Kunaccupukauus kiuHn4ecKkux popm
OpPOHX0JIErOYHBbIX 3200/IeBAHMI y AeTeH
(XVIII HanpoHaIbHbIH KOHIPece 1Mo 60J1e3HAM OPraHoB AbIXaHusl,

Exarepun0oypr, 2008)

3a0oneBaHusl JErKUX Yy JeTed MHOTrooOpa3Hbl. JTO OCTpble M XPOHHYECKHE,
MH(PEKIIMOHHO-BOCTIAIUTENIbHBIE W aJuleprudeckue  OOJIe3HHW, BpPOXKACHHAS U
HaclelCTBeHHass rmarosnorusi. Hekoropele U3 3Tux 3a00J€BaHUN  ONMPEIEISIOT
3200J1€Ba€MOCTh U CMEPTHOCTH JIE€TCKOIO HACEJIEHUS, JPYTUe, XOTS BCTPEUAOTCS U HE
TaK 4acTO, HO MMEKT IPUHIMUIIMAIBHOE 3HAYEHUE I IPOrpecca IyJIbMOHOJIOTUH
JNETCKOr0 BO3pacra, KaK CaMOCTOSTEIbHOM KIMHUYECKOM JUCHUIUIMHBL. YeTkoe
ONpEJEICHUE OTHACIbHBIX HO30JIOTMUECKMX (OpPM JIErOYHOW MAaTOJOTUU Yy JeTel
CYIIECTBEHHO BaXXHO JUISl TOBCEIHEBHOM KIMHUYECKOM MPAaKTHUKU, CIOCOOCTBYET
COBEPILICHCTBOBAHUIO TUATHOCTUYECKUX U TEPAINEBTUUECKUX MEPOTIPUATHIA.

JleiicTBOBaBIIasi 70O HACTOSIIETO BpEeMEHU Kiaccuukanus OpOHXOJIETOUYHBIX
3a0osieBaHUl y neTed, pazpaboTaHHas TPYNION BEIyIIMX IMEIUaTPOB-IIYyIHMOHOJIOTOB
Poccun B 1981r u obGHoBieHHass B 1995r., BHecna CyIIeCTBEHHBIN BKJIaa B pa3BUTHE
IIyJIbBMOHOJIOTMH JIETCKOIO BO3pacta. TeM He MeHee, 3a NPOLIEAIINI IEPUOL BPEMEHH Y
OTEUECTBEHHBIX U 3apyOE’KHBIX CHELUATUCTOB HAKOMWIUCH HOBBIE JaHHBIE B 00JACTH
ATUOJIOTUH, MATOT€HE3a, KIMHUKUA M JUArHOCTHKH OCTPBIX M XPOHUYECKUX JIETOYHBIX
3a0oneBanuil y gneredd. Haspena HacToATenbHass HEOOXOAUMOCTb OIpPEACIICHHON
NEPEOLIEHKN 3THX BOIPOCOB, CHUCTEMATHU3AIMU PA3IUYHBIX HO30JOTHUYECKUX (opm
JIETOYHOW MAaTOJIOTUH Y AETEH.

B pa3paboTtke Hacrosimed kiaccuuKanuMyd TPUHSIM ydacTUE COTPYIHUKH
BEIYLIUX MEAUIMHCKUX HAYYHO-UCCIEAOBATEIbCKUX U BBICIIMX YUYEOHBIX 3aBEJCHUI
CTpaHbl, 3aHUMAIOIIUECS TPoOIeMaMu TEANATPUUYECKON mylibMoHonoruu: MMA uwm.
N.M.CeuenoBa, Mockosckuit HUM nemmatpum m nerckoit xupypruu, HI[3{ PAMH,
Poccuiickuit ynuBepcuteT npyx0b1 HapomoB, HUM nmynemononorun CIIGIMY wum.
akan.M.11.I1aBnoBa u MHOTHE APYTHE.

B Teuenue mosyTopa JIET OCHOBHBIE IMOJOXKEHHUS JOKyMEHTa OOCYXXJajJucCh Ha

Pa3JIUYHbIX CHMIIO3NYMAX H KOHIPECCaxX C Yy4dYaCTHCM IICAUATPOB, CIICOHUAIUCTOB B



obOnacTu 1ab0OpaTOpHOM NMATHOCTHKH, & TAKKe (PYHKIIMOHAIBHBIX U JYYEBBIX METOJIOB
uccienoBanus. IIpoekt o6Ocyxknancs Ha Poccuiickux koHrpeccax «CoBpeMeHHbIE
TEXHOJIOTHH B NeAUATpUu U nerckou xupyprum» (2007, 2008), Ha koHrpecce «Henosek
u jaekapctBo» (2008), Ha 3acemaHusIX MyJIbMOHOJIOTMYECKOH CEKUUU MOCKOBCKOTO
oOliecTBa JETCKUX Bpayel, Ha caiite Poccuiickoro pecnupaTopHOro oodmiecTBa, U ObLI
o100peH Ha crenuanbHoM 3acenannu X VIII HaunonansHOro KoHrpecca mo 0oJie3Hs M
opranoB nbixanus (ExarepunOypr, 12.12.08.).

Koopaunatopsl mpoekra, OCYHIECTBIEHHOrO moJa Arugoil  Poccuiickoro
pecrimpatopHoro obmectBa (mpe3ugeHT — akaax. PAMH, npod. A.I'.Uyuamun),
OsarogapHbl BCEM KOJIJIEraM, MPUHSIBIIUM y4acTHUE B €r0 00CYXJAEHUHU, U HAJACIOTCS, YTO
JaHHas KiIacCU(PUKalMs TMO3BOJMT ONTHUMHU3UPOBATh CTATUCTHUYECKUU yder, Oynaer
CHOCOOCTBOBAaTh COBEPUICHCTBOBAHUIO JIMATHOCTUKUA U JICUEHUS OpPOHXOJIETOYHBIX

3a00J1€BaHUN y I€T€H U MOJIPOCTKOB.

Knaccugukauusa:

OcTpble U XpoHNYeCKHEe HH(PEKIMOHHO-BOCTIAJINTEIbHbIE 32001eBAHUS
JIETKUX

INHEBMOHMUMS - octpoe HH(pEKIMOHHOE 3a00JI€BaHHUE JIETKUX, MPEUMYILIECTBEHHO
OakTepUaJIbHOW  STHOJIOTMM,  XapaKTEepU3YIOIIeecs  OYaroBbIM  IOPAKEHHUEM
pECIUPaTOPHBIX OTNIETIOB C BHYTpUAIbBEOJSIpHOM sKccyaarueit (J13 - J18).

Kpumepuu ouacnocmuxu:

Knunuueckue: TOBBIIIEHWE TEMIIEpATyphl Tella, Kalielb, (U3UKaIbHbIE U3MEHEHHS B
JIETKUX, JbIXaTeJIbHAsl HEJOCTATOYHOCTbD.

Peumeenonocuueckue: "HPUIBTPATUBHBIE U3MEHEHUS B JIETKUX.

JlabopamopHvle: HaMU4KME OCTPOBOCTIATIUTEIbHBIX U3MEHEHUI B TeMOTrpamMmMme.
Boineasitor:

10 3THOJIOTUM — OaKTepuasbHas, BUPYCHas, TpUOKOBas, MapasuTapHasi, XJIaMHUJIUWHas,
MUKOIUIa3MeHHasl, cMemannas (J13 - J18).

Mo ME€CTY BOBHUKHOBCHHS .



6HeOOoIbHUYHAsL (CHHOHUMBI: JOMAIIHss, aMOyJiaTopHas) BO3HHKINAs y peOeHKa BHE
7e4eOHOT0 YUpexKACHUS.

eocnumanvHas (CMHOHUMBI: HO30KOMHUAJIbHAS, BHYTPUOOJIbHUYHAS) PA3BUBIIASACS OCIE
48-72 wyaca mocie TOCHUTAIMA3AIMA B COYETAHUU C KIMHUYECKHUMHU JaHHBIMU,
MOATBEPKAAIOIMMMHA  UH(PEKIIMOHHYIO TPUPOJbI (HOBas BOJHA JIUXOPAJAKW, THOMHAs
MOKpPOTa, JIEHKOLUTO3) WK B TeUeHHUE 48 4acOB MOCJIE BHIMTUCKHU.

no Mopdgosorudeckum Gopmam: 0yYaz08as, 04a2080-CIUBHASA, MOHO- WU
NOIUCE2MEHMAPHAS, KPYNO3HASL, UHMEPCMUYUATbHASL.

A makoice svroenaomes

Acnupayuonnas - ipu 3a00JIEBaHUSX, COMPOBOXKIAIOIMMXCS pedItokcoM, nucdaruei, y
OOJIbHBIX C HAPYIICHHUEM CO3HAHMUSI.

Benmunayuonnas - pasBupaercs y nauueHtoB Ha VBJI: panHsAs B mepBble 5 CyTOK M
o34Hss - rociie S cytok UBJL.

Y HOBOpPOXKICHHBIX  BBIACISIOT  GHympuympooHvie  (Bpoxiaenusie) (P23) wu
MOCTHATAJIbHbIE  (MPUOOpPETEHHBbIE) IMHEBMOHHMM, KOTOpPbIE TaKXe MOTYT OBITh
8HEOOIbHUUHBIMU U HO30KOMUATbHBIMU.

IIo TsaKecTHM - CpegHEW TSKECTH M TsDKeNas. TsHKECTh MHEBMOHUM ONPENEISACTCS
BBIPKEHHOCTHIO KIIMHUYECKUX MPOSIBJICHUN 1 HAIMYUEM OCJIOKHEHUH.

TeueHnue - ocTpoe (IIUTEIBLHOCTHIO 10 6 HEAENb) WK 3aTsKHOE (OoJee 6 Helenb).
OcioxHenns: Jle20utble (eBpwur, abcrecc JIETKOTO, MTHEBMOTOPAKC,
MUOMTHEBMOTOPAKC);  8Hene2ouHble  (MHPEKIIMOHHO-TOKCUYECKUM  IIOK, CEepACYHO-
cocyaucTtas HeocTtaTouHocth, JIBC-cunapom).

OCTPBIM BPOHXMUT - ocTpoe BOCHANECHHE CIM3HCTOH OOOTOYKH OPOHXOB,
BBI3BIBAEMOE PA3JIMUYHBIMU WH(EKIMOHHBIMH, PEXe (PU3NUECKUMU WM XUMHUUYECKUMHU
dakropamu (J20.0 — J20.9).

BapuaHTbl TeUeHHsI OCTPOro OpOHXUTA:

OCTPBIA (ITPOCTOMN) BPOHXMUT (J20).

Kpumepuu ouaznocmuxu:
Knunuueckue: cyOdeOpuibHas Temmeparypa, Kaimienb, AuPQy3HbIE Cyxue W

pa3HOKaJ'H/I6CpHBIe BJIQJKHBIC XPHIIbI B JICTKUX.



Penmeenonocuueckue: ~ W3MEHEHME  JIETOYHOTO  PUCYHKA  OPU  OTCYTCTBUU
MHQUIBTPATUBHBIX U OYArOBBIX TEHEH B JIETKHX.

OCTPBIM OBCTPYKTHUBHBIMI BPOHXHUT (J20) — ocTpblii OpOHXHT,
mpoTeKaronuit ¢ cuHApoMoM nuddy3H0I OPOHXHUATEHON OOCTPYKITUH.

Kpumepuu ouaznocmuxu:

Knunuueckue: sxcriupatopHasi OfblllIKa, IIIyMHOE CBHUCTsIIEe AbixaHue Ha pone OPU,
paccesiHHbIE CyXUe U pa3HOKAINOEpHBIE BIAKHBIE XPHUIIbI B JIETKHX.
Penmeenonocuueckue: yCuileHHE JIETOYHOTO PHUCYHKA, IOBBIIIEHUE IPO3PAYHOCTU
JIETOYHOM TKaHU TPU OTCYTCTBUHU UH(PUIHTPATUBHBIX U OYATOBBIX TCHEH B JIETKUX.
BceTpeuaercs, B OCHOBHOM, y I€TEH EPBBIX 4 JIET )KU3HU.

OCTPbIA BPOHXHMOJIUT (J21) — BoOCHAIHMTENbHOE 3a00JTEBAaHUE HIDKHHUX
NBIXaTENbHBIX MyTE€d C MPEUMYIIECTBEHHBIM MOPAKEHUEM MEJIKUX OpPOHXOB U
OpOHXUOJI.

Kpumepuu ouaznocmuxu:

Knunuueckue: BbpIpaK€HHasi OJIBIIIKA AKCHOUPATOPHOIO WM CMEUIAHHOIO XapakTepa,
NEePUOPATIBHBIA ITUAHO3, MAJIONIPOAYKTUBHBIN Kalleab, TudQy3Hble MEJIKUE BIIAXKHBIC U
KPEMUTUPYIOIIUE XPHUIIBIL.

Penmeenonocuueckue: B3AyTHE JIETKUX, YCUIIEHUE COCYIUCTOTO PUCYHKA.

Pa3BuBaeTcs, B OCHOBHOM, Y JieTel nepBoro roja xu3Hu Ha ¢pone OPU.
PEHIUJIUBUPYIOIUMA BPOHXHUT (J40.0) — MHOBTOPHBIC SIH30ABI OCTPBIX
OpoHXHUTOB 2-3 pa3a u Oosee B TeUeHHE roja Ha (OHE PECHUPATOPHBIX BUPYCHBIX
UH(pEKIu.

Kpumepuu oOuaznocmuku OCTPOrO 3MH304a COOTBETCTBYIOT KIMHUYECKUM H
PEHTIEHOJIOTHYECKUM TIPU3HAKAM OCTPOTro OpOHXHTA.

BceTpeuaercs, kak mpaBuiio, y AeTel nepBbIX 4-5 €T )KU3HH.

OBJINTEPUPYIOIIMMA BPOHXMOJIUT (J43) —  NONM3THOIOIMYECKOe

XpPOHHMYECKOE 3a00JIEBAaHME MEJIKUX JbIXaTENbHBIX MYyTEH, SBISIONICECS CIEICTBUEM
ocTporo OpoHxuonuTa. MOpPGHOTOTHYECKYI0O OCHOBY COCTABJISET KOHIICHTPUYECKOE

CY’KEHHME WM MOJIHAsI 00JUTepanuss IpocBeTa OPOHXHMON U apTepuoi MPU OTCYTCTBUU



M3MEHEHUH B abBEOJISIPHBIX XOJaX U allbBEOJIaX, MPUBOJISAIINE K PA3BUTHUIO SM(PU3EMbI
¥ HapyIIECHUIO JIETOYHOTO0 KPOBOTOKA.

Kpumepuu ouaznocmuxu:

Knunuueckue: ocTpblii OpOHXHOJIUT B aHAMHE3€, OJIbIIIKA, MAJIONPOAYKTUBHBIN Kalllelb,
(bu3uKaIbHBIE U3MEHEHUS B BUJIC KPEMHUTAIMU U MEJIKOIY3bIpYaThIX XPUIIOB, CTOMKAas
HeoOpaTuMas 0OCTPYKIIHMSI IbIXaTEIbHbIX MTyTEH.

Penumeenonoeuueckue: MO3aUYHOCTH JIETOYHOTO PHUCYHKA 3a CYET MHOMXECTBEHHBIX
o0yacTeil MOBBIIIEHHONW MPO3PAYHOCTH U CHUKEHHOM BacKyJspU3alldd, MPU3HAKU
«BO3AYITHOM TOBYIIKWY. [Ipy criuHTUTpaduu - HapyIIeHne JETOYHOTO KPOBOTOKA.
CuHIIpOM  OJHOCTOPOHHETO  CBEPXIPO3PAYHOTO Jierkoro (cunopom Makneooa)
MPEACTABIISIET COOOM YAaCTHBIN ClTydail JTaHHOTO 3a00JIeBaHUSI.

XPOHUYECKHM BPOHXUT (J41) - XpoHMYecKoe pacIpOCTPAHEHHOE
BOCHAIIMTENIbHOE TOpaKEHNE OPOHXOB.

Kpumepuu ouaznocmuxu:

Knunuueckue: mpOayKTUBHBIN Kalllellb, Pa3HOKATUOEPHbIE BIIAYXKHBIE XPHUIIbI B JIETKUX
OpU HAJMYUKM HEe MeHee 2-3-x 00ocTpeHui 3a00JieBaHMs B roJl Ha MPOTSHDKEHUH 2-X U
0oJiee JIeT MOAPSII.

Peumeenonoeuueckue: ycunenne u nedopmaius OpOHXOJIETOYHOTO pHUCYHKa 0e3
JIOKaJIbHOTO MTHEBMOCKJIEPO3a.

XpoHnuecknii OpOHXHUT Kak OTHelbHas Ho3oJorWueckas ¢opma y  nere
JTUArHOCTUPYETCS MPU UCKIIIOUEHUH APYTUX 3a00JI€BAHUM, TPOTEKAIOIIUX C CUHIPOMOM
XPOHUYECKOTO OpoHXUTa (MYKOBUCUMI03, IEPBUYHAS LUIMAPHAS JUCKUHE3US, TTOPOKU
pa3BUTHs OPOHXOJIETOYHOU CUCTEMBI, IPYyTHUe XPOHUYECKUE 3a00€BaHUs JIETKUX).
BPOHXOJKTATUUYECKASA BOJIE3Hb (J47) - npuoOperéHHOE XPOHHYECKOE
BOCHAJIUTENIbHOE 3a0o0yieBaHHe OpPOHXOJErOYHOM CHUCTEMBI, XapaKTepu3yIolleecs
THOMHO-BOCHAIMTENbHBIM TPOIIECCOM B PACIIMPEHHBIX JAEPOPMUPOBAHHBIX OpOHXaX C
MHQUIBTPATUBHBIMU W  CKJIEPOTUYECKUMH HM3MEHEHUSMH B MNEPUOPOHXHAIHHOM
IIPOCTPAHCTBE.

Kpumepuu ouaznocmuxu:



Knunuueckue: mpoyKTUBHBIN Kalllelb, THOMHASI MOKPOTA; JIOKAJTbHBIE BIKHBIC XPUIIBL;
PEIUANBE  BOCHAIUTEIBLHOTO TIPOIlECCa B MMATOJIOTHYECKM W3MEHEHHBIX ydacTKax
JIETKUX.

Penumeeno-oponxonoeuueckue: HeoOpaTUMbIE PACHIUPEHHS OPOHXOB C BBIPAKCHHBIMH
CTPYKTYPHBIMH H3MEHCHUSMH MX CTEHOK U ()yHKIIMOHAJIHLHON HETIOJHOIICHHOCTHIO.
Bponxoskrarnueckyto 001€3Hb KaK OTACIbHYIO HO30JIOTHYECKYIO (hopMy, HEOOXOIUMO
muddepeHpoBaTh OT OPOHXOIKTA30B, SBISIIOUIUXCS MPOSBICHUEM APYTHX OOJe3Hen
(MyKOBHCIIH03a, TTOPOKOB PAa3BUTHS, IEPBUYHON IUIUAPHON JUCKUHE3UH M CUHAPOMA
Kaprarenepa, aymuieprudaeckoro OpoHX0JIeTOYHOTO acTIepruiésa).

IJIEBPHUT - BocnanutenbHOE 3a001€BaHUE TUIEBPHI OaKTepUaIbHOM, BUPYCHOM WU
HeUH(pEeKIMOHHOM pupoibl (J86, J90).

Boigeasitor:

Ilo xapakrtepy mnpounecca: cyxue (J86) (dubOpunosnnie) u evinomuvie (J90)
(cepo3ubie, cepo3HO-GUOPUHO3HBIC, THOWHBIE (AMIIMEMA) W TeMOpparuuyecKue)
njie8pumsl.

Ilo Joxkanu3anmmm - KOCTaJbHBIM, auadparMalibHBIM, TapaMeauacTeHAIbHBIN U
MEXKI0JIEBOM TICBPUT.

B cBs3M ¢ nmHeBMOHUeNl - cunnHeemonuueckue (BO3HUKAIONIME OJIHOBPEMEHHO C
MMHEBMOHUEN) U MemanHesMoHuyeckue (BOSHUKAIOIIKE B IEPUOJT 0OpaTHOTO Pa3BUTHUS
ITHEBMOHUH ).

Kpumepuu ouaznocmuxu:

Knunuueckue: oppliiiika, 00JIEBOM CHUHIPOM, MPUTYIUICHHWE MNEPKYTOPHOTO 3BYyKa M
ocla0yieHHe JbIXaHWs HajJ 30HOW TMOPAKEHHUS, CMEIEHHWE CpEJAOCTEeHUS B
MPOTUBOIOJIOKHYIO MIOPAKEHUIO CTOPOHY.

Penmeenonocuueckue: Halnuuue >KUAKOCTA B IUJIEBPAJIbHOW MOJOCTH, YTOJILECHHUE
1) (S3:70) 58

Vavmpaszeykosvle: HanM4Ke XKUAKOCTH B IUIEBPATIBHOM MOJOCTH, YTOIIICHUE TIJIEBPHI.
CriennanbHBIE UCCIIEIOBAHUS: )KUIKOCTh B TUICBPAILHON TOJIOCTH TIPH TUIEBPATBHOM

ITYHKIIUH.



HuddepeHnnanbHy0 TUarHOCTUKY CIEAYyeT MPOBOJIUTH C IJIEBPAJIBHBIM BBIIOTOM
APYTOW HJTHOJIOTUM — IIPU BPOXKJICHHBIX IIOPOKAX CEPALA, TUIIONPOTEUHEMUH,
BACKYJINTaX, OHKOJIOTHYECKUX 3a00JIEBAHMSX, HAPYIICHUH APEHaXKa TUM( bl U IPYTUx

COCTOSAHUAX.

AJyiepruyeckue 3a00JeBaHUA JIETKUX
BPOHXUAJIBHAA ACTMA (J45) — XpoHMYECKOE aJlJIEprHueCcKOe BOCHAJICHUE

OpOHXOB,  COIPOBOXKJAIOIIEECSs  MX  TUNEPPEAKTUBHOCTHIO U MEPUOIUYECKHU
BO3HUKAIOIIUMHU TPUCTYIIAMH 3aTPyJAHEHHOTO JbIXaHHUS B pe3yjbTare OpOHXHAIbHOU
0OCTpYKIIMHU, OOYCIIOBIICHHOM OpOHXOKOHCTPHUKIUEH, TUIIEPCEKPEIMel CIIM3U, OTEKOM
CTeHKHU OpoHXOB. bpoHxuanabHas 0OCTPYKIUs (11O BIUSHUEM JICUCHUS WIH CIIOHTaHHO)
oOpatuma.

Kpumepuu ouaznocmuxu:

Knunuueckue: mpUCTYNBI KallIsg W/WIA 3aTPYJHEHHOTO JbIXaHUS, JUCTaHIIMOHHBIE
CBUCTAIIME  XPUIIBI, OKCIUPATOpPHAS  OJBINIKA, B3AYyTHE TPYJHOM  KIETKH;
pacnpoCcTpaHEHHBIE CyXUE CBUCTSIIUE XPHUIIbI B JIETKHX.

DyHKyuoHaivbHule: 00paTuMasi OpoHXHANIbHAS O0CTPYKIIHS.

Penmeenonocuueckue: TOBBIINIEHUE MPO3PAYHOCTH JIETOUHOM TKAaHU, YCUJICHUE
COCYJIUCTOTO PUCYHKA.

Boiaeasitor:

Ilo TsizKecTH: JeTKash MHTEPMUTTUPYIONIAS, JIETKas MEPCUCTUPYIOINIAs], CPEIHETHKETas
nepcuctupytomas, Tsxénas — nepcuctupyromas — ([lpunoxenue. Tabmuma 1.
Kinaccuduxanust OpoHXuaabHON aCTMBI y IETE€H MO CTENEHU TSKECTH).

Ilepuoabl 3a60/1eBanmsi: 00OCTPEHHUE U PEMUCCHSL.

Ocii0)kHeHNs1: aTeJIeKTa3 JIETKUX, MEMaCTUHAJIbHAS U TIOJIKOXKHAs sMPuzema,
CIIOHTAHHBIN MTHEBMOTOPAKC.

THNIEPUYYBCTBUTEJBHBIM ITHEBMOHMT (3K30reHHBIH a/uIepruueckuit

anbBeoauT, DAA) (J67) — cM. B pa3ziesie UHTEPCTUIIMATBHBIX O0JE3HEH JIETKUX.



boJe3nu JEIKHUX, PA3BUBIIHUECH B II€EPUOAEC HOBOPOKICHHOCTH

BPOHXOJIETOYHAA AUCIUJIABUA (BJIJ) (P27.1) — nOOIMATHOIOTHYHOE
XpoHUYecKoe 3abosieBaHUE MOPQOJIOTHMUECKH HE3pEbIX JETKUX, pa3BUBAIOIIEECS Y
HOBOPOXJICHHBIX, IVIABHBIM 00pa3oM, riIyOOKO HEIOHOLICHHBIX, AETEH, MOJyYarolIuX
KUCJIOPOAOTEpANIMI0 U  HMCKYCCTBEHHYIO  BEHTWISILMIO Jerkux. [IpoTekaer c
NPEUMYIIIECTBEHHBIM TOPAXXEHUEM OpOHXMOJI M MAPEHXUMbl JIETKUX, pPa3BUTHEM
sMmpuzembl, ¢GuOpo3a W/MIAM HAPYUIEHUEM PEIUIMKAIIMU  allbBEOJI; IPOSIBISETCS
3aBUCHUMOCTBIO OT KHUCIOpoJa B Bo3pacte 28 CYTOK JKM3HM U CTapuie,
OpOHXOOOCTPYKTHUBHBIM ~ CHHAPOMOM M  JPYTMMH  CHUMIITOMAaMHU  JIbIXaTEJIbHOM
HEJIOCTATOYHOCTH;  XapaKTepU3yeTcs  CHeNUPUYHBIMA  PEHTTCHOTPAPUIECKUMU
U3MEHEHUSIMU B TEPBbIE MECALBI )KU3HH U PETPECCOM KIMHUYECKUX MPOSIBICHUU IO
Mepe pocTa peOeHKa.

Kpumepuu ouaznocmuxu:

Knunuueckue: VIBJI Ha mnepBod Hexene >KU3HU W/WIM pPECNUpPATOpHAs Tepamusi C
MMOCTOSTHHBIM TOJIOKUTEJIbHBIM JIABJICHUEM B JIBIXaTEIbHBIX MYTSIX Yepe3 HOCOBbBIC
karerepsl (nNCPAP); Tepanust kuciopomom 6ornee 21% B Bo3pacte 28 aHEl u crapiie;
JbIXaTelbHasi HEIOCTATOYHOCTh, OpOHXHMaJbHAs OOCTPYKUMs B Bo3pacTe 28 1HEH H
CTaplie, 3aBUCUMOCTb OT  KHUCJIOpPOJa, pa3BUBAIOLIASACS MPU  MOPOBEACHUU
kucnopogorepanuu (MBJI, nCPAP).

Peumeenonocuueckue: WMHTEPCTULHMAIBHBIA  OTEK, YEPEAYIOIIMWCA C ydacTKaMu
MOBBIICHHON MTPO3PAYHOCTH JITOYHOUM TKaHU, (hrOpo3, IEHTOOOpa3HbIE YILIOTHEHUSI.

Ilo ¢opme paznuuaror: BJIJ] nonomenubix, BJIJI HeqOHOMIEHHBIX (KIACCUYECKYIO U
HOBYIO (hOpMBI).

Knaccuueckasa ¢popma pa3zBuBaeTcs y HEAOHOILIECHHBIX JE€TEH, y KOTOPBIX HE
NpUMEHSUIUCh TpenapaTthl cypdaktanta s npodunaktuku CIP, umenu wmecto
«wkectkue» pexxumbl UBJI. PeHTrenonorndyecku xapakTepHsl: B3IyTHE JETKUX, Guodpos,
OYJLIBI.

Hoeasa ¢hopma pasBuBaercs y JAETEd C TeCTAlMOHHBIM BO3pacToM < 32 HeAenb, y

KOTOPBIX TPUMEHSJINCh mpemapatel cypdakranta mis npodunaktuku CIP, a



pecnipaTopHas MOAJEp)KKa Obula majsgmeid. PeHTreHoJorudyecku XapakTepHO
TOMOT'€HHOE 3aTeMHEHUE JITOYHON TKaHH 0€3 €€ B3y THS.

bJI/l Ooonowiennpix pa3sBUBACTCA y JETE€HW, POXKICHHBIX B CPOK, KIWHHYECKH U
PEHTICHOJIOTUYECKU CXOJIHA ¢ Kitaccudeckoi dhopmoii BJI/] HenoHOeHHBIX.

Ilo TsaxkecTtn BJIJ] moapaznensercs Ha JETKYI0, CPEAHETSIKENYI0 U Tspkenyro. (Taomuia
2. Ilpunoxenue.).

[lepuobl 3a00eBanMs: 00OCTPEHUE, PEMUCCHUS

OcnoxHenusi. XpoHHMUYECKasl JbIXaTelbHAas HEIOCTaTOYHOCTb, OCTpasl JibIXaTeJbHas
HEJ0CTAaTOYHOCTh Ha (POHE XPOHHUECKOM, aTesieKTa3, JIETOYHasi TUIIEPTEH3Us, JIETOUYHOE
cep/ille, CUCTEMHasl apTepuajbHasi TUNEPTEH3Us, HEIOCTATOYHOCTh KPOBOOOpAIICHHS,
TUIOTPO(USL.

JlnarHo3 «OpOHXOJIErOYHAasl JUCIUIA3HsD) TMPABOMEPEH B KAYeCTBE CaMOCTOSATEIHHOIO
TOJIBKO y JieTei 10 3-metHero Bo3pacta. B 6omnee crapmem Bo3pacte BJIJI ykaszpiBaeTcs
JUIIb KaK 3a00J€BaHre, UMEBILIEE MECTO B aHAMHE3E.

CUHAPOM BUJIBCOHA-MUKUTHU (P27.0) - xpoHudeckoe 3a00JIEBAHUE JIETKUX
HEU3BECTHOW ATHOJIOTMH, BOSHUKIIEE B HEOHATAILHOM MEPUOJIE U XapaKTepHU3yIoleecs
ITO3/JTHUM Pa3BUTHEM KUCJIOPOI03aBUCUMOCTH.

Kpumepuu ouaznocmuxu:

Kaunuueckue: recTallMOHHBIA BO3pacT MeHee 32 Helenb, Macca Tena MpU pOXKACHUU
Menee 1500r.; npixarenbHbIE pacCcTpoiicTBa Ha 7-35 JEHb WU3HU, XPUIIBI B JIETKHUX,
JbIXaTelbHask HEAOCTaTOYHOCTh, KUCIOPOA03aBUCUMOCTD, TPUCTYIIBI alTHO?.
Peumeenonocuueckue: HEpaBHOMEPHOCTb BEHTWISILUMHU, TIpyOble JIEHTOOOpa3HbIE

YIINIOTHCHUA, 6yJIHI>I, IMPCUMYIICCTBCHHO B BEPXHUX OTACIAX JICTKHUX.

HacuaencrBeHHble 3a00/1eBaHUsI JETKUX
WIUONMATUYECKUHN JTUDDPY3HBIA ®UBPO3 JETKHX (J84.1) — nepBudHO
XPOHUYECKOE, OBICTPO MPOTPECCUPYIONICE HHTEPCTULIMATIbHOE 3a00JIEBaHUE JIETKHX,
MpUBO/IAIIEE K pazBuTHio 1uddy3Horo erounoro ¢pudpo3sa.

Kpumepuu ouaznocmuxu:



Knunuueckue: OBICTPO MpoOrpeccUpyrollasi OJBIINIKA, Kalllelib, MOTEPS MAacChl Tela,
XapaKTepHbIE KpPEenUTHpYIolne («emiohaHoBbIey) XPpHUIIBI B JETKUX, (GOpMHUpPOBAHUE
JIErOYHOTO Cepua.

QDYHKYUOHAbHbIEe: TUIMOKCEMHUS, HAPYLIECHUS] BEHTWISILUM O PECTPUKTUBHOMY THILY,
cHUKeHUE TUPHY3UOHHON CIOCOOHOCTHU JIETKUX.

Penmeenonocuueckue: mnpusHaku nuddysHoro mnerouHoro ¢ubposza C pa3BUTHEM
«COTOBOTO JIETKOT'0», YMEHBIIIEHHE JIETOYHBIX MOJICH.

JlnarHoCTUPYETCs MPU UCKIIOYCHUU JAPYTUX MPUYMH UHTEPCTUIIUAIBHBIX U3MEHEHUM B
JIETKHX.

CIIOHTAHHBII CEMEHWHBIM IMMHEBMOTOPAKC (J93.0) - HacliencTBeHHOE
3a00yIeBaHUE, XapaKTEPU3YIOIIEECs HAKOIUICHHMEM BO3AyXa B IUIEBPAIbHOW IMOJOCTU C
pPa3BUTHEM KOJLJIAIICA JIEFKOTO MPU OTCYTCTBUU TPABMATHUYECKOTO MOBPEXKICHUS JIETKUX
WM TPYAHOM KJIETKH, U KaKOT0-JIM00 3a001eBaHUS JIETKUX.

Tun HacnenoBaHUsl - Ay TOCOMHO-JIOMHUHAHTHBIN.

Jloxanu3zaimus nmatosiorudeckoro resa: 17pll

Kpumepuu ouaznocmuxu:

Knunuueckue: BHE3alTHO BO3HUKAWONIAs OO0 TpU JABIXaHUHU, OBIINIKA, Kalleb,
HapylUIEHUE SKCKYPCUU TPYAHOW KIETKH (OTCTaBaHUE B aKT€ JbIXaHUS MOPAKEHHOU
MOJIOBUHBI TPYAHOM KJIETKH), THUMIAHUT HAJ TMOPAKEHHBIM Y4YaCTKOM JIETKOTO,
OTCYTCTBUE JIbIXaTEJIbHBIX ITyMOB HaJl 30HON MOPaXKEHUS.

Penumeenonoeuueckue: Hanmuuue BO3ayXa B IJIEBPAIbHOM MOJOCTH CO CMEUICHUEM TEHU
CPEIOCTEHUS B TPOTUBOIIOJIOKHYIO MOPAKEHUIO CTOPOHY.

NINONATHYECKAS (ITEPBUYHAS) JIETOYHAS I'MIHEPTEH3UA (127.0) —
3a00J1eBaHNe, MPOSBIAIONIEECS TOBBIIICHUEM JaBJCHUS B JITOYHOW apTepuu W
runeprpopueii MHOKapJa TMPaBOrO JKETyN0YKa, HE CBS3aHHOE C KaKou-TuOo
BPOKJICHHOM WJIM TPUOOPETEHHOM MAaTOJIOTHEN CEeP/la U JIETKUX.

Kpumepuu ouaznocmuxu:

Knunuueckue: OBICTPO TIpOTpecCUpYIONIAs AbIXaTebHAS HEJO0CTATOYHOCTH, OJIBIIIKA,
BBIPaXEHHBIN 1[MAHO3, TOBTOPHBIE CHHKOTAIBHBIE COCTOSIHUSI.

Yaempazeykosvie: IXO-KI'-1ipu3HaKy JIETOYHON TUIIEPTEH3NH.



JETOUYHBIN AJBBEOJISIPHBIA MUKPOJIMTHA3 (J84.0) - HacneacTBeHHOE
JTMCCEMUHUPOBAHHOE 3a00JIEBaHUE JIETKUX C HAKOIUICHHEM B JIETOYHOM MapeHXuMe
neno3uToB ¢ocdara Kaablus.

Tumn HacneqoBaHUs: Ay TOCOMHO-PELECCUBHBIN C TTOJTHOM NTEHETPAHTHOCTBIO.
Jloxanu3anus naronorudeckoro rexa: 4pl5.31-pl5.2

Kpumepuu ouaznocmuxu:

Knunuueckue: 4acto 6€CCUMITOMHOE TEUCHHE.

Peumeenonoeuueckue: nuddysHsie Mmeakue o0pa3oBaHMsI KOCTHON IUIOTHOCTH B JIETKUX
(CUMIITOM «II€CYAHHOU Oypu»).

JETOUYHBIN AJBBEOJISIPHBIA TIPOTEWMHO3 (J84.0) — HacneacTBEeHHOE
JUCCEMUHUPOBAHHOE 3a00JI€BaHUE JIETKHX, XapaKTepU3YIOIIeecs HaKOIUIEHUEM B
ATBBEOJIIPHON  WMHTEPCTUIUATBHOW TKaHU (POCHOTUTONPOTEUTHBIX COCTUHCHUM,
NPOU3BOIHBIX CypdaKTaHTa.

Tun HacneqoBaHUs: Ay TOCOMHO-PELIECCUBHBIM.

Kpumepuu ouaznocmuxu:

Knunuueckue: oppliika, Kamienb, 00Jib B TPyJd, KPOBOXapKaHbE, XPHUIIBI B JIETKHUX,
[MaHO3, TIOTeps Macchl, JAedopManusi OUCTATbHBIX (DalaHr TanbleB B BHIE
«OapabaHHBIX TATOYEK.

Penmezenonocuueckue: MHOKECTBEHHBIE MEJIKOOYArOBbIE TCHU B JIETKUX.

CneyuanvHule uccie0osanus. OUOTICHS JIETKOTO.

INEPBUYHAS HUJIUAPHAA JUCKHUHE3UA IIIJ), B TOM YUCIJIE
CHUHAPOM KAPTATEHEPA (Q.89.4) — nHacnencrBeHHOE 3a00JI€BaHHE, B OCHOBE
KOTOPOTO JICKUT BPOXKACHHBIA NePEKT YIbTPACTPYKTYpPhl PECHUYEK MEPLATETHLHOTO
AMUTENMs, 00yCIOBIMBAIOIINN HAPYILICHHE UX MOJBMXHOCTH. Kitaccuyeckuil BapuaHT —
cunapom Kaprarenepa.

Tun Hacieq0BaHUs: Ay TOCOMHO-PEIECCUBHBIN.

Kpumepuu ouaznocmuxu:

Knunuueckue:  TOTalbHOE  TMOpaXEHUE  PECHUPATOPHOrO  TpakTa C  paHHEH

MaHu(pecTauel CUMOTOMOB (XPOHMYECKH OpOHXHUT, OPOHXO3KTa3bl, XPOHUUYECKUU



CUHYCUT, OTUT, KOHAYKTHMBHasi TyroyXocCTh); mnpu cunapome Kaprarenepa — Takxke
oOpaTHOE pacoioKEeHNUE BHYTPEHHUX OPTraHOB WJIM U30JIMPOBAHHAS JIEKCTPOKAPIHUS.
Peumeenonocuueckue: nepopmanus OpoHXOB, OPOHXO3KTa3bl, 3aTEMHEHUE MMa3yX HOCA,
situs viscerus inversus.

CneyuanvHvle uccne0o8anusi; CHUKEHUE TOJBMXKHOCTH PECHUYEK MEepUATEIbHOrO
SMUTENUS  PECHUPATOPHOTO  TpakTa (MpU  CBETOBOM U (ha30BOKOHTPACTHOM
MUKPOCKOIIMHU), U BBISBICHUE CIEUUPUUECKUX YIbTPACTPYKTYPHBIX Je(heKTOB (Ipu
AJIEKTPOHHON MUKPOCKOIIUN).

MYKOBUCIHUIAO3 (xkucto3Hbnii Gpudpo3 momkenynounoit xenesnl) (E84) (Tabmuma
3) — cucTeMHOE HaclIeJICTBEHHOE 3a00JIeBaHUE, B OCHOBE KOTOPOTO JISKUT MyTaIusi TeHa
TPAaHCMEMOPAHHOTO PEryJIATOpa MYKOBHCIHUA03a, XapaKTepU3yIolleecs HapylLIeHHEM
(GYHKIIMKA DK30KPUHHBIX KEJe3, MPUBOMAIIAM K TSKEIBIM TOPAXKEHUSM OpPTaHOB
JIBIXaTEJIbHOM CUCTEMBI U JKEJIYJOYHO-KUIIIEYHOTO TPAKTA.

Tun HacnenoBaHuA: ayTOCOMHO-peneccuBHbIi. Paznuuneie BapuanTel mytanuii CFTR -
reHa (7q31.2)

Kpumepuu ouaznocmuxu:

Knunuueckue: BIIaXXHBIHA, KOKIIIOMIEIIONOOHBIM Kallledb C BI3KOW CIM3UCTONM WA
THOMHOW MOKPOTOH, OJIBIIIIKA, Pa3HOKAJTUOEPHbIEC BIKHBIC U CYyXHE XPHUIIBI B JIETKHUX,
MPOTPECCUPYIONIAst OOCTPYKIHUS AbIXaTEIbHBIX MyTEU C POPMUPOBAHUEM XPOHUUYECKOTO
OpOHXHTA; XpPOHUYECKUN CHHYCHUT, HAPYIICHUE MTPOIIECCOB MUIICBAPECHUS U BCACHIBAHUS
B kumieuHuke. [lo mepe mporpeccupoBaHusi 3a00J€BaHUS: 3aJepKKa (PUINYECKOTO
pa3BuTHUs, JIedopmMairus TpyJHON KIETKM W AUCTAlIbHBIX (pajaHr najibleB (B BUIE
«OapabaHHBIX Malo4YeK»), (HOPMUPOBAHHE JIETOYHO-CEPACUYHONM HEAOCTATOYHOCTH,
HaJIMYKMe MyKOBHCIIMJI03a Y CHOCOB.

Penumeenonoeuueckue: nepopmanus U yCUJIEHUE JIETOYHOTO pHUCYHKa,
nepuOpoHXUanbHas UHPMIbTpaIUs, OpOHX0IKTa3bl, OyJIIbI, O4aru MHEBMOCKIIEPO3a.
CneyuanvHule uccieoosanus: TIOBBIIIEHUE YPOBHS XJIOPUJIOB B NOTOBOM mpobe Oonee
60mmone/mutp; BbisiBiIeHue MyTanuii reHa CFTR mpu MosexkynsspHO-T€HETHYECKOM

00CJIeIOBaHHH.



JAEOUIUT a-1 AHTUTPUIICUHA (E88.0) - HacnencrBeHHoe 3a00jeBaHHE, B

OCHOBE KOTOPOTO JIEKUT AeDUIIUT MHTUOUTOpPA JIETOYHBIX MpoTea3 O-1 aHTUTPUIICHHA,
MPUBOISIINNA K POPMUPOBAHUIO SM(PHU3EMBI N\WIJTH TIOPAKCHHUIO TICYCHH.

Tun HacneqoBaHUs: Ay TOCOMHO-IOMUHAHTHBIN (KOJOMHUHAHTHBIN).

Kpumepuu ouaznocmuxu:

Knunuueckue: onpinika, sMQpu3ema, mopakeHue meueHu.

DYHKYUOHAIbHBIE: BEHTUISIIMOHHBIE HAPYIICHUSI OOCTPYKTUBHOTO THUIIA C YBEJIIMUCHUEM
octatouHoro oobsema jerkux (OOJI) u ero gonu B o6mieit emkoctH erkux (OEJI).
Peumeenonoeuueckue: smdpuzema.

CneyuanvHule uccie0o8anus: HU3KUN ypoBeHb O-1 aHTUTPUIICMHA B CHIBOPOTKE KPOBH;
BBISIBJIEHUE TOMO3UTOTHOTO peHOTUIa/TeHOTHNA ZZ.

HACJIEACTBEHHASA T'EMOPPATNYECKASAA TEJIEAHI'MDKTA3UA -
CUHAPOM OCJIEPA-PAHAKXO-BEBEPA (178.0) — HacieacTBeHHOe 3a00JeBaHuUE,
MPOSIBIISIIONIEECS CUCTEMHOM COCYJMCTOM NUCIUIa3uel, MPUBOASIICH K (OPMUPOBAHUIO
TEJICAHTUIKTa3ui M COCYJUCTBIX Maib(popMaluii B JIETOYHOM TKaHMU, HA KOXKEe U
CJIIM3UCTHIX 000JI0YKAX.

Tun HacnenoBaHUs: Ay TOCOMHO-TOMUHAHTHBIM.

Kpumepuu ouaznocmuxu:

Knunuueckue: ofplllika, IMAHO3, TEJICAHTMAIKTa3UU Ha KOXKE M CIM3HUCTBIX 000JIOUKAX,
KPOBOXapKaHbE, JIETOYHbIE KPOBOTEUYECHUS, KPOBOTEUEHHUE M3 BEH MHIIEBOAA,
nedopmariis KOHIEBBIX (palaHT MayiblieB B BUJIE «OapabaHHBIX MaJOYEK» M HOT'TEH — B
BUJIE «4ACOBBIX CTEKOJI».

Penumeenonocuueckue: HEpaBHOMEPHOE YCWIEHHE COCYIUCTOrO PHUCYHKA, apTepUo-
BEHO3HBIC IIYHTHI Npu aHruorpaduu. Ilpu cuumaturpaduum — nuddysHoe HapylieHHe

JICTOYHOI'0 KPOBOTOKA.

Bpo:kneHHble 3200/1eBAHUSA JIETKHUX
INOPOKHN PA3BUTUSA JIETKHUX (Q.32-Q343) - MHOroudMcCIICHHasi TpyIla

3a00JIeBaHUH, BKITIOYAIOIIAS CIEAYIOMIHE (POPMBI:



- Tlopoku, cBsi3aHHBIE C HEIOPA3BUTHEM OpPOHXOJETOYHBIX CTPYKTYp (arenesus,
aruiasusi, TUIOIUIA3Us JIETKUX ).

- Ilopoku pa3BuTHS CTEHKH Tpaxeu U OPOHXOB:

a) pacrpoCcTpaHEHHbIE MOPOKHU pa3BUTHUS (TpaxeoOpoHXOMET NS,
TpaxeoOpOHXOMAJISIIUsA, OpPOHXHMOJOIKTaTHUUECKass 5SMduzeMa; CUHIApPOM Buibsmca—
Kammbenna);

0) orpaHuyYeHHbIC TTOPOKH PA3BUTHUS CTCHKU Tpaxeu U OPOHXOB (BPOXKJICHHBIC CTCHO3BI
Tpaxeu, BpOXJEHHas JobapHas »5SMmduzeMa, AUBEPTUKYJIBI Tpaxeu U OpPOHXOB,
TPaxeoOPOHXOIHUILEBOIHBIE CBUIIN).

- Kucrsl jierkux.

- CekBecTpanus JErkoro.

- [Topoku pa3BUTHS JETOYHBIX COCYIOB (areHe3us U TUIOIUIa3Usl JISTOYHOW apTepuu U ee
BETBEH; apTEpUOBEHO3HbIC aAHEBPU3MBI M CBUIIM; aHOMaJbHOE (TPAHCIO3UIIMS)
BHajieHHE JIeTOuHbIX BeH) (Q25-Q26).

Kpumepuu oOuaznocmuxu: XapakTepHblE KIMHUYECKHE, PEHTTECHOJIOTHYECKHUE,
OpOHXOJIOTHYECKHE U aHrMorpauyeckre CHUMITOMBI Yy JeTed C pa3IudHOU
BBIPAKEHHOCTHIO PECTIUPATOPHBIX PACCTPOMCTB. MHOTHE MOPOKU Pa3BUTHUSL COCTABISIOT

OCHOBY JIJISI BTOPUYHOTO (POPMUPOBAHUS XPOHUUECKOTO BOCHATUTEIIBHOTO MPOIlecca.

HNurepcTunnanabHbie 3200/eBaHU JETKHX

UINONATUYECKUNA JU®®Y3IHBIA ®UBPO3 JIETKUX (J84.1) — cM. pasaen

HACJIeICTBEHHBIX 3a00JIEBAHUM JIETKUX.

TUNEPUYYBCTBUTEJBbHBII THEBMOHUT (9K30TeHHBIH  amieprudeckuii
aJIbBEOJIUT, DAA) (J67) - UHTepCTUIMaJIbHOE  3a0ojeBaHUE  JIETKHUX
MMMYHOIMATOJOTHYECKOTO  XapakTepa,  XapaKTepusyrolleecss  HMMMYHOJIOTHYECKU
WHJyUMPOBAaHHBIM BOCHAJICHUEM JIETOYHOM MAapEHXUMBbI, MPU KOTOPOM B IIPOILIECC
BOBJICKAIOTCSI CTEHKU AQJIbBEOJI M [IbIXATEJIbHbIE IyTH BCIIEICTBUE HEOJHOKPATHOTO
BJIBIXaHHSI pa3HOOOPa3HOM OPraHUYECKON MBUIA U JPYTUX BEIIECTB.

Kpumepuu ouaznocmuxu:



Knunuueckue:  cyxoW  Kamienb, OnbImKa, gud@y3HBIE  KPENUTUPYIOIIHE U
MEJIKOMY3bIpYaThie XPHUIbl B JIETKUX, HAINYME B aHAMHE3€ YyKa3aHHM Ha KOHTAaKT C
MIPUYMHHO-3HAYNMBIM aHTUTCHOM.

QDYHKYUOHAbHbIE: THUIOKCEMUS, CMEIIaHHbIe (PECTPUKTUBHBIE U OOCTPYKTHUBHBIC)
HapyLIEHUsI BEHTUISILUY, CHUKEHUE TUP(Y3MOHHON CIOCOOHOCTH JIETKHUX.
Peumeenonocuueckue:  nuddysnpie  UHPUIBTPATUBHBIE  W3MEHEHUS, CUMIITOM
«MaTOBOTO» CTeKJIa, Pudpo3.

cneyuanvhble. 0OHapyXeHHe B KpoBU crnenupuueckux IgG-aHTuTeN K TeM WIM UHBIM
AHTUTEHAM, TIOBBIIIEHWE YPOBHS HUPKYIUPYIOMUX WUMYHHBIX kKomruiekcoB (I[UK) B
KpPOBH.

TOKCHYECKHUE U JIEKAPCTBEHHBIE ITHEBMOHUWTBI (J68, J70) -
WHTEPCTUITMATBHBIC 3a00JIEBaHUS JIETKUX, O0YCIIOBJICHHBIE TOKCUYECKUM BIIMSTHUEM Ha
TKaHb JIETKOTO XUMHUUYECKHUX, PaJUAIMOHHBIX (PAKTOPOB UM HEKOTOPHIX JIEKAPCTBEHHBIX
BEILECTB.

Kpumepuu ouaznocmuxu:

T€ K€, YTO U JJISl AJUIEPrUYECKUX aJTbBEOJIUTOB, NMPU HAIMYMKM yKa3aHUU HAa KOHTAKT C
COOTBETCTBYIOIIUMH XUMUYECKUMH areHTaMU WUJTU JICKAPCTBEHHBIMHU CPEJICTBAMU.
CAPKOHMJI0O3 (D86.0) — »9t0 cucremMHoe 3a00jJ€BaHHE C HWHTEPCTUIIHAIBHBIM
MOpaXE€HUEM JIETKUX U JAPYrUX OpraHoB, XapakTepusyrolieecs (HOpMUPOBAHUEM
HEKa3€03HbIX AMUTEIUONTHO-KIETOUYHBIX TPAHYJIEM.

Kpumepuu ouaznocmuxu:

Knunuueckue: cKynHas KIWHMYECKas JIETOYHAsi CHUMITOMAaTHKa, HENPOJYKTHUBHBIN
Kalllesb, OJIbIIIKA, JUCKOMMOPT U OOJb B TPYAHON KJIETKE, MOJIUOPTaHHOCTh MOPAKEHHUS
(mopaxkeHue K0XH, cepAiia, MovYeK u Ap. OpraHoB).

Peumeenonoeuueckue: BHyTpurpynHas nuMdoaneHomaTHs, CHUMIOTOM «MaTOBOTO»
CTEKJIa, CHHIPOM JIETOUYHOM JUCCEMHUHAINH, JIOKAJIbHBIE TeHH, Prudpo3, OyIuIbL.
Cneyuanvruvle: TpU OHONCHM KOXH W JUM(PATUUYECKUX  y3J0B  INPU3HAKU

I'paHyJICMAaTO3HOI'O BOCIIAJICHUA.



WIUONATUYECKUN TEMOCHJIEPO3 JIETKHUX (M31.0) — 3aboneBanue,
XapakTepu3yolieecs BOJIHOOOPa3HbIM PELUAUBUPYIOIIMM TEYEHHEM C IOBTOPHBIMHU
KPOBOUBIIUSHUSMU B JIETKHE.

Kpumepuu ouaznocmuxu:

Knunuueckue: oppllliKa, Kalleldb, KPOBOXapKaHbE, JUXOpaaKa, pPEIHINBUPYIOIIAs
aHeMHs.

Penmeenonocuueckue: npu  o0ocCTpeHUuun - MHOXECTBEHHBIE  OYaroBbIe
UHQUIBTPATUBHBIE TEHU B JIETKUX (CUMITOM «0a00UKN»).

JlabopamopHhule: xene3oneuLuTHAS aHEMUS], PETUKYJIOLMTO3, aHU30MOWKHUIIOIUTO3,
CneyuanvHule: remocuiepodart B MOKpOTE WM KUIKOCTH OpOHX0aIbBEOISIPHOTO

JJaBa’xa.

Koopannatopsl pa3padoTku npoexkta KiaccuGpukanum:

I'enmne H.A., Posunosa H.H.,
Bonkos N.K., Muzepuunkuii 10.J1.

Ixkcneptbl: ApramonoB P.I'. (Mocksa), Amepoa WU.K. (SIpocnasnb), bioxun b.M.
(Mockga), borganosa A.B. (C-IlerepOypr), boropag A.E. (Mocksa), BacunseBa E.N.
(Upxytck), BonkoB N.K. (Mockga), I'enme H.A. (Mockga), laBeigoBa U.B. (Mocksa),
Hertapés JI.H. (Mockga), [lementheBa I'.M. (Mockga), KakoB S.M. (YensaOuHck),
Jaitiea O.B. (Mocksa), UnsenkoBa H.A. (Kpacnospck), Kampanos H.W. (Mocksa),
Kammpckas H.}O. (Mocksa), KoxeBuukoa T.H. (Tymna), Koznosa JI.B. (CmoneHnck),
Konmopuna E.I'. (HoBocubupck), Jlee H.C. (MockBa), Jlykuna O.®. (Mocksa),
ManaxoB A.b. (Mocksa), ManepoB @.K. (HoBoky3nenk), MamykoBa H.I'. (Mockga),
MensaukoBa WM. (SApocnasnb), Muzepuuukuit FO.JI. (MockBa), Mokuna H.A.
(Camapa), Heperuna A.®. (Bopouex), OscannukoB J[.FO. (Mockpa), Ocun A.Sl.
(BnaguBoctok), [To6enunckas H.C. (MBanoBo), IloctaukoB C.C. (MockBa), Pepsikuna
B.A. (MockBa), PozunoBa H.H. (MockBa), Pomanenko B.A. (UensOunck), PeiBkun A.U.
(UBanoBo), Camceiruna I'.A. (Mocksa), Cepena E.B. (Mocksa), Copoka H.J. (C-
[Terepbypr), Cmnmuak T.B. (Mocksa), Tarouenxko B.K. (Mockpa), Y3ynoBa A.H.
(Yensbunck), ®emopop A.M. (Mocksa), Panzymnuna P.M. (Yda), LlappkoBa C.A.
(ExarepunOypr), Yenypuas M.M. (PocroB-nHa-/lony), [lla6anos H.II. (C-IlerepOypr),
[Munko B.U. (ExarepunOypr).



IIpunootcenue.

Tabumua 1. Knaccnpukanus OpoHXHATbHON aCTMBbI y 1eTeH 110 CTeleHH TAKeCTH

Kputepum TsxkecTn™

Ierkas

VHTEPMUTTUPYLOLLAs

nepcucTupytoLlas

CpepHeTsbxenas

Tsxenas

YacroTa cumnTomoB
3aTpPyAHEHHOrO AblXaHusi

MeHee 1 pa3a B Heaenio

MeHee 1 pasa B AeHb

6onee 1 pa3a B Hegeno

HECKOMbKO pa3 B
Heaento um
€)XEAHEBHO

MPUCTYNbI CPEAHEN TSHKECTM
MPOTEKAIOT C OTYETIIMBLIMU
HapyLLEHNAMN PYHKLMM

TsXKeble YacTble

BHELLHEero AbIXaHusi, o6ocTpeHus, .
3NM304MYEecKne, KpaTko- anu3oaMyeckme, ncyesaT TPEBYIOT eXXeaHEeBHOro acTmaTudeckun
BpPEMEHHbIE, NCHe3aloT CMOHTAHHO WA MpY HasHaueHus cratyc Tpebytot
Knunnyeckas CMOHTaHHO UMK nocne OHOKpPaTHOM BpOHXONUTHKOB, MO EXKE[HEBHOIO
xapaKTepucTuka OAHOKpaTHOrO npuema CMOSIb30BaHNM rnokasaHusam — gasHaqumq
GpPOHXOMNUTIUKA KOPOTKO-TO GPOHXONUTHKA KOPOTKOTO KOPTUKOCTEpouI0B POHXONNTUKOB
[EencTBuUs nencTems (”peMMyLIJ.eCTBueHHO
uepe3 Hebynaunsep),
Mo NoKa3aHNsIM —
KOPTUKOCTEPOUAOB
HoYHblE CUMNTOMBI OTCYTCTBYIOT OTCYTCTBYIOT WM PEAKH perynspHo eXe[IHEeBHO, Mo

HECKOJIbKO pa3

[NepeHocMmocTb
U3NYECKON Harpysku,
aKTMBHOCTb U HapyLLEHWS
CHa

He HapyLeHa

HapyLieHa

orpaHuyeHa nepeHocMoCTb
(pranyeckux Harpysok

3HauYNTenNbLHO
CHUXeHa
nepeHoCcMMoCTb
dU3nyecknx
Harpysok, HapyLUeH
COH

MokasaTtens O®B1 n MNCB

0, 0, 29 0,
(T AOMKHOTO) 80% v Bonee 80% v Bonee 60-80% meHee 60%
CyTouHble konebaHus
B6poHxuansHon He 6onee 20% He 6onee 20% 20-30% 6onee 30%
NPOXOAMMOCTM

XapakTepucTika nepuosoB
pemuccumn

CYMMTOMbI OTCYTCTBYIOT,
nokasartenv ®B[] B Hopme

CYMMTOMbI OTCYTCTBYIOT,
nokasatenu ®B[l B Hopme

HenonHasa KrnnHMUKo-
Q)yHKLlMOHaJ'IbHaﬂ pemunccus

HenosHas KIMHUKo-
hyHKUMOHaNbHas
pemuccust
(AbIxaTenbHas
HeJoCTa-TOYHOCTb
pasHon cTeneHun
BbIPAXXEHHOCTM)

* [lo Havyana 6a3ucHol mepanuu.




Ta6anna. 2. Kpurepun tsxectn BJIJ

Crenenp Kputepuu Tsxectu
aHaMHeCTHYeCcKue™ KIMHUYECKHE PEHTTCHOJIOTHYECKHE
JbIXaHHE KOMHATHBIM | CUMIITOMBI B3JlyTHE TPYAHOM
Jlerkas BO3J1yXOM OpoHXUaTbHON KJIETKH OTCYTCTBYET
00CTpyKIIUU VI BBIPAKEHO
OTCYTCTBYIOT, MOT'YT MUHHMAJIBHO (CyMMa
MOSIBJISITHCS TIPU cyerTa 1o MepeIHUM U
npucoenunennn OP3 3aJIHUM OTpE3KaM
pebep He Ooiee 15,5)
noTpeOHOCTH B CHMITTOMBI B3JIyTHE TPYIHON
Cpennerspkenass | kuciaopoae meHee 30% | OpoHXHANBHOM KJIETKH UMeeTcs
00CTPYKIIMU YMEPEHHO | (CymMMa cYeTa 1o
BBIPXKEHBI, MEPETHUM U 33 THUM
YCWJIMBAIOTCS TIPU oTpe3kaMm pebep ot 15,5
npucoeaunennn OP3, | o 17), nokanbHO -
OJIBITIIKA TIPH (OKYCHI TIOBBIIIICHUS
¢bu3nueckoil Harpy3Ke | Mpo3pavyHOCTH,
OT/IENbHBIC YIaCTKU
ITHEBMOCKJIEpO3a
noTpeOHOCTH B CHMITTOMBI B3JIyTHE TPYIHON
Tsoxenas kucnopoje 6omnee 30% | OpoHxHUANBbHOI KJIETKU BBIPAXKEHO
n/um UBJI ¢ 00CTpYyKIINA (cymma cuera 1o
MOCTOSIHHBIM BBIP2)KEHBI BHE MEPEeTHUM U 33 THUM
TOJIOKUTETHHBIM o0ocTpeHwUs, OBIIIKA B | OTpe3kam pedep 17 u
JlaBJICHHEM B IOKO€E Oosnee), OymbL,
JBIXATEeIBHBIX MYTIX MHOXECTBEHHbBIE
4yepe3 HOCOBhIE Y4aCTKU
karerepsl (nCPAP); ITHEBMOCKJIEpO3a

* YTOUHSAETCSI COCTOSTHUE KUCIOPOA03aBUCUMOCTH B 36 HelleIb MOCTKOHIIENTYaIbHOTO BO3pacTa
(y meteit, poxACHHBIX A0 32 HEMEIHN TecTalun) Wik B 56 qHel rectanmu (y AETEH, POKISHHBIX
nociie 32 Hesleab reCTalllK) WIH [P BBIIUCKE




Tabmmna 3. KiumHudeckas Kiaccupukanus MyKOBHCIHMI03a

XapakTepucTUKa OPOHXOJIETOYHBIX HM3MEHEHHH
Orenka
TSOHKECTH
Daza u COCTOSIHUS o
aKTHUB- Knnnu- DH0- DyHKINO- Ocn0XHEHUS mkaie IlIBaxmana-
dopma HOCTb qeckast CKOIIH- HaJIbHAS: Bpacdumbpna
Oone3Hun mporecca yeckas BEHTHJISIIMOHHAS
HEJI0CTaTOYHOCTh
Tun Cre-
IIeHb
1. 1. Bbpon- | Duno- Abcuecchl, Xopomast:
CwMernranHas Pemuc- XUT: OpOHXUT: aTeNeKTasbl, 71 - 100 6annoB
(yrerodno- cust OCTPBHIH, KaTapaibH ITHEBMO- MHO-
KHIIICYHAsT) peruu- BIiA, ITHEBMOTOpPAKC, YIOBIETBOPH-
2. AKTHUB- | BUpYIO- KaTapaabHO JIETOYHOE  CepaIle, | TembHOE:
2. HOCTB! U, -THOWHEBIH, | ObcTpy- I KpOBO-XapKaHHe, 56-70
Jlerounast manasi, XPOHHU- THOWHBIM | KTUBHBIN KpOBOTEYEHUE OamioB
CpenHsis. YEeCKUH 11 (merounoe,
Orpanu- | Pectpuk- KEITYA0IHOE) CpeaHel TAKECTH:
Kumeunast 3. 2. YEHHBIH, THBHBIN 11T raiiMOpHrT, 41 - 55 6annoB
O6octpenn | [THeBMOHUS | pacmpo- OTEUHBIH CHHIAPOM,
e: OpOHXWUT, TIOBTOP- | CTpaHeH- Kom6u- Uppo3 nedeHy, | Tshkenoe: MeHee 40
ITHEBMO- Hasl, HBIH. HUPO- SKBUBAJICHTHI 6amroB
HUSA pernmau- BaHHBIN MEKOHHAIBHOTO
BHPYIOMIAs nieyca, BEIIaJICHAC
IpSAMOM KHILKH,
OTCTaBaHUE B
(uznueckom
pa3BUTHH
JIOTIOMTHUTENBHO  BBIJACISAIOT  COJNIBTEPAIONIYI0 (QopMy WM CHHAPOM TiceBao-baprrepa
(FI/IHOKaJII/Iﬁ— u HaTpueMusa Ha (bOHe MeTa00ITHYECKOTO aJ'IKaJ'IOSa), HCOHATAJIbHYIO

TUIIEPTPUIICHHOTCHEMHUIO, a TAKXKe Pa3InYHble aTUITMYHBIE (POPMBI 3a00JIeBaHUSL.
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