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N3JI-uatepcTuimanbabie 3a0071€BaHUS JIETKUX

PJICH- pecniupaTopHbIi JUCTPECC-CUHAPOM HOBOPOXKIEHHBIX
OKMO- skcTpakopriopalibHasi MeMOpaHHas OKCUT€HaIUs

HKI'M- Helpo3HI0KpHUHHO-KIETOYHAS TUIEPIUIA3KS B MIIaJICHYECTBE
KT- KomnbrorepHas Tomorpadus

JINT'- JIerouHbIi THTEPCTULIMAIIBHBIN TJIMKOTEHO3

BJUI- BpoxnenHnas ierounasi iuMQaHrusKTazust

BO-00cTpyKTUBHBIN OPOHXUOIUT

PJIC- peciupaTopHbIi JU-CTPECC CUHIPOM



BBenenue

CymecTtByeT mupokas auddepeHiuaibas JMarHocTuKa pecnupaTopHOro
JUCTpecca ¢ paHHUM Ha4vajaoM, 0OCOOCHHO y JIOHOIIEHHBIX JIeTel, U
UHTEPCTUIIHAbHAS OOJIE3HB JIETKUX SBJISIETCS PEAKUM, HO BaXKHBIM (PaKTOPOM B
ATOM KOHTEKCTe. MIHTepcTulinanbHbie 00I€3HU JIETKUX MPOSBISIONIAsACS Cpas3y
nociie poXkJIeHus, OOBIYHO CBA3aHA C MyTallUAMHU B TeHax Oenka cypdakTaHTa min
COCTOSIHUSIMM, CBSI3aHHBIMU C BPOXKJAECHHOM allMHApHOM AuCIUIazuen -Jlucnnasus
aJIbBEOJIAPHBIX KaWILUISAPOB - BpoxaeHHas aibBeoJisipHas JUCIUIa3us crekrpa. B
HACTOSAIIEE BPEMs HE CYLIECTBYET CHEIM(PHUECKOTO JICUEHHS 3TUX COCTOSHUMN, U
JICYCHHE OKa3bIBACT MOIEPKKY. [IporHo3 oueHb HEOIArONPUATHBIN 115
OOJBIIMHCTBA ATUX JAETEH, €clii HayaJlo 3a00JIeBaHUs IPOUCXOIUT HA paHHEH
CTaJI1H, C HEYMOJIMMBIM YXYIICHUEM JbIXaHUs 0e3 TpaHcIuiaHTanuu. [1]



Onpezle.nelme H INMUAECMHUOJJ0TIUA

WNurtepctunmansasie 3a0oneBanus jgerkux (U3J1, cunonumsel: nuddysHeie
3a0oneBaHus JeTkuX, AU y3HbIC TAPCHXUMATO3HBIC 3a00ICBaHUS JIETKHX )
SBJIAIOTCS TETEPOT€HHOM IPyNIOil 00se3HEN, IPU KOTOPBIX B NATOJOTUYECKHIMA
IIPOIIECC B MEPBYIO OUEPEb BOBIECKAIOTCS alIbBEOJIbI U EPUATBBEOISPHBII
WHTEPCTUINH, YTO TPUBOJUT K HAPYIICHUIO Ta3000MEeHa, PECTPUKTUBHBIM
HapYILIEHUSIM BEHTHIALIMOHHON (YHKIMHU JeTKUX U qudPy3HbIM
WHTEPCTULIMAIBHBIM U3MEHEHUSIM, BBISBISEMBIM IPH PEHTI€HOJIOTNYECKOM
uccienosanun. Bmecte ¢ tem, npu U3J1, Hapsiny ¢ uHTEpCcTULIEM, B
IIATOJIOTMYECKUI IPOLECC BOBJIEKAOTCS U IPYTHE JIETOYHBIE CTPYKTYPBI
(mapeHxuMa, AbIXaTelIbHbIE ITyTH, KPOBEHOCHBIE U TUM(ATHUECKUE COCYIbI).
HmeroTcs cylecTBEHHbIE pa3Inyus B opMax, TCUEHUH, TUCTOIOTHYECKUX
ocobeHHocTsX, mporHo3e U3J1 y nereii u B3pocnbix. Hanpumep, camas yacras
dbopma U3JI y B3pocCiibIx — 0ObIYHAS MHTEPCTUIIMATIBHAS THEBMOHUS (BapUaHT
UUONATHYECKOW HHTEPCTULUAIBHON THEBMOHHMH, CHHOHUMBI: MIMONIaTHYECKUN
aerouyHslid puodpo3 — NJID, nanonarnyeckuii pruOpo3UpyIOMIMA aTbBEOIUT) OYEHB
pEeaKo BCTpedaeTcs y IETe U TOJIBKO B IIOJPOCTKOBOM BO3pacTte. Y AeTen
umerorcst popmel M3J1, He BcTpeuarourecs y B3pociblX, Takue Kak AUPPy3HbIe
HapYILIEHUs Pa3BUTHS U POCTA JIETKOTO, HEMPOIHAOKPUHHAS KJIETOYHAs
runepruiaszus muiagaeHies (HOKI') u neroynsiiit UHTEPCTUITMATBHBINA TIMKOTEHO3
(JINT). B otnuuure ot B3pocibix, npu U3J1 y aeteil yamie yaaercss yCTAHOBUTD
ATUOJIOTHIO 00JIe3HU. Y eTel yallle, YeM Y B3POCIIbIX BCTPEYAOTCS CEMEWHbIE
dbopmbl 3a00seBanui, a mporuo3 aerckux N3JI B menom, Jiydiiie, 4eM y B3pOCTBIX,
YTO CBS3aHO C MOPaKECHUEM Pa3BUBAIOIIETOCS JIETKOTO. [2]

N3JI sBasroTcs peakoi narojaorueit. C4uTaercs, 4To MX UICTUHHYIO YaCTOTY
ONPEAEITUTh OUYEHb TPYIHO, TAK KaK BCIIECJICTBUE CIIOKHOCTH JUATHOCTUKYA MHOTHE
CJIydad OCTaroTCsl Hepacro3HaHHbIMU. [1o pa3HbiM nanHbiM yactota U3J1 y nerei
coctasiysieT ot 0,13:100 000 nereit mmaame 17 net go 16,2:100 000 geTeit maamiie
15 net. B Hactosmiee Bpems noaaratot, yto M3JI BcTpedaroTes B 1F000M Bo3pacrte,
HO y JICTe¥ OHU HE MEHEee YeM B TOJIOBHMHE CITy4aeB MaHU(DECTUPYIOT B
HEOHATaJIbHOM MEPHUOJIE WU B BO3pacTe A0 IBYX JieT xku3nu. Cpenu MU3JI,
MOJITBEPKIEHHBIX OUOTICHEH, y feTeil B Bo3pacTe 10 1 roga 2/3 ciydaes
MIPUXOJIUTCS Ha 3a00JI€BaHMs, IPEUMYIIICCTBEHHO BCTPEUAIOIITUECS B
HEOHATAJILHOM TiepuoJe. [2]



Knaccupuxanms.

Knaccudukanus U3J1 y nereii 6p11a npeanokeHa skcnepTaMu AMEpUKaHCKOTO
TopakanpHOTro obmmectBa B 2013 r. CornacHo nmanHo# kinaccudukaruu, M3J1y
JIeTel Mmoapa3aeNsoTcs Ha 3a00ieBaHus1, Hanboee pacpoCTpaHEHHBIE B
MJIaJIEHYECTBE, U 3a00JI€BaHus, HE ClIeHU(UIHbIE 1JIs MIIAJICHIEB, TO €CTh
BCTpeuarolmecs B 11000M Bo3pacTe. OTAENbHO BRIIEISIOT HEKIaccupuuupyemole
ciydau M3J1. OnHako 3a nocieaHue roJpl CTajlo U3BECTHO O PsAZIE HOBBIX
3a00J1eBaHUM, UMEIOLIUX B CBOEH OCHOBE AU(P(HYy3HOE MHTEPCTULIMAIBHOE
MOpaXeHHE JIETKUX, ObUIH YCTaHOBJICHBI T€HETUUECKUE MPUIHHBI Psijia
3a00JIeBaHUH, UTO TpeOyeT NOMOIHEHUS KilacCU(UKALIUK, OCOOCHHO B pa3jieie
W3J1, npeBamupyronux y MiaacHies. [2]

I. 3a0o1eBannst, HanOoJ1ee PpACIPOCTPAHEHHBIE B MJIA/ICHYECTBE

A. lnddy3Hble HapyHUICHUS PaA3BUTHSI JIETKUX

1. Auunapnas nucraszust (myrtanuu renoB TBX4, FGF10, FGFR2)

2. Bpoxxnennas anbBeossipHas nuciuiasus (myrtanuu renoB TBX4, FGF10)

3. AnpBEOISIPHO-KANMWIUISPHAS TUCIUIA3KS C HAPYIIEHUEM PACIIOIOKEHUS
neroyHsix BeH (myTanuu rena FOXF1)

B. Hapymenus pocra jierkux
1. JIerounas runorniasus
2. XpoHH4eckoe 3a00JeBaHUE JETKUX HOBOPOKIEHHBIX

* XpoHuueckoe 3a00€BaHKE JIETKUX, ACCOLUUPOBAHHOE C HETOHOIIEHHOCTHIO
(Oponxonerovnas nucIuiazus, CHHAPoM Buinbcona—MuKUTH)

* [IproOpereHHOE XpOHMUECKOE 3a00JI€BaHNE JIETKUX Y JOHOIIEHHBIX MJIA/ICHLIEB
3. CTpyKTypHBIE JIETOYHBIE U3MEHEHUS], ACCOLIUUPOBAHHBIE C XPOMOCOMHBIMH
HapyLIECHUSAMH

* Tpucomus 21 xpomocomsl (curapom JlayHa)

* Tpucomus 13 xpomocomsl (curapom Ilaray)

* Tpucomus 18 xpomocoMbl (CUHIPOM DBap/ica)

4. 3aboneBaHusl, aCCOLIMUPOBAHHBIE C BPOXKIEHHBIMU MTOPOKAMU Cepia y

nerel 6e3 XpOMOCOMHBIX HapyIIeHUN

5. Mytamuu rena punamunaa A (FLNA) — Hapymienust pocTa JIETKHX,
sM(pU3eMaTO3HbIE U3MEHEHHUS TaPEHXUMBbI



C. Cnenuduyeckrue COCTOSHHS HEYCTaHOBJIEHHOMN 3THONIOT MU

1. JIerouHslii HTHTEPCTUIIUATIBHBIN TJIMKOTEHO3

2. Ha1posHIOKpHUHHAS KIIETOYHAS TUIIEPIUIa3usl MIIAJCHIIEB

D. IuchyHKiuu cucteMsl cypdaktaHTa

1. MyTanuu rena cypdakrantaoro nporenna B (SFTPB) — nomunupytronmit
TUCTOJIOTHYECKHUM MaTTEPH — JITOUYHBIN allbBEOJIIpHBIN MpoTenHo3 (JIAIT)

2. Myranuu rena cypdakrantaoro npotentna C (SFTPC) — nomunupyromimii
TUCTOJIOTUYECKUI MATTEPH — XPOHUYECKHUI MTHEBMOHUT MitafieHeB (XIIM),

a TaKXe JIECKBaMaTUBHAsl HHTepCcTUIHaIbHAs THeBMOHUS (JJUIT) u
Hecnenuduueckas narepcruninanbHas nuesmonus (HCUIT)

3. Mytanuu rena ABCA3 — JIAII, XIIM, JIWIT u HCUII
4. CuHIPOM «MO3T — JIETKHE — HUTOBUIHAS kene3a» (mytamuu reHa NKX2.1)

5. Bpoxnennslii 1euiut o- u B-cyObeIuHUIl pelienTOPOB IPaHyJIOUTAPHO-
Makpo@araibHOro KOJIOHUECTUMYIUPYIOUIETO (paKTopa — JOMUHUPYIOIUN
ructonornyeckuii narrepH — JIAIIL (myraunn renoB CSF2RA, CSF2RB)

6. HenepenocumocTts nu3nHypudeckoro 6enka (myrtanuu resa SLC7A7) —
JTOMUHHPYIOWNN rUCcTONornueckuii narrepH — JIAIL

7. 'uCTONOTHYECKH COTIIACYIONIEECs C PACCTPOMCTBOM OENKOB CypdaKTaHTa,
HO €1l HEYCTaHOBJIEHHOE T€HETUYECKOE HapyIlIEeHUE

II. 3aGoneBanusi, He cienUPUUHbBIC 7151 MJIAJCHIICB

A. PaccTpoiicTBa y MMMYHOKOMIIETEHTHBIX JIUIL

1. Nadexnmonnbie u mOCTUH(GEKIIMOHHBIE TPOILIECCHI: TOCTHH(EKITMOHHBII
OOTUTEPUPYIONTUIT OPOHXUOIUT U JIP.

2. PaccTpoiicTBa, CBSI3aHHBIE C ATEHTAMH OKPYIKAKOLIEH CPEBL:
TMIIEPCEHCUTUBHBIN THEBMOHUT, UHTAJISILIUM TOKCUYHBIX BEILECTB

3. Cunapom acnivpaiuu

4. Do3uHO(UIBLHAS THEBMOHUS

5. Jlerounslii abBEOJIAPHBIA MUKPOJIUTHAS.

B. PaccrpoiicTBa, acconmmupoBaHHbIE C CHCTEMHBIMH 3a00JI€BAaHUSMH

1. UMmMyHHBIE 3a00J1€BaHUS



2. bone3Hu HaKOTUIEHHUS

3. Capkounmo3

4. I'uctuonuTo3 U3 kieTok Jlanrepranca

5. 3110KauecTBEHHbIE HOBOOOPA30BaHHUS

C. 3a0oneBanus y MIMMYHOKOMIIPOMETUPOBAHHBIX MAIlUEHTOB

1. OnnopTyHucTUYECKrEe UHPEKIUU

2. 3a0oneBaHus, aCCOLMMPOBAHHBIE C TEPANIEBTUUECKUMHU BO3ACHCTBUSIMU
3. 3aboneBaHus, aCCOLMMPOBAHHBIE C TPAHCIUIAHTAIMOHHBIM CHHJIPOMOM U
peakuuei OTTOpKEHHsI TpaHCIUIaHTaTa

4. luddysHoe anbBeoIIpHOE MOBPEXKICHUE HEU3BECTHOM ATHOJIOTUN

D. 3aboneBanusi, Mackupytomuecs noa N3J1

1. ApTepuaiibHasi THTIEPTOHUYECKAs] BACKYJIOMATUS

2. 3acToiiHble BaCKyJOINATHH, BKIIOYAIOIINE BEHO-OKKIIFO3MOHHBIE 3a00J1€BaHUs
3. JIumpatuueckue paccTpoiicTBa

4. BropuuHblii BeHO3HBIN 3acTOi Ha oHe 3a00eBaHu cepala

I11. Heknaccuduimpyemplie 3a001eBaHUsI— BKIIIOYAIOT 3a00JIeBaHUS Ha
TEPMUHAIBHOU CTAINHU, HEAMATHOCTUPYEMBIE Pe3yJIbTaThl OMOTICUU U OMOTICHH C

HEIOCTaTOYHBIM KOJMYECTBOM MaTepual. [2]



Bpo:xnennasi anbBeoasipHAsi TUCILIA3HUSL.

Bpoxxnennas anbBeosisipHas auciuviazus. OTINYUTETbHOW 0COOEHHOCTBIO
aJIbBEOJISIPHOM TUCIUIa3UHM CUYUTACTCS YAOBICTBOPUTEIBbHOE (POPMUPOBAHNE
JTUCTATBHON JIETOYHOM MAPEHXUMBI U HEJOPA3BUTUE ME3EHXUMBI, UTO PEATU3YyETCS
B OOJIBIIIOM PACCTOSIHUM MEXIY KallWUIIpOM U anbBeosiol. To ecTh co3naercs
BIIEYATIICHUE, YTO MaTb(POopMaIusi HAUMHAETCS C TUCTAIBHBIX OT/IEJI0B OPOHXUOI
B CTPYKTYpax, PUMBIKAIOIIMX K IIJIEBPE U MEXKI0IbKOBBIM nIeperopogkam [1].
JloGynsipHast apXUTEKTypa JETKUX HE BBIPAXXEHA, BO3YIIIHBIE TPOCTPAHCTBA OoJiee
MHOTOYHUCJIEHHBI, YEM NPY alMHAapHOU quctiazun. CakKysbl BBUIOKEHBI
KyOMUECKHUM SIUTENNEM, a CyObsSIepHbII MHKOreH nucuesaer. [logBistorces
BTOPHYHBIE ME3EHXUMAaJbHbIE TPEOHU, COIEPKAIINE KATUIIAPHI.
[Tatomopdonorusi. TepmuHaiibHbIE U pecIUPATOPHBIE OPOHXUOJIBI PA3BUTHI
yIOBJIETBOPUTENIBHO, MEXA0IbKOBBIE OPOHXUOJIBI COITPOBOXKIAIOTCS JIETOUHBIMU
apTepus MU U BEHAMM, a aJIbBEOJIbl OTJIIMYAIOTCSI TOHKOCTEHHOCTBIO,
OJTHOKaMEPHOCTBIO U MPOCTHIMU KOHTYpaMu. Maibopmariyisi mapeHXUMBI
npenacrabieHa 1upPy3Ho 1Mo Bcel MOBEPXHOCTH JIETKUX. YacTo TMarHOCTUpyeTCs
TUIOIUIa3us 000uX Jierkux. Jlnarnocruueckue kputepuu. Tak e, Kak u npu
alMHAPHOW JUCIUIA3UH, IEPBBIM KIMHUYECKUM MPU3HAKOM SIBIISIETCS TSKEIBIA
pecnupatopHbiil nuctpecc-cuaapom HoBopoxaeHHbIX (PJICH). Yacto PJICH
COMPOBOXKIAETCA JIETOYHOM apTepralibHON TunepTen3ueii. Teuenue 3a0oneBanus
MPOrpPEeIUEHTHOE, MEXAHUYECKash BEHTUIISLUS JIeTKUX Oosiee 3(h(pexkTuBHA, YeM IIpH
anuHapHou qucruiasuu. [lpu obecrieueHny BEHTHIIALIMOHHON MOIJIEPKKHU U
SKMO npoonKUTENbHOCTD JKU3HU MOXKET JOCTUTaTh HECKOJIBKUX HENIEIb, PEIKO
— mecALeB. JloMoTHUTENbHbIE KpUTEPUH. TaK ke, KaK U IPU aluHApHON
JUCIUIA31U, XapaKTEPHBIM PEHTTEHOJIOIMYECKUM IPU3HAKOM SIBJIIETCS TUITOIUIA3US
C IPU3HAKAMHM OTEKa JIETKUX. B mocieayronieM B IErO4HON MapeHXnMe
bopMHpYIOTCS «MAaTOBOE CTEKIO» U IU(PPy3HBIN MHEBMOPUOpO3. bromncus.
PasButHe nucTanbHOM JIETOYHON APEHXUMBI YIOBIETBOPUTEIIBHOE.
Henopa3BuTue Me3eHXHUMBI peain3yeTcs B HEIOPA3BUTUHU aJIbBEOJ U OOJIBILIOM
PaCCTOSIHUN MKy KallWLISPOM U albBeoJIoi. [3]



Bpoxaennbiii fepuuut cypPpakTaHTHOrO nporenHa B.

Hapyuienus Metabonusma cypdakTaHTa NpeCTaBIsAIOT CO00M pa3HOOOpa3HYIO
TPYIITY PEIKHUX U CIOXKHBIX PECITUPATOPHBIX 3a0oeBannid. [ledunut cypdakranrta
oenka B nmepenaetcst perieCCUBHBIM ayTOCOMHBIM THUIIOM. DTO BBI3BAHO MYyTallMeil
KOJUPYIOIIETO I'eHa, paclojoKEHHOT0 Ha XxpoMocoMe 2. BrisiBneHo 6oiee 50
MYTAalMi: MUCCEHC, HOHCEHC, CAaWT CIUIAMCHUHTA U CABUT CHCTEMBI

koopauHat. Hanbosnee pacnpocTpaHeHHON U3 HUX siBNisieTca MyTanus 121ins2:
3ameHa GAA na C B reHoMmHoM no3uniuu g.1549 B komone 121. Y mnaneHnes ¢
nedunurom cypdakranta 6enka B Bckope mocie poxaeHus: HabIroaeTcs
peCUPATOPHBIN AUCTpECC-CUHAPOM. KInHnueckue nposiBIEHUS CXOIHBI C
TaKOBBIMU TP 3a00JI€BAHUSX THAIMHOBBIX MEMOpaH, HO OOBIYHO BCTPEYAIOTCS Y
JIOHOIIICHHBIX HOBOPOXKICHHBIX. [4]

Pentrenorpagus opraHoB rpyAHON KJIETKH MOKa3bIBaeT AUPPy3HOE TYMAHHOE
MOMYTHEHHE JIETKUX U BO3AYLIHbIE OpoHXOTpaMMbl. TopakanbHas KOMIbIOTEpHAs
ToMorpadus BHICOKOTO pa3pelieHus 1aeT 0oJiee AeTaIbHbIE N300paKEHNUS:
MOMYTHEHHSI 110 TUITY MaTOBOT'O CTEKJIA U YTOJIIEHUE BHYTPU- U MEKIOIbKOBBIX
MEPETOPOIOK BCIEACTBUE HHTEPCTUIIMAIBHBIX HHPMIHTPAaTOB. C TeUeHUuEM
BPEMEHHU MOTYT OBITh OOHAPYKEHBI TAPEHXUMATO3HbIC KUCTHI,
CBUJIETEIBCTBYIOIINE O MIPOrpeccupoBannu 3aboseBanus. Emie oqHoi
HEOTHEMJIEMOM YaCThIO AUATHOCTUYECKOTO 00CIE0BaHUS SBISETCS
OpoHX0abBEOSPHBIN JIaBax. [IpoBoauTtcs ¢ momoiibio pudpockonuu. KuaKocTb
npo3paunas. [{uronorus 0ObIYHO MOKA3BIBAECT TUTIEPIEIUTIOIAPHOCTH C Yallle BCEro
yBEJIMUEHUEM HEUTPoPuiIoB. BecTepH-OMOTTUHT-aHAIN3 BBISIBISIET aHOMAJIUU B
sKcIIpeccuu Oenka cypdakTaHTa v, TAKUM 00pa30oM, HapaBIisIeT TeHETUYECKUIN
ananu3. Hanpumep, Huskuit ypoBeHb Oenka B ykaspiBaeT Ha nedunur 6enka
rpynnsl B. Huzkuit ypoBens nporenHa C MoxeT ObITh 0OHAPYKEH MU AePUIuTe
ABCA3, nporeuna C, 6enka B u TTf-1. Anomanuu, o6HapyKeHHbIC TTPU
BU3yaJIM3allMi OPTaHOB I'PYIHOM KJIETKH, IIUTOJIOTUU U TUCTONATOJIOTHH, MOTYT
MOMOYb B IMMOCTAHOBKE JUATHO3a, HO HE SBJISIOTCS CICU(PUIHBIMU. TOJIBKO
TEHETUYECKOE TECTUPOBaHUE ¢ nomouipto ananusa JJHK moxer onpenenuts
TOYHYIO MYTallMIO, BHI3BIBAIOLIYIO PACCTPOUCTBO cypdakTanTa. PykoBOACTBYIOTCS
KJIMHUYECKOW KapTUHOU U [IUTOJIOTHYECKUM aHAIU30M KUIKOCTH
OpOHXO0AJBBEOJISIPHOTO JaBaxa. TakuM 00pa3oM, pe3ysibTaThl CIETYET
WHTEPIIPETUPOBATH B COOTBETCTBUU C (PEHOTUIIOM U T€HETUUECKUM
TECTHUPOBAaHUEM poauTeneii. [4]

[Iporuo3 aedwurmra nporenHa rpynmnsl B 1 HapymieHuit co CTOpoHbI cypdaKkTaHTa
B 11€JIOM B TIOJIaBJISIIOIIEM OOJIBITMHCTBE CITydaeB KpailHe HEOIaronpusiTeH.
BonbIIMHCTBO MITAIEHIIEB YACTO YMUPAIOT B TEUEHUE NIEPBBIX HENEIIb WIIH
MECSLIEB KU3HUA, HECMOTPS HA UCITOJIb30BAHUE UCKYCCTBEHHOW BEHTHIISILIAN
JIETKUX, TEPAITUU IK30T€HHBIM CYyp(haKTaHTOM WJIH SKCTPAKOPIIOPATIBHOTO
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KpoBooOpaiieHus. Tem He MeHee, paHHSsl IUarHOCTUKA U JIEUEHUE UMEIOT
pelaronee 3HaueHnue 1)1 OTpaHUYEHUS BO3JCICTBYS 3a001€BaHMs HA POCT
JIETKUX, TOCKOJIbKY HHTEPCTULIMAIbHBIE 3200JIEBaHUS Y J€TEW BOZHUKAIOT B
pasBuBatomiemMcs JerkoM. Hayuno nokazaHHoro 3ppekTUBHOIO JIeUeHUs MOKa He
CylecTByeT. B HacTosee BpeMsl Tepanus OCHOBaHA Ha IPUMEHEHUH
IIPOTUBOBOCHAJIUTENBHBIX IIPENAPATOB, B OCHOBHOM KOPTUKOCTEPOUIOB.
BotocHbIE KOPTUKOCTEPOUABI UCIIOJIB3YIOTCSI B KAUECTBE TEPAIIMU NIEPBOM JIMHUU.
[TepopasibHble KOPTUKOCTEPOU Bl OOBIYHO J100ABIISIOTCA IEPBOHAYAIBHO MEXKTY
KypcaMmu, a 3aTe€M IOCTENEHHO MPEKPAIatoTCs. | HIPOKCUXIIOPOXUH U a3aTUONPUH
TaK)K€ YCHEIIHO MPUMEHSIOTCS. | eHHast 3aMeCTUTENIbHAs Tepanus, N0-BUAUMOMY,
SBJIIETCS Tepanueil OyayIIero, HoO OHa BCE €Ile He MOJHOCThIO pa3padoTaHa.
BaxHbI U IpyTrye aclieKThl JIEUECHHUS: TUETOTEPAIHS], OKCUT€HOTEPANHS U
TICHXOJIOTUYECKast MMOIIePIKKa, OCOOCHHO ISt ceMbH. [4]
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HellpodHIOKPUHHASA KJIETOYHAS FHIePIJIA3us MJIAAeHIIeB.

HeiiposHIoKpHHHO-KIIeTOYHAs Turepruiasus B Miaaaendectse (HKI'M) — sto
dbopma HHTEPCTUITHATBHOTO U MU Py3HOTO 3a00ICBAHMS JICTKUX y JIETEH.
[TepBoHayaIbHO OHO OBLIO HA3BAHO MEPCUCTUPYIOLIUM TaXUITHOD MJIa/IEHYECTBA, a
3areM HKI'M noce Toro, kak ObLIM ONMKUCAHBI PE3YyJIbTaThl OMONICUN YBEIUYECHUS
KOJIMYECTBA HEMPOIHIOKPUHHBIX KIIETOK B AbIXaTeNbHbIX MyTsax . HKI'M
MPEACTaBIACT COOO0M OT/AENbHOE 3a00JIEBaHUE C XapaKTEPHBIMU KIMHUYECKUMU
IPU3HAKaMU, UCCIIEIOBaHUEM (DYHKIIMH JIETKUX Y MIIAJICHIEB U PE3yJIbTaATAMU
KOMIBIOTEPHON TOMOTpaduu IpyIHOM KIETKH BEICOKOTO Pa3pelIeHUs
(MHCIIUPATOPHBIN U BBIIOX). [5]

[Tatodusuonorus HKI'M mnoxo uzydena. ¥ nanueHToB HaOJI0/1a€TCA TaXUITHOD,
peTpaKUnu, XpUIIbl U TUITOKCEMHUsI. OTCYTCTBYET Kallleb WM CBUCTSIIIEE IbIXaHNUE
Ha ncxogHoMm ypoBHe. Henerounsie nposisnenus HKI'M BkmrouaroT 3a1epxkKy
pocTa 1 3a1epKKy pa3BuThs. OyHKIMOHAIBHBIE TECTHI JIETKUX Y MJIAJCHIICB
BBISIBJISIIOT TAXUITHO?, PECTPUKLHUIO U PA3IMYHYIO CTENEHb OOCTPYKIIMU
BO3/YIITHOTO MOTOKA. [5]

XapakrepHsbie pe3ynbTaTel KT Jerknx BKIHOYAKOT 3aXBaT BO3AyXa U IOMYTHEHHE
MaTOBOI'O CTEKJa, IPEUMYLIECTBEHHO B 00JIACTH MIPABOM CPEIHEH 10U, JINHTYJIbI
u/vnu nepuBackyisipuor obmactu. HKI'M moskeT ObITh TUAarHOCTUPOBAH
KIMHUYeCKHU ¢ nomotibio MCKT-ckanupoBanusi B COOTBETCTBYIOIIEM
KJIMHUYECKOM KOHTEKcTe. [5]

MCKT nerkux gBisieTcs OJHUM U3 CaMbBIX Ba)KHBIX TeCTOB B quarHoctTuku HKI'M.
JlerouHast KapTUHA y IETEN XapaKTEPU3YETCSI YETKO BHIPAKEHHBIMHU
reorpauuecKuMy MOMYTHEHUSIMH 110 TUITY MaTOBOTO CTEKJIa, B OCHOBHOM
3aTparuBarolIMMU MPABYIO CPEAHION0 JIOIIO U JIEBYIO SI3bIUHYIO JOJIIO. 3aJIepiKKa
ra3oB 4acTo HaOJroaeTcst BO BpeMs Bblioxa; He acconuupyercs ¢
OpOHX03KTa3aMHu, IPYTrUMH aHOMAJIUSIMH JbIXaTeIbHBIX MyTEH U MapeHXuMEI. [6]

[{uTonorust >kMAKOCTH OPOHXO0ATBBEOJISIPHOTO JaBaXKa y AETEH HOCHUT
HEBOCTIAIMTEIIBHBIN XapaKTep, U OPOHXOCKOMHS HE MOXKET CIIeIM(PUISCKI
nuaraoctupoBath HKI'M. Tem He MeHee, )KHIKOCTh OPOHX0aIbBEOISIPHOTO
JlaBa)ka MOKET MOMOYb UCKITIOUUTh UH(EKITUIO, aCTIUPAINIO U aJTbBEOJISIPHBIN
IPOTEHHO3. [6]

Juddepenunanbras TuarHocTuKa ¢ IpyruMu HHTEPCTULIMATIBHBIMU
3a00JIEBaHUSMU JIETKUX U XPOHUYECKUMH OOCTPYKTHUBHBIMU 3a00JIEBAHUSIMU
JIETKUX B OCHOBHOM OCHOBBIBAETCSI HA KIIMHUYECKHUX MPOSIBJICHUSIX, BU3YyaTIU3allUU
U iporHo3e y aeteit. [1noxoe pazButue OpOHXOIETOYHBIX 3a00I€BaHUN
Ha0JI0JaeTCs Y HEJIOHOILIEHHBIX HOBOPOXKICHHBIX, I€TeH C HU3KOM Maccol Tena
IPU POKACHUU WUJIM JIETEN ¢ BUPYCHBIMU MH(PEKIUSAMU BO BpeMsi OepeMeHHOCTH; Y
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JeTelt ¢ 00MUTEpUPYIOIIMM OPOHXUOIUTOM COXPAHSIOTCS TOPAXKEHUS JIETKUX MPU
BU3YaIIM3aIlUH, BO3HUKAIOT PEIMINBUPYIONINE CBUCTSIINE XPUTIBI. [6]

B T0 ke BpeMms ucciienoBaTeny Mo J4epKHYIIH, YTO KJIMHUYECKAS JUATHOCTUKA
HKI'M nomxHa UCKIIIOYATh JPYTHE TUTIBI MHTEPCTULIMATBHBIX 3a00JIeBaHUM
JIETKUX y JIETeH M OTCIIeKUBaATh ncxo 1 3aboneBanus pedenka HKI'M mioxo
pearupyeT Ha Teparuio TITIOKOKOPTUKOUIAMH, M Y OOJIBIITUHCTBA JETEH CUMITOMBI
MOT'YT IMOCTETICHHO YJIy4IIaThCcsl 0€3 Creru(UUecKoro JeUeHus, a MopakeHus
nocterneHHo perpeccupytoT Ha KT nerkux, uto MoxkeT ObITh HCIIOIBF30BaHO B
KaueCTBE OJHOU M3 OCHOB I MU PepeHIMaTbHON TUArHOCTHKA C APYTUMHU
UHTCPCTUIHAIBHBIME 3a00/I€BAaHUSIMH JICTKHX. [6]

Otunonorust HKI'M HesicHa, a 1eroyHble HEHPOIHIOKPUHHBIE KJIETKH UTPAKOT
CJIOHYIO POJIb B Pa3BUTUU MJIAJICHIIEB U MTaToreHese 3aboneBanus. Ha
AMOPUOHATBHOM CTaJANU JIETOYHBIE HEHPOIHIOKPUHHBIC KJIETKH OYEHb OOUIBHO
pacrpeiesieHbl B IUCTABHBIX JBIXaTEIbHBIX MyTsIX, CIOCOOCTBYSI MOpQoreHe3y
OpOHXHMAJBLHOTO JIepeBa, Mpoiaudepaluy SMUTETHATBHBIX U ME3EHXUMAJIbHBIX
KJIETOK, cekpenuu cypdakranta. [locne poxkaeHus JIerouHble HEUPOIHTOKPUHHbBIE
KJIETKM B OCHOBHOM PacCIpEIEIISIIOTCS B HEMPOIMUTEIUAIBHBIX TeNaxX U, KaK
crienuPpuYeCcKre OKUCITUTEIbHBIE CEHCUTOPBI, UTPAIOT POJIb B KOHTPOJIE YaCTOTHI
JIBIXAHUSI, ATbBEOJISIPHON BEHTWISILUU U PETYJISILMA PEAKIMU HA TUIIOKCUIO. B 1O
K€ BpeMsl JISTOUHbIE HEHPOIHIOKPUHHBIEC KJIIETKU BBIPA0ATHIBIOT OMOJIOTHYECKU
AKTUBHBIE BEILIECTBA, B TOM YUCJIC MENTUIbI KETYAOUYHO-KUIIIEYHOTO TPAKTA U
CEpPOTOHUH, KOTOPBIE MOTYT BBI3bIBaTh OpOHXOCTa3M. [ €Tepo3UroTHhIC MyTaIlNH B
rene NKX2.1 (Takxe n3BeCTHOM Kak (haKTOp TPAHCKPUMIMH IIUTOBUIHOM JKeEIEe3bl
1) 6buTH OOHApYKEeHBI Y 04HOTO pederHka ¢ quarnozoM HKI'M u geTwsipex
B3POCJIBIX YWICHOB CEMbU C XPOHUYECKUM 3a00JI€BaHUEM JIETKUX B aHAMHE3E B
JeTcTBe. XOTs B HACTOSILIEE BPEMSI HET YETKOTO nmaTtoreHHoro rena st HKI'M.
Tem He MeHee, reHeTnyeckoe TectupoBanre NKX2.1 moxeTr ObITh IPOBEACHO y
MJIAJIEHIIEB C TUIIOTUPEO30M U Y JIETEN C CEMEMHBIM aHAMHE30M
WHTEPCTUIIMAIBHOTO 3a0051eBaHus JerkuX. M3-3a He0cTaTOuHOM paHHEH
ocsegomiieHHOCTH 0 HKI'M Tosbko 2 peGeHka B 3TOM Tpynie IpoIum

(G yHKITMOHATBHBIE TECTHI IMIUTOBUIAHOM JKeJIe3bl, U pe3yJIbTaThl ObuTH B HOpME. [Ipu
6onee rIy0OKOM MOHMMAHUU 3TOTO 3a00JI€BaHUS UCCIEAOBaHNE (PYHKITUN
IIUTOBUTHOM KeJIe3bl MOKET OBITh PACCMOTPEHO MPH KIIMHUYECKON JTUArHOCTUKE
Y BEJICHUM TaKUX JeTel B OyayrieM. [6]

Crnenuduueckoro jJe4eHus He CYIIECTBYET, U HaOJt01aeTcs ciabblii OTBET HA
Tepanuio NIFOKOKOPTUKOUIAMH, B OCHOBHOM CUMIITOMATHYECKYTO
MO/I/ISP KU BAIOIIY IO TEPANKIO U MpoduiakTuky nHpeknuid. ['actpor3odareanbHbIi
pedIIroKC SABISETCS paCPOCTPAHEHHBIM COMYTCTBYIOIINM 3a00JI€BaHUEM U
TpeOyeT arpecCUBHOTO JiedeHUsI. MHOTHE AETH HYKIAIOTCS B HyTPUTHBHOM
nojaepxkke. JleTsM u3 rpynmsl BEICOKOTO PHCKa 3a pyOeKOM PEKOMEH Ty ETCsI
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HAYMHATH BAKIMHAIIAIO TIPOTUB TPUIIIA U ITHEBMOKOKKOBON MHPEKIMH Yepe3 6
MECSIIIEB MTOCIIE POKACHUSA. Y OOJBIINHCTBA ACTEH PECITUPATOPHBIC CHMITTOMBI
IPOXOJIST Yepe3 HECKOJBKO JIET, HO Y HEKOTOPBIX CHMITTOMBI COXPAHSFOTCSI.
[ToTpeGHOCTD B KUCIOPOJIE Y IETEH BapbUPYETCs, PH STOM Y OOJIBIIUHCTBA JeTei
B COCTOSIHUH TTOKOSI CHMITTOMBI IIPOTEKAIOT OECCUMIITOMHO, HO CHMITTOMBI
YXYIIAIOTCS IPU HEEPEHOCHMOCTH (DM3MUYCCKUX HAIPY30K M HHPEKIHIX
JIbIXaTeNbHBIX MyTEH, a y HEOOJBIIIOTO YUcia AeTeH KUCIOpOo1 TpeOyeTcs B
TEUYCHHE JUIUTEIBHOIO BpeMeHH. [6]

[Tatonoroanaromuueckue nmpusHaku HKI'M xapaktepu3yroTcs MOBBIILIEHHBIM
MIPOLIEHTOM HEHPOIHJOKPUHHBIX KIJIETOK JbIXaTeNIbHBIX MyTel. B HacTosIee
BpeMsI OMOTICHS JIETKHUX, KaK IMPABHIIO, BBITOIHACTCS y IETEH C aTUITMYIHBIMU
MPOSIBIICHUSIMU W/WIH B IIeHTpax. Kak HM cTpaHHO, Y HEKOTOPBIX MallUEHTOB C
HKI'M 6b111 0OHapy>KeHbI pa3IMYHbIE COMMYTCTBYIOLIUE 3a00JIeBaHUS, BKIIIOYAS
UMMYHOJIOTHYECKHE aHOMAJIMU ¥ aCITUPAIIMOHHBIN/TacTpod30(areanbHbINA
pediaroke, HO 3TO He ObUIO O(HIIMAILHO OLIEHEHO MK CO00MIeHO. [5]

JoxTtop MequuuHckux Hayk Jlumann @an (Leland Fan) nepBonavaibHo
npeIoKuI KimHudeckyro mkany s HKI'M, kotopast Bkitouaer B cedst 10
IPOTOTHUITHBIX KJIMHUYESCKUX TPU3HAKOB. [5]

Kimmanueckas mkana HKI'M cocrout u3 cnenyrommx 10 myHKTOB: NOSIBJICHUE
CUMIITOMOB B BO3pacTe 10 12 MecsueB, 3aiepikKKa pocTa, OTCYTCTBHE
KOCOJIAIIOCTH, OTCYTCTBUE KAILLJISA IIPH XOPOLIEM COCTOSIHUU, OTCYTCTBUE XPUIIOB
IIPU XOPOLIEM COCTOSIHUU, aHOMaJIbHas TpyAHas cTeHKa (0oukooOpa3Has rpyaHas
KJIETKa WJIM BOPOHKOOOpa3Hasi TPy AHAs MBIIIIA), XPUIIbI, TUTIOKCEMUS, TAXUITHOD U
petrpakiuu. Kaxxnomy u3 10 myHkToB npucBaunBaetcsi 3Hauenue 0 (Het/Her) uim 1
(1a/mpUCyTCTBYET), U OLICHKA IPEACTABIIAET COOOM CYMMY 3THX 3HAUYECHUM, C
MakcUMabHbIM Oamiom 10 (Hampumep, MarueHT C MOSBICHUEM CUMIITOMOB B
BO3pacTe 5 MecsI1eB, HECIOCOOHOCTh Pa3BUBATHCS, OTCYTCTBHE KAl B XOPOLIEM
COCTOSIHUU, OTCYTCTBHUE XPUIIOB IPU XOPOILIEM COCTOSIHUH, 00UK00Opa3Has
rpyJHas KJIETKa, XPUIIbl, THIIOKCEMHUSI, TAXUITHO U pecTpukius). OueHka 7 win
BbIIIIe cunTaeTcs cooTBeTcTByOMmelr HKI'M. [5]
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JIerouyHbIii MHTEPCTULHMAIBbHBIA [JIMKOTEHO3.

JINT siBAsteTCst peIKUM MIHONATHIECKUM MHTEPCTUIIHATILHBIM 3a001eBaHUEM
JIETKHX, KOTOPOE OOBIYHO MPOSIBIISACTCS B HCOHATAILHOM MIEPUOJIE B BHJIE
pedpakTepHOro pecnupaToOpHOro AUCTPECCa C TAXUITHOD U MEPCUCTUPYIOIICH
runokcemueii. [7]

PesynbraTel KT mipu uzonupoBannbix JIMI HecnenuuyHbl, HO BKITIOYAIOT
MIOMYTHEHHS 1O TUITY MAaTOBOT'O CTEKJIA, YTOJILEHUE MEPETOPOIKU U KUCTO3HBIE
YUYaCTKH ¢ AU PY3HBIM UM HEOTHOPOTHBIM pacipeeiieHueM. [7]

Jlnarsos noaTBepkaaeTcs OMONCUEN JIETKHUX, BBISBISIOIIEH
HU3KOAU(PPEpEHIIUPOBAHHBIE ME3EHXUMAIIbHBIE KIJIETKU, COJIEpPKAIIIHE
HAKOTUICHHBIH [TUTOIIA3MATUIECKUH TIIMKOTSH, U3BECTHBIN KaK MIUKOTEHO3. [7]

K nanpueimmm xapakrepuctukam uzonupoBannoit JIMT otHocsTes nuddysHoe
MHTEPCTULHAIBHOE YTOJIIEHNE, HOPMAJIbHOE PA3BUTUE KAIMJUISIPOB U AJIbBEOJI U
OTCYTCTBUE MPU3HAKOB BocnaneHus uiu undexuun. Oanako JINT moxet
aCCOILIMMPOBATHCS C IPYTUMHU BPOKIEHHBIMU 3200JIEBAaHUSAMU JIETKHUX, JIETOYHOU
TUIIEPTEH3UEH, BPOXKIECHHBIM IIOPOKOM CEpALA, MYKOIIOIUCAXapUI030M,
cunapomom Hynana u tpucomueii 21. HeussectHo, npenmectyet i JIAT
CTPYKTYPHBIM JIe(heKTaM pa3BUTHUS UITU CJIETyET 32 HUMU, UM K€ TTOPA’KEHHbIE
KJIETKH CIIOCOOCTBYIOT WUJIU SBJISIIOTCSI MapKepaMH aHOMaJIbHOTO pa3BuTus. bbuio
BbICKa3aHO npeanonioxenue, uto JIMI npencrapnser coboit 0CHOBHOE HapyIlIEHHE
Pa3BUTHS JIETKUX, KCUHAPOM AUC3PEIOCTH JETKUX), IPA OTCYTCTBUU
BOCHAJIUTENbHBIX WM MH(DEKIMOHHBIX TpuurH. HecMoTpst Ha To, uto JIMI mHorna
ONMCBHIBAJICS Yy ALIMEHTOB KaK ¢ XPOMOCOMHBIMHM aHOMAJIUSIMU, TAK U C
CHUHJIPOMAMU, BbI3BAHHBIMU MYTAllUSIMUA OJTHOTO T€HA, & aHOMAJIbHas
nudepeHInpoBKa CTBOJIOBBIX KIETOK ObLIa 3apErucTpUpOBaHa Yy MOHO3UTOTHBIX
omm3HenoB ¢ JIUT, reHbl-kanauaaThl He ObLTH MIPEIOKEHbl. Takum o0Opazom,
MOTEHIMAJIbHAS CBSI3b MEKYy T€HAMU, KOTOPBIC UTPAIOT BAXKHYIO POJIb B
AHTEHATAJIbHOM PAa3BUTHH JIETKUX, U 3TUM JUArHO30M OCTAETCSI HEBBISIBIICHHOM.

[7]

JledeHrne KOPTUKOCTEPOUIaMH MOXKET UMETh MOPA3UTEIIbHBIA KIMHUYECKHAMN

s dext npu JINT ¢ nonHbIM pazpenieHueM U3MEHEHHM, TOATBEPKICHHBIM
ouoncueit nerkoro. [lockonbKy BocraneHus: HET, MOCTYJIUPYEMbIM MEXaHU3MOM
SBJISIETCS] CTUMYJIMPOBAHUE CO3PEBAHUS TKAHEH, BOZMOXKHO, 32 CUET YCKOPEHHUS
anonTo3a gunopudpodaroB. Cuurtaercs, yto uzoaupoanHas JIMI numeet
OJaronpusTHHIN MporHo3. TeM He MeHee, TOJIBKO Y ABYX U3 ACBITH
0eCCHMIITOMHBIX MJIa/ICHLIEB, Y KOTOPBIX Obl1a quarHoctupoBana JIUI , uepes 12
JeT ObUTH HOpMaJIbHbIE (PYHKIIMOHAIBHBIE MPOOBI JIETKUX, 3 aHOMAIbHbIE
pesyabratel KT Bce erie npucyrcrBoBaini. [7]
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[Iporuo3 menee OnaronpusiteH, koraa JIMD accouunpyercs ¢ 1pyrumMu
COCTOSIHUSIMHM, TAKUMHU KaK BPOXKJIECHHBIE IOPOKHU CEP/ILIA, JICTOYHASI THIIEPTEH3H,
MOPaKEHUS JIETKUX WU FeHETUYCCKUE CUHIAPOMBI. [7]
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Jlerounast 1MM@paHIM0IKTAZHUA.

Bposkaennas erounas suMbanruskrasus (BJIJT) xapakTepusyeTcs paciiipeHueM
AMM(}ATHIECKUX COCY0B BO MHOTHX 00J1aCTSAX JIETKHUX M, KaK [0JaraiT, HIMeeT
reTeporeHHbIe IPUYKMHBI, BKIIIOYasi TCHETUYECKHE 3a00ICBaHMs, TAKHE KaK
cunapoM HyHaHa u MyTarus reHa (pakropa pocTa SHIOTENNS COCYI0B HIIH
HapYIICHUE Pa3BUTHUS MAJIOTr0 Kpyra KpOBOOOpAIlEHHS TUI0 1A BCIICICTBHE
(U3HOTOTHH OOCTPYKIIMH JIETOUHBIX BeH. HeKOTOpHhIE Cllyyan CBsI3aHbI C
¢bu3noaorKei 00CTPYKIIMK JETOYHBIX BEH IUI0/a, TAKOH KaK TOTAIbHOE
AHOMAJIbHOE COCTUHEHHUE JISTOYHBIX BEH MM CHHAPOM THITOIIA3UHU JIEBBIX
oT/e0B cepana. [8]

XpOHHLIGCKaH O6Cpr1(I_[I/I$I JICTOYHBIX BCH IIPUBOJUT K ITOBBIIICHUIO JABJICHUA B
JICTOYHBIX BCHAX, THIICPTOHUYICCKOMY 3(1)(1)€KTy 1 U3MEHEHUSM B JICTOYHOM
COCYI[HCTOﬁ CCTH, TAKHEC KaK YTOJIICHHUC CTCHOK JICTOYHBIX apTepI/Iﬁ H JICTOYHBIX

BeH. [8]

CornacHo npeaplIaylemMy OT4eTy, 3a00J1€Ba€MOCTh KaK COOOIIAETCs, COCTABIISICT
62% y muanienneB. CunuTaeTcs, 4TO HOpMaabHasl PErPECCUSI SJIEMEHTOB
nuM@aTuyeckoi TkaHu nociue 16-i Heenu BHYTpUYTPOOHOM KU3HU CBsI3aHA C
paszsutue BJIJIL. BJIJI, BeI3BanHbIN (hU3HOIOTHEN OOCTPYKIIMU JIETOYHBIX BEH
710/1a, OOBIYHO TIPUBOJUT K JIeTadbHOMY Hcxony. TouHas 3a0oneBaemocts BJILJI
HEU3BECTHA, MMOCKOJbKY y OOJNBIIMHCTBA HOBOPOKAEHHBIX ¢ BJIJI ymuparoT
BCKOpE Mociie poxaecHus. Hekoropsie HOBOpoxkaeHHbIe ¢ BJIJI BBXKMBaAKOT B
TE€UEHHE HEOHATAILHOTO MEpro/ia, €CJIM TshKECTh uxX 3a0osneBanust BJIJT umeer
YMEPEHHYIO WJIH JIETKYI0 cTeneHb. OHaKO 3a4acTyt0 ObIBAET CIOKHO
KJIMHULIMCTBI AUArHOCTUPOBATh Yy HOBOPOkAeHHBIX BJIJI, moTomy uTo ux
KJIIMHUYECKUE CUMIITOMBI M pe3yJIbTaThl BU3yaliu3aluu Hecnenuduunbl. boiee
TOr0, NATOJIOTOAHATOMUYECKOE UCCIEAOBAHUE B TAKUX CIIyYasX MPOBOJUTCS

penko. [8]
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Oo0anTepupyomuii OpOHXMOJIUT

Oo6murepupyromuii 6pouxuonut (bO) — peakoe XpoHHUUEeCKoe 0OCTPYKTUBHOE
3a00JIeBaHuUE JIETKUX, KOTOPOE MPUBOJIUT K IOCTOSTHHON U HEOOpAaTUMOI
OOCTPYKIIMU MEJKHUX JAbIXaTebHBIX MyTeH MOoce XpOHUYecKoro Bocnaienus. bO
XapaKTepU3yeTcsl YaCTUYHOM UITM TIOJIHOM OKKITIO3UEH TePMUHAIIbHBIX
JIBIXaTeNbHBIX OPOHXMOJI, BEI3BAHHOM BOCHAJICHHEM U HEOOPAaTUMBIM (PHOPO30M.
Tsixenast HHGEKIMS HIDKHUX AbIXaTEIbHBIX MyTEH, TO-BUAUMOMY, SIBIISETCA
HanOoJee pacupocTpaneHHon stuosiorueit bO y neteit u Oblia onmrcaHa Kak
OTJENIbHOE KIMHUYECKOEe 00pa3oBaHne, M3BECTHOE KaK MOCTUH(PEKIMOHHBIN BO.
BO nabmronaercs nocie nHPEKIUN, BEI3BAaHHBIX PECITUPATOPHBIMU BUPYCAMH,
TaKUMH KaK TPHUIII, TAParPHIII, PECITUPATOPHO-CHHIIUTHAIBHBIN BUPYC,
METaITHEeBMOBHPYC U Yallle BCEro aieHOBUPYCHI cepoTurioB 3, 7 u 21. K meHee
pacrpocTpaHEeHHBIM 3THOJIOTHIM OTHOCSTCS HHGEKITNH, BbI3BaHHbIe Mycoplasma
pneumoniae, Legionella pneumophila, Bordetella pertussis, Bupycom xopw,
BUPYCOM UMMYHOAepUIUTA YeoBeKa-1 u yumomezanosupycom. Kpome

TOTO, UHexyus Pseudomonas aeruginosa accounuponana c passuruem bO B
MOCTTPAHCIUIAHTAIIMOHHBIX YCIOBUsAX. [9]

Kimanueckas kaptuaa bO xapakrepusyercst TaXUITHO), TUIIOKCEMUEH,
IPOAYKTUBHBIM KaluieM, (GUKCUPOBAHHBIMU MOIU(POHUYECKUMU XpUIAMH TTPU
ayCKyJbTallUh U XapaKTEPHBIMU PEHTTC€HOJOTUUYECKNMHU NPU3HAKAMU MO3auYHOTO
pucynka Ha KT Beicokoro paspenienus (KT) nerkux. [9]

Jlnarao3 MoKeT ObITh YCTAaHOBJICH HA OCHOBAaHUYW aHAMHE3a MMallueHTa 1
pPe3yabTaTOB (PU3HKAILHOTO 00CIEIOBAHNS, a TAaKXkKe peHTreHorpaduu. [9]
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Anddepenunanbuas nuarnocruka U3J1.

Ho3zosorn | Kiilunnuyeckue Pentrenosiornueck | KT-npusHaku
i NPOSBJICHUS He NPU3HAKH
Bpoxxnenn | Manudecrauusa B | duddysusie HuddysHbie
ast paHHEM JIETOYHbIE JIBYCTOPOHHUE
aNbBEOJIAP | HEOHATAJIBLHOM 3aTEeMHEHUS 3aTEHEHMs 110 TUITY
Has epuoJie ¢ «MaTOBOI'O CTEKJIay,
OUCIUIa3Us | TSKEJIOro YTOJIIEHUE
JIETaNbHOTO MEXI0JIBKOBBIX
PJICH, gacto MIEPETOPOJIOK,
coueraercs ¢ pacUIMpEHHbIE
BPOKJICHHBIMU JIETOYHBIE COCY/IbI B
OPOKAMH pe3yibTaTe JIETOYHON
pa3BUTHS, TUIIEPTEH3UU
JIETOYHOU
TUIIEPTEH3UEN
Bpoxnenn | JleranbHoe Huddysnsie Huddysnoe
bl HapylIIeHuE, IpaHyJIsIpHbIE WIH 3aTEHEHHE 110 TUITY
neduuut MPOSIBISIOLLEECS HEYETKHE «MaTOBOI'O CTEKJIay,
cypdakTtaH | peppakTepHbIM K | IETOYHbIC YTOJIIECHHE
THOTO tepanuu PJIC 3aTEMHEHUSA MEXI0JIbKOBBIX
pOTEerHA IIEPETOPOJIOK,
B CUMIITOM
«CyMmacuieauen
MCYEPUYEHHOCTH» WJIU
«OYJBIKHOM
MOCTOBOI,
KHCTO3HBIE U3MEHEHUS
Heliposnno | Manudecrauus Ha | B3gytue rpyaHoit CumnToMbl
KpUHHAs MIEPBOM TOLY KJIETKH, KaK [pU «MO3au4YHOU
KJIETOYHAs | )KM3HU C TAXUITHO?, | OCTPOM nepdy3un» u
TUNEPIUIA3 | OJIBIIIKH, pecnupaTopHOM «BO3AYLIHOM
usi TUIIOKCEMUH, 3a00JIeBaHUU WU JIOBYILIKHY, 3aT€HEHUS
MJIQJICHIIEB | KPEMUTALWH, IIpU OCTPOM 10 THUITY «MaTOBOTO
JTydiue OpOHXHOJIUTE CTeKJ1a», HauboJee
BBICITYILINBAEMOM 3aMETHBIE B CPEJIHEN
HaJ| IIepeTHen J10JIE€ TTPaBOTO JIETKOTO
ITOBEPXHOCTBIO U SI3IYKOBBIX
rPYyIHOU CEerMEHTax Wi
KJIETKH; UMEET MIPUKOPHEBBIX
IPOJIOHTUPOBAHHO (MepUXUISPHBIX )
e 00JacTsX
NEPCUCTUPYIOLLEE
WJIn
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pEeLUMANBUPYIOLIEE
TEUCHUE

Jlerounsii | Manudecranus ¢ | [Iporpeccupyromas | 3aTeHEHHS 11O THITY
unrepctul] | P/IC B panneM TUNEPUHPISIIUS U | «MATOBOTO CTEKJIay,
MaJIbHBIN HEOHATaJIbHOM Nepexo OT MEJKOIO | y4acTKU
[JIMKOTEHO3 | TIEPHO/Ie UHTEPCTUIIMAIBHOTO | KOHCOJIUIALUN
K rpyoomy JIETOYHOM TKaHW,
WHTEPCTUIIMAIBHOM | YTOJIIICHHUE
y ¥ QJIbBEOJISIPHOMY | MEXKJIOJIbKOBBIX
PUCYHKY MEPETOPOJIOK,
KHCTO3HbIE U3MEHEHUS
Jlerounast | Tsoxensiit PIC, Huddyznoe ['mankoe ytomnmieHue
TUM(}AHTHO | KaK IPaBUIIO, Y HEYETKOE 3a- CeNnT U
AKTa3Us JIOHOLIEHHBIX TEMHEHHUE, OpOHXOCOCYIUCTHIX
neTeil B HEOTJINYUMOE OT MTy4YKOB, OYaroBbI€
HEOHATaJIbHOM PJICH, IIPUKOPHEBBIE U
nepuoie MJIEBpaIbHBIN cyOrieBpanbHbIe
BBITIOT 3aTE€HEHUS 10 TUITY
(xunmotopakc) «MaTOBOTO CTEKJIa,
IJIEBPAJIbHBIN BBITIOT;
€CJIM MAlUECHT
MEPEKUBAET
HEOHATaJIbHbIN
MEePHUO/I, JIETKUE
CTaHOBSITCS YMILIE,
CTaHOBUTCS] MEHEE
BBIPAKEHHBIM
YTOJIIIEHUE
WHTEPCTULIMS, OJTHAKO,
TUNEPUHQIISIINS C
BO3pPacTOM MOKET
BO3pACTaTh
O6murepup | CBuctsee [Munepundsims, CuMnToOMBI
YIOLIUHI JbIXaHUe, oOemHeHne «MO3auYHOU
OpOHXHONU | OOCTPYKITHS JIETOYHOTO nepdy3um» u
T JIIXaTEJIbHBIX COCYJUCTOTO «BO3AYLIHOM
myTeH, OJIbIIIKA, PUCYHKA, JIOBYILIKW», CYy>KEHHE
COXpaHSIOIIMECS B | U3BMEHEHUS HE MIPOCBETOB OPOHXUO
TeueHue oonee 4-6 | cnenuduyHbIe, U yTOJIIIEHUE UX
HEZeJb Moce pEHTreHorpamMmma CTEHOK, dMpu3ema,
OCTpOTO MOKET OBbITh OpOHXO3KTa3bl
OpOHXHMOIIUTA, HOPMAJIbHOM
JIOKaJIbHbIE
KpenuTaluu,
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BIIQYKHBIC XPUIIBI
(garme ¢ ogHOM
CTOpPOHBI)

"Aertckunin U3N-cuHapom™
(pecnupaTopHbie CUMNTOMBI,

O6BEKTUBHLIE CUMNTOMBI, MMNOKCEMUA)

Wckniovenne/nevenne
3abonesaHuil, KOTOPLIE MOryT
wmuTuposars U3J1 (nocess,
PEHTTeHOorpaMma opraHos
rpyaHoin knetkun, IXO-Kr)

Cneunduueckune ; AwvarHos

BbicTpoe yxyaweHue
COCTORHMA,
6biCTPONPOrpeccupyioLyee
TeyeHue 3abonesaHus

npu3xHakv H3M H3rM
MNpeanonaraerca
BPOXAEHHbIN
Aeduumr Genkos
cypdakranTta
Orcyrcraue cneunduyeckon
AVarHOCTUHECKOR KapTUHBI
leHeTuyeckoe
' obcnenosanmne
MyTtauus obHapyxeHa
AwnarHos
ApANMAMpORIN MyTaums He o6HapyxeHa
( Buoncua nerkux u ANEeKTPOHHaA MUMKPOCKONWA
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BbIBOABI.

['eTeporennoctsb coctosiunii M3J1, HemocTaTok yoeauTeIbHBIX UCCIICIOBAHUMN €ro
PacpOCTPAHEHHOCTH Y HOBOPOXKJICHHBIX, a TAKXKE OTCYTCTBUE PYKOBOISIIIIUX
MIPUHITUTIOR TIO €r0 KJIACCU(PUKAIIUY U JUATHOCTUKE Y HOBOPOXKICHHBIX JIETAI0OT
€ro OJHUM U3 CJIIOKHBIX COCTOSIHUM JJIsl IEANATPOB U HEOHATOJIOroB. HecMoTps Ha
TO, YTO OBLTH MPEANPUHSITHI OTPOMHBIC YCHIIHSI, BCEOOIITNIT KOHCEHCYC B
OTHOUIIEHUU KJIacCU(UKAIIUU OCTA€TCI MUCCHEH, TPeOyIOIIel COBMECTHBIX YCUIIHM
Y TIOCTOSTHHBIX HcciienoBaHui. DaKTOPbl pUCKA U OCHOBHBIE TPUYUHBI
MPAKTUYECKU HEJIOCTYIHBI, MPeHAaTaIbHbIE 1 MATEPUHCKUE COCTOSTHUS, BKIIOUas,
MIOMHUMO IPOYET0, TUIEPEMEZUC TPABUIAPYM, NTATOJIOTUYECKOE YBEIIMUCHHE BECA,
TUHEKOJIOTHYecKre MHGEKIUU U MHPEKIIMU MOYEBBIBOASAIINX IMyTEH, a TAKKe
MPEXKIEBPEMEHHBIN Pa3pbIB ILIOJHBIX 000JI0YEK MOTYT UTPaTh POjb B
BO3HMKHOBEHUU TAKUX COCTOSIHUM, €CJIM HET BPOXKICHHBIX CEMEHHBIX TPUYUH (Ha
OCHOBE Halllel MEAUIMHCKOM NpakTukh). KimmHnyeckas npakTuka, Ouoncus
JIETKUX Y TUCTONATOJIOTMYECKHUE TAHHBIE OCTAIOTCS BaXKHBIMU JJIS IOJITBEPKICHHS
JIMarHo3a, oCOOEHHO B pekux ciydasx. [Tokazartenu 3a001€BaeMOCTH U
cMmepTHOCTH OT M3JI y HOBOPOKIEHHBIX BBICOKH, U CMEPTHOCTh MOYKET JIOCTUTATh
naxe 100% mpu peKux COCTOSHUAX, BKIItoUas pruOpo3upyroNIHii allbBEOJIUT,
MOCKOJIbKY OOJIBIITMHCTBO 3TUX CIIy4YaeB HE MOIAI0TCA JIEYEHUIO0, OCOOEHHO Y
HOBOPOKJICHHBIX. HecMOTps Ha TO, YTO F€HETUYECKOE TECTUPOBAHUE CTAHOBUTCS
Bce 0oJiee JOCTYIHBIM, PE3YJIbTaThl MOTYT 3aHSATh HECKOJILKO HEJIEIb, U C YYETOM
TOT0, YTO, XOTSI BpeMsI HE BCET/la Ha Halllel CTOPOHE MPHU JICUEHUH TaKUX
COCTOSIHUN, OHO MOKET OBITh TOJIE3HO TPU KOHCYJIBTUPOBAHUH POAUTENEH, KOT1a
MOYKHO 3aI10JI03PUTh HACJIEICTBEHHBIC MaTTepHbI. [10]
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