HAKAMU JIETOYHOM rumepreHsnu. B mpotuBoBec aTum
nauubiM [enesast rpymnma ERS pososxkuia 06 ypoBHe cmepr-
HOCTH TOJBKO y 6% geTeil, ¢ KIMHUYECKUM YJIydllIeHHeM
y 74% nanmenToB ot poskaeHus 10 16 jet. ITH rccie[0BaHus
BKJIIOYaJ/IM TOJILKO GOJIbHBIX, MMEBIIUX CUMIITOMBI B TCUEHUE
HE MEHee TPeX MECSIEB, TeM CAMBIM HUCKJIIOYAIU MHOTHE
13 GBICTPO MPOrPECCUPYIOIIUX CIy4aeB HeoHaTambHbIX J13J1.
CeBepoamepukanckoe wucciaegopanue chILD  Briouyazo
JieTell B BO3pACTe cTapliie ABYX JIET, Y KOTOPBIX JUAarHO3 GbL
BBICTABJIEH HAa OCHOBAaHWM OWOICHH JIETKUX, TPU 3TOM
cMepTHOcTh coctasmia 30%, a y 50% mnaiueHToB 60se3Hb
npogoskanachk. CTano sICHO, YTO HEKOTOPbIE KJIMHHYECKHE
dopmbr chILD uMeoT oueHb BBICOKYO CMEPTHOCTh, HO BMe-
CTe C TeM JPyrue BapUaHThl MOTYT UMETh U OJIArONpUsATHBINA
ucxoa. Hampuwmep, medurur SP-B u ACD-MPV umeror
HeGJATONPUATHBIN  Nporuo3, wytaiuu renoB ABCA3
u STFPC Benyr k GoJiee BapuabeJbHOMY UCXOY 3a00seBa-
nus, a NEHI umeer 6oJiee 6JaronpusTHBINA TPOTHOS.

Jleuenue 3J1 y nereit

KoHTposinpoBaHHble — HCCJENOBAHUS  OTHOCUTEJIHHO
TepaleBTHYeCKNX MOAX0R0B K chILDs He IpOBOAMINCE.
Benerne Takux manueHTOB OCHOBAHO HAa HEKOHTPOJMPOBAH-
HBIX HCCJIE[IOBAHUSIX, CEPUIHBIX CJYYastX, OTIEJIbHBIX CO00-
[IEHUSIX U HECUCTEMHBIX HAOJIIOICHUSIX.

OnTUMAJIBHBIM SIBJISIETCSI JJINTENIbHBINA YXOJI, MPOBOJIM-
MBI B IleHTpaX, Tje cocpenotaunBatoress et ¢ chILDs
U UMEIOTCSI INarHOCTHYeCKUe BO3MOKHOCTH JIJIS JIMArHOCTH-
KU 9TO¥ marosornu. Takue 1eHTPbI JOJKHBI UMETh MYJIBTH-
JMUCHUTIIMHAPHYIO KOMaHJY [JIsi BEJECHUSI 9TUX MAIlMEeHTOB,
BKJIIOYAsT ZIETCKUX IYJbMOHOJIOTOB, PAMOJIOrOB, XUPYProB,
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ruCTOI0roB. PYKOBOICTBO IIeHTPa MOKET BKJIIOYATH B IITAT
U CTENUATICTOB APYTOro MPOMUIISL: CONMUATBHBIX PabGOTHU-
KOB, T€HETUKOB, PECIINPATOPHBIX TEPAIIEBTOB, JANETOJIOTOB.

NmmynocymnpeccuBHass  (apmakosoruss (CUCTEMHbBIE
rimokokoprukocrepouzibl (IKC), ruapokcuxiopakun) Oblia
U3JI0KeHA B Psifie cTaTell KakK TOJie3Has TPU OTHAETbHBIX
Hozosiorndecknx ¢dopmax J[3JI. Ecau KIMHUIUCT PN
HAYaTh UMMYHOCYIIPECCUBHYIO TEPAIHNIO, HAIUMEHT IOJIKEH
OBITb TIIATEIBHO MOHUTOPUPOBAH B OTHOIICHUH TTOGOYHBIX
G deKToB. ITO MOKET ObITh ACHCUTOMETPUSA, M3MEpEHue
pocTa, 0CMOTp O(TATBbMOJIOTOM JIeTel, JITUTEBHO IIOJIyJalo-
mux 'KC, 1 nepuogndaecknii KOHTPOJIb OOIIEr0 aHAII3a KPOBU.

Pemienue 0 mpoBeieHUN MHUIIUATBHOW UMMYHOCYTIPEC-
CHUBHOH Tepanuu JOJDKHO ITIPUHUMATBCS WHAMBUILYATIHHO
B KaK/IOM KOHKPETHOM CJlydae, TaK KaK MMEIOTCS TOJbKO
orpaHNYeHHble (aKTBl I0Je3HOro addeKrTa HA MCXOIBI
3a60/1€BaHNsA M XOPOINO HM3BECTHBI MOOOUHBIE d(DPEKTHI
HMMMYHOCYIIPECCUBHOT Tepartiu. B perleHnu Borpoca o Ha3Ha-
YEeHWHU 9TOH TepaIiy J0JLKHBI YUYUTBHIBATHCS: TSIKECTH 3a60J1€e-
BaHUsI, CTEMEHb IPOTPECCHPOBAHU, MPOTHO3 6e3 JeUeHwsT,
COYeTAHHAsI TTATOJIOTHs], CEMeWHbIe IIEHHOCTH U TIPE/IIIOYTEH .

Tpancnaanmavus neexux (TJ1) stBasietcst BBIOOPOM y 60T+
HBIX JIeTell MJIA/IIIEe IBYX JIeT KU3HU HA TEPMUHAIBHOM JTalle
3ab0sieBaHUs JIeTKUX. VIMeeTcst HEeCKOJBKO COOOIIeHi
006 yCHEIHON TPaHCIIAHTAMU JIETKUX Y MJIajeHIIeB
¢ chILDs, XOT$ TaKMX MaIMeHTOB TI0Ka 4TO MaJso. MJajieHIieB
¢ chILD ¢ puckoM HeGJIarompusaTHOrO UCXofia U Headdek-
TUBHBIM JiedeHueM, Takux kKak SP-B nebunur, ACD-MPV
WM OYeHb TsikesbiM TedernreM ABCAS3, ciefyeT HanmpaBJsTh
B CIIEIMAJTU3UPOBAHHBIE IEHTPbI IS PelleHust BOIPOCca
0 TPaHCILIAHTAIUH.

TpaHcITaHTAIMs JIETKUX obecredynBajta 5- U 7-JEeTHIO
BBIKMBAEMOCTb Y JieTeii B 51% 1 45% ciiydaeB COOTBETCTBEH-
HO. ITO OTOOPAsKAET BBHIBOABI WICHOB Paboveil IPYIIbI, YTO
MMOTEHIIUATTbHDIE BBITOBI OT TPAHCIIAHTAIUN JIETKUX (HAJH-
Yie COOTBETCTBYIOIIETO M TIPAMOTHOTO KOHCYJIBTHPOBAHUSI
ceMell TakuX MAIMEeHTOB U WX BBIKMBAHUE) MEPEBENTNUBAIOT
pucku (IIOCTONEPANVIOHHbIE OCJOKHEHUs, [IUTeJIbHAas
MMMYHOCYITPECCUBHASI TEPATINS ), TSKECTh U CTOUMOCTb.

JlanHbie O BBUKUBIIUX, MPUBEICHHBIE 3/[€Ch, B3SITHI
u3 ordera VHrepHaimoHanbHoro OOmectsa Jleroynoit u
Cepaeunoit Tpancnmanrauu 3a 2011 rom, KOTOPHIiT BKIOYA-
€T Bce ciIyyau JierouHoit Tpanciantanuy 3a 1990-2010 rozasr.
B oruer BKJIOUYEHBI TOIBKO 15 mareHTOB B Bo3pacre GoJiee
1 roma ¢ SFTPB-myTanueit. Mbl HaIIm ONOTHUTEIBHO elle
TPU CEPUIHBIX CJIy4asi, BCE M3 OMHOTO IEHTPA, B KOTOPHIX
6bLTa IPOM3BEIeHA TPAHCIIAHTAINST JIETKUX TI0 TOBOY MyTa-
it SFTPB, SFTPC, ABCA3. O0miee KOIM4eCTBO IIPOBE-
JIEHHBIX TPAHCIIJIAHTAIUE JIETKUX B 9TUX BHIOOPKAX COCTABU-
J10 25 onepanuii u3 29 IpeTeHIeHTOB.

ConpoBo:k/IeHHE ¥ NPEBEHTUBHBIH YXO0/] 32 peOEHKOM

IMarrentam ¢ chILDs 06bIYHO TIPOBOAAT KPYTIIOCYTOUHYIO
IyJIbCOKCUMETPHIO JIJIs BBISIBJIEHHS] HEOOXOAUMOCTH JIOTIOJTHY-
TEJBHOI OKCHUTeHAI[MM, HanpuMep IMpu KopmuieHuu. JleTsiM
C TSDKEJIBIMU PECITUPATOPHBIMU HAPYIIEHUSIMI MOKET OBITH
MoJie3Ha WHBA3WBHAS WJIM HEMHBA3WBHAS BEHTUJISIIIHSL.
Muorue getu ¢ chILDs umelor Huskne nokasarenn Gpusnde-
CKOTO PA3BUTHSI, 4TO OOYCJIABIMBAET HEOOXOAUMOCT TTUIIEBON
HOIZIEPIKKH, KOTOpast elne He Oblia nsydyena y gerei ¢ chILDs,
HO €€ OIleHKa OYeHb BaskHa Yy JIeTell ¢ GPOHXOITYIbHOMATLHON
JIMCTLIIa3Kelt 1 MyKOBUCIIN/I030M. KIIMHUIIUCTBI COBETYIOT TIIA-
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TEJBHO MOHMTOPUPOBATH PAa3BUTHE TAKUX JIeTEHl U BOBPEMs
KOPPUTHPOBATH MX THIIEBON PAIIOH.

IMarmentam ¢ chILDs cienyer usberaTh BPEAHOTO BO3IEH-
CTBUSI OKpPY’KAIOIel Cpejibl, HalpuMep IacCUBHOTO KYPEHMUS.
VIM MozkeT ObITb 10JIE3HA BaKI[MHALKSI [IPOTHB ITHEBMOKOKKA,
TpUMTa, OOBIYHAS AETCKAas MMMYHU3AINS, 33 UCKITIOYEHIEM
JKUBBIX BaKIUH JA€TAM C MMMYHOCYIIPECCUBHBIM CTaTyCOM.
PecrimpaTtopHO-CHHIIMTHANIBHBI BUPYC MOJKET YBEJIMYUBATH
3a60JI€BAEMOCTh ¥ CMEPTHOCTb Y MJIAJICHIIEB M MaJICHbKIX
JeTelt ¢ XpoHMIeCKnMHU 3200 eBaHmsIMN Jierknx. COBpeMeHHbIe
WICCTIE/IOBAHMS TTOKA3aJIM, YTO TOCHUTAIN3AINS 3HAYNTETBHO
VBEJUYUBACT PHUCK 3apa’keHUS PeCHUPATOPHO-CHHIIUTH-
aJbHBIM BHPYCOM TakuX jieteil. Ilo aToit mpuunHe mitasieHIiaM
CO 3HAYUTEJIbHBIM HAPYIIIEHUEM COCTOSIHUS OOBIYHO HA3HAYAET-
cs1 GUOJIOTUYEeCKUi TIperapaTr MaruBu3ymMad, XOTsi He ObLTo
IIPOBE/IEHO UCCJIeIOBAHUH, ITOTBEPKAAIONINX TEOPETUUECKYIO
HOJIB3Y TaKoil Tepanuu. /[eTsM ¢ UMMYHOCYHPECCUBHBIM CTa-
TYCOM OOBIYHO HA3HAYAIOT TPOPUIAKTUKY MTHEBMOIUCTO3A.
CembsM, B KOTOpBIE ecTb getr ¢ M13J1, 66110 GBI OJIE3HO TeHe-
THYECKOE KOHCYJIETUPOBAHUE, ¥ TIPU HEOOXOAMMOCTH MPOBE/IE-
HHE FeHEeTUYECKOrO TECTUPOBAHMSI.

KavecTtBO k13HM, ceMelHBIN cTpecc U Trope poauTeseit
He u3ydanuch y nanueatos ¢ chILDs. Xors, BrioJme BeposT-
HO, 9TO MEKJIMIHOCTHBIA CTPECC MMeeT HeGIATOTPHUITHOE
BJIMAHNE HA KQYECTBO JKU3HMU ITAITMEHTOB U UX CEMbU.

Taxum 06pa3oM, 9TH TAIMEHTH U WX CEMBH HYKAAIOTCS
B IIOCTOSIHHBIX JIOMOJIHUTEJNBHBIX YCIyrax M COIMAJbHON
pabore. PaHHee BOBJIEUeHUE B TPYIIIBI CEMEITHON MOJIEPKKA
MOTYT ITIOMOYb CHSTH CTPECC JUATHOCTMYECKHUX IIPOIELyP
U B IEPHO/] 1IOCJIE TTOCTAHOBKHU JIMAarHO3a.

3akioueHnue

YaureiBast OYpHBII TEXHUYECKHI TPOTPECC W CTPEMU-
TeJIbHbIE TEMIThI 3arPsI3HEHUST OKPYIKATOIIeN Cpelibl, yBeInde-
HUe YHMCJIeHHOCTH BBDKMBAIONINX HEAOHOIIEHHBIX U JleTei
C TeHeTHYeCKOl IMaToJIOTHel 3a CYeT yJIydIleHHs KauecTBa
BBIXa’KMBAHUS, BCe Jallle BPaul MeJuaTpHIecKoro mpohus
CTAJIKUBAIOTCS C TAlMeHTaMHU, MUMEIINMH XPOHUYecKoe
MapeHxuMaTo3Hoe 3ab0JeBaHme JIETKUX, 4TO TpeOyeT paciiu-
peHust 3HaHWH 06 9TOM marosoruu. [loaTomMy o3HAKOMIIEHNE
¢ marepuanamu Odurimanbhoro [Tosoxenusst Amepukancko-
ro Topaxambroro ObmiectBa: «Kinmuudeckoe pyKOBOACTBO:
Kjaaccupukaus, obcIeoBaHue W BeJeHHE MJIaJeHIIeB
C UHTEPCTUIUATHHBIMU 3a00J€BAHMSIME JIETKUX» Oymer
MI0JIE3HO /IS TIeZINaTPOB, HEOHATOJIOTOB, ITyJIbMOHOJIOTOB
n asneprosoroB. MHOTHe TOJIOKEHUSI BeAEHUS JeTel
¢ chILDs MOryT 6BITh HCIIOIB30BAHbI B IETCKUX CTAIIMOHAPAX
Ykpauns! III u IV ypoBueil, B yacTHOCTH KOMIIbIOTEPHAS
ToMOrpadus BBHICOKOTO pa3pelienusi, MCCaefoBanme GpoH-
X0QJIbBEOJIIPHOTO JIaBaXka, TOPAKOCKOMUYECKass OUOICHs
JIETKUX. YUIUTHIBAST OCTATOUHO OBICTPOE BHEIPEHIE TeHETH-
YECKHUX METOJIOB UCC/IE/IOBaHMsI B YKpauHe, BOZMOKHO GoJiee
MIMPOKOE UX TPaKTHYeCKOoe NCIOIb30BAHUE B IETCKOH ITyJIb-
MOHOJIOTHY. YTiy6sieHne 3Hauuwii B obmactu anbdy3HbIX
3a00JIeBaHUIT JIETKMX, HAJIMYUE IIPOrPAMMbBI MEHE/KMEHT,
yJIydlleHre TEXHNIeCKOTO OCHAIEHIST MEINITNHCKIX YUPeXK-
JeHuii Oyaer crocobCTBOBATh CO3AAHMIO CHIENUATU3UPOBAH-
HBIX CTAI[OHAPOB € MYJIBTUAUCIUIINHAPHBIMU GpUTagamMu
06CIyKUBAHUA TIAIMEHTOB ¢ TsKeabiMu opmamu chILDs.
Onut MoTsii GBI CTaTh MEHTPAMU HAKOTUIEHUST U PACTIPOCTPa-
HEHMsI HAI[MOHAJILHOTO OIIbITA BEJIeHNsT TAaKUX JIeTe.
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BepneHHs piTel nepumx ABOX POKIB XUTTS 3 iHTEPCTULLIMHMMMN 3aXBOPIOBAHHAMU NereHb

(3a marepianamu OdiuiiHoro NMonoxeHHa AMepukaHcbkor TopakanbHoi Cninku: «KniHiyHe kepiBHULTBO:

knacudikauisi, 06cTeXxeHHsl Ta BeAeHHSA HEMOBAT 3 IHTePCTULIAHUMU 3aXBOPIOBAHHAMMU JiIEr€Hb»)

O0.M. OxotHikoBa, T.M. Tka4osa, 0. lop6atok

HauioHanbHa MeanyHa akagemis nicnaguniaomHoi ocsity im. M.J1. Lynuka, m. Knis, YkpaiHa

IHTepCTULiHI 3aXBOPOBaHHA nereHb (I3J1) y HEMOBAAT Ta AiTel CTapLIOro BiKy BKMOYAOTh y Ce6e BENWUKY rpyny piaKiCHUX XBOPO6 AUXaNbHUX LUNSAXIB,
AKi NepeBAXHO € XPOHIYHUMMU i NOB'A3aHI 3 BUCOKOK 3aXBOPHOBAHICTIO i CMEPTHICTI0. OCTaHHIM YacoM 3pOCN0 BUSBMEHHS Ta PO3YMiHHS KniHiYHuX hopm 131
y HemoBnAT. Li hopmm 3Ha4HO Biapi3HAIOTLCSA 32 MEXaHi3MOM, Nepe6irom Ta Hacnifkamu Bif Takux y AiTen CTapLIoro BiKy Ta JOPOCANX.

Y pamkax AmepukaHcbkoi TopakanbHoi Cninku 6yna cTBOpeHa MynbTMAMCUMNAIHAPHA KOMaHAA NikapiB 3 METOK PO3PO6KN HAaykoBO 0O6IPYHTOBAHOI
Knacudikawii Ta KepiBHULTBA LWOAO AiarHOCTMKN Ta BefeHHs AiTeir 3 13J1, sike binblue COKYCOBaHE HA HEOHANBHIX i MAMKOKOBNX (8O ABOX POKiB) (hopmax.
MeTot0 AaHoi CTaTTi € 0rNAA OCHOBHMX MONOXEHb LbOro KepiBHMUTBA. IH(popMaLlis, Lo BUKNAfeHa y CTaTTi, 6yne KOPUCHOK AN HEOHATONOriB, NejiaTpis
i IUTAYUX NMYNbMOHONOTIB.

Kntoyosi cnoa: KniHiyHe kepiBHUUTBO ATC, iHTEPCTULINHI 3aXBOPIOBAHHS, AiTH, Knacudikauis, JiarHoCTMKa, 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)

O0.M. Okhotnikova, T.N. Tkacheva, 0. 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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