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NT-proBNP — N-tepmunanbHas yacTh (N-terminal fragment) mpo-
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SP-B — cypdakradnTHBIN TpOTENH B

SP-C — cypdakranTHbIi mpoTenH C

SpO2 — nepudepuyeckas caTypanus (HachlieHIe TeMOIJIO0HA KHC-
JIOPO/IOM B IepudepruIecKOr KPOBH)

TORCH-unbexkuu — nHQEKITUH, BEI3BAHHBIE TOKCOILJIA3MOMH, JIpy-
UMY NHQEKIIMOHHBIMY areHTaMHt, BUPDYCOM KPAaCHYXH, IIUTOMerao-
BUPYCOM, Ir'epIIeCBUPYCOM

TTF-1 — TupeoniHbIN HAKTOP TPAHCKPUIIIHH-1



BBEJIEHUE

B cTpykType 3a6071€BaEMOCTH M CMEPTHOCTH HOBOPOJK/IEHHBIX 3200-
JIEBAHUS OPTaHOB JbIXaHUA 3aHUMAIOT O/THO U3 BeAylux Mmect. [Ipu
aHaIN3€e IPUYUH CMEPTH 2031474 7ieTel B 187 cTpaHax MUpPa B IIEPHO]T
¢ 1980 1o 2010 1T., mpoBesieHHOM R. Lozano c coaBT. (2012), okasa-
JIOCh, YTO B CTPYKTYPE IPUUUH CMePTU HOBOPOK/IEHHBIX JTUUPOBAIN
OCJIOKHEHHU PEXKIEBPEMEHHBIX POIoB (28,6%), 6,8% MpUXOIUIOCH
Ha MHQEKIINY HIKHUX JbIXaTesTbHbIX myTed (MH/IIT), B Tom yucie
2,3% pecrnupaTopHO-CHUHITUTHAIIBHON BUPYCHOU STHOJIOTHH.

B Hacrosmee Bpems pa3utue u quddepeHnuanys HayKu, COBeEp-
[IEHCTBOBAHKE TEXHOJIOTHUI OKa3aHUs MEIUITTHCKOHN ITOMOIIHU B IIEPU-
HATaJIbHOM U HEOHATAJIbHOM II€PHO/IE TI03BOJISIOT TOBOPUTH O BbIJlesie-
HUH OTJIEJIbHOU 00J1aCTH MEUITIHBI — HEOHATAIBHOM ITYJIbMOHOJIOTHH,
OXBaTBIBAOIIEH IIEJTbIN s/l HO30JIOTHYECKUX €JIMHUIL, TTAIIHEHTHI C
KOTOPBIMU MOTYT HYKJaThCsl B KOHCYJIBTAITUU IyJIbMOHOJiora. OcHO-
BOIIOJIO’KHUKAMH HEOHATAJIbHOU ITyJIbMOHOJIOTHH B HAIllEd CTpaHe
sapysores npod. K.A. Cotaukona, I.M. JlemeHnTbeBa, A.B. bormanosa.
[Ipensaras Ha cyz| 3aMHTEPECOBAHHOTO YHUTATEISA HOBYIO MOHOTpadUIo,
ABTOPHI MOIMBITAJIUCH TI0 BO3MOKHOCTU KPATKO IIPE/ICTaBUTh OCHOB-
HbIE CBeZIeHUA 00 OCTPHIX (TPAaH3UTOPHOE TAXHUITHOD HOBOPOXK/IEHHBIX,
ITHEBMOHUU, OCTPHIH OPOHXUOJIUT, CUHIPOM aCIIUPAIIUN MEKOHUS)
¥ UHTEPCTUITUAIBHBIX (OpoHxXoerouHas aucruiazus bJI/I, cuampom
Bunscona—Mukutu, reHeTUUecKue TUCPYHKITUU cypdaKTaHTHBIX IIPO-
TEUHOB, CHH/IPOM «MO3T — JIETKHE — IIIUTOBU/THAS JKeJIe3a», JIETOUHBINA
WHTEPCTUIUAJIBHBIN TJIMKOTEHO3) 3200JI€EBAHUSX JIETKIX HOBOPOXK/IEH-
HBIX. BEIOOP OCBelleHHBIX B MOHOTpaduu 3a601eBaHUN OTIPEEsTAcs
UMEIIIIMCA JeDUITUTOM HH(POPMAIIFH O HUX B OTE€UECTBEHHOU JIUTE-
patype, ¢ OJTHOH CTOPOHBI, U CIIEKTPOM HAYYHBIX HHTEPECOB aBTOPOB,
¢ npyroii. Bo II yact MoHOTpad U IPUBEIEHBI PEHTTEHOTPAMMBI U
KOMITHIOTEPHBIE TOMOTPAMMBI ITAIIIEHTOB, HAOJTIO/IABIIUXCS ABTOPAMH.
HaTepcTunuaibable 3a001€BaHUSA JIETKUX Y HOBOPOXKIEHHBIX YaCTO
MPOTEKAIOT «I10/] MACKOW» HEOHATAJILHOU ITHEBMOHUHY MU OPOHXOJIE-
TOYHOM JTUCIIA3KH, CBOEBPEMEHHO HE IMarHOCTUPYIOTCsA. besycyioBHo,
repevyeHb 3a00JIeEBAHII OPTAHOB JIbIXaHUs Y HOBOPOXKAEHHBIX TOPA37I0
mupe (Tabst. 1), Tpebyet npoBeneHusa quddepeHIuaaIbHON AMarHOCTH-
KU Ha OCHOBe KJIMHNYECKUX U PEHTTeHOJI0THUeCKUX JJAHHBIX, OJTHAKO
00BEM HACTOSATIIEN MOHOTPadUH He TI03BOJIMJI ITOJIPOOHO OCTAHOBUTHCS
Ha Bcex 3a0osieBaHuAX. CBeJIEHUs O HEKOTOPBIX U3 HUX, KaK U 00 0co-
OEHHOCTSX OPTAHOB IIXaHH Y HOBOPOXKIEHHBIX, TPUBE/IEHBI B ITy0JIH-
Kanusx, IepevrcaeHHbIX B CIIUCKe JIUTePaTypPhl BBEJEHU .
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TaGauna 1

MunddepennnanbHas JUATHOCTUKA AbIXaTEJIbHOI HEXOCTATOYHOCTH
Y HOBOPO:K/AeHHbIX [0 Warren J.B., Anderson J.M., 2010, Spagnolo P.,
Bush A., 2016 ¢ gomoJH.]

OpraHsl 1
CHCTEMBI

Saﬁonenaﬂuﬂ, CHUHAPOMBI 1 CUMIITOMBI

JIpIxaTesbHbIE
IyTH

HazasibHast 06CTPYKIUS, HATPUMED, OTEK CJIU3UCTON 0607104-
KU HOca*, aTpe3us X0aH

MukporHaTusi, Hanpumep, cekBennus I[Tbepa Pobena
Maxporioceus, HanpuMmep, cuHApoM bekBurta-Bunemana
3abosieBaHUsI TOPTAHU: aTPE3Usl, KUCTBI, BDOXK/I€HHAS MEM-
OpaHa ropTaHy, IapaIry roJI0COBBIX CBA30K, JIADHHIOMAJIA-
151, TeMAHTHOMBI FUIH HAIIUJITIOMBI

3abosieBaHNs TPAXeH: aTPE3Usl, CTEHO3, FeMaHTHOMBbI NN
MAIUJIOMBI, TEPATOMBI, TPaXe0OPOHXOMAJISAIHS, TPAXEOIH-
I€BOIHBIN CBUII]

OcTpblit 6POHXHOTUT

BHemiHee caBieHue OIyXOJIAMU IIeX

Jlerkue

TpaH3UTOPHOE TAXUITHOD HOBOPOXKIEHHBIX®

PecnimpaTopHBIi IUCTPECC-CUH/IPOM HOBOPOXKAEHHBIX®
dopmupyroIasicss 6GpOHXO0JIErOYHAS TUCIIAZHSI®

CuHZpOM acnupanuy MeKoHuI™

BpoxkzieHHas M HOCTHATAIBHAS THEBMOHUS*

CHUH/IPOM YTEUKH BO3/lyXa (ITHEBMOTOPAKC, THEBMOME/IUACTH-
HyM, HHTEPCTULMAIbHAS SMpU3eMa JIETKUX)*

Ily1eBpasIbHBIN BHIIOT (HanboJIee YacTo — BPOXK/I€HHBIH
XHJIOTOPAKC)

JleroyHoe KpoBOTeUEHHE

Bpok/ieHHbIE TOPOKY PA3BUTHS: BPOXKAEHHASI KUCTO3HO-a7le-
HOMaTO3Has MajabdopManus (BpOK/I€HHBIH TOPOK Pa3BUTHS
HIDKHUX JIBIXaTeTbHBIX IIyTel), OPOHXO0JIETOUHAS CEKBECTPA-
1ysi, GPOHXOTEeHHbIE KUCTBHI, JIETOYHAsl THIIOILIa3HsA, BPOXK/EH-
Hast tobapHas sMmbu3ema, BpOKAeHHAs JIerouHast TuMQaHTru-
03KTa3us/MMM(baHTIOMAaTO3

IlepBuyHas NrITHAPHAS TUCKUHE3US, BKJIIOUAS] CHHIPOM
3uBepra—Kaprarenepa

WHTepcTuiuaibHble 3a60I€BAHIS JIETKUX:

- nucddys3HbIe HApyIIEHNsT PAa3BUTHA JIETKUX: al{UHAPHAs JIHC-
mwazus (myranuu renoB TBX4, FGF10, FGFR2), BposkieHHast
asbBeosiApHas auciuiasus (myranuu renos TBX4, FGF10),
JTbBEOJIAPHO-KAMWUISIPHAS JIUCIUIA3HS C HAPYIIIEHUEM pac-
I0JIO’KEHU JIETOYHBIX BeH (MyTaruu reHa FOXF1);

- cuHZipoM Busibcona—MukuTy;

- JIETOYHBI UHTEPCTUIINATBHBIN TJINKOT€HO3;

- reHeTHYeCKUH lepuuT u 1uchyHKIUA cypdaKkTaHTHBIX
6enkoB B, C, ABCA3;

- CHHZIPOM «MO3T — JIETKHe — IIUTOBUHAS JKeJte3a» (MyTa-
muu reda NKX2.1)

- STING-accoruupoBaHHasI MJIa/IeHUYeCKast BACKYJIOATHS
(MyTaruu reHa CTUMYJIsiTOpa reHoB uHTepdepona TMEM173)




CepzieuHo-cocy-
JIACTAs CUCTEMA

ITepcucTupyroas jeroyHad TUINepTeH31sA HOBOPOK/IeHHBIX
IIna"oTHYeCKNe U HEKOTOPbIe HEIHAaHOTUYECKUe BPOK/eH-
HbIe TIOPOKHU cepAana®

ITox

CraBjeHue Tpaxer, OPOHXOB COCYIUCTHIM KOJIBI[OM HJIN
neTyei

Kapaunomuonarus, MUOKapAUT HOBOPOXK/IEHHBIX
Ilepukap/uaapHBIHN BHIIIOT, THEBMOIIEPUKAP/, TeMOIIepHU-
Kap/l, TaMIIOHa/la cep/na

deTaybHAS TAXUAPUTMUSA C HAPYIIEHUEM CePAETHOH (PyHK-
83051

CHHPOM HEOHATAJIBHOH BOTYAHKU ¢ POPMUPOBAHHEM
BPOK/IEHHON aTPHOBEHTPHUKY/IAPHOH Os10kaze! 111 crenenu u
JIpyrHe OpajuapuTMUH, OCJIOKHEHHBIE Cep/IeTHON HelocTa-
TOYHOCTBIO

IKcTpaTopaKaJIbHbIE CUCTEMHBIE ADTEPUOBEHO3HbIE MajIb-
dopmanuu, HanpuMep, MasibdopManusa BeHbl ['aneHa

I'pynnas
KJIeTKa

OcreorneHns HeZIOHOIEHHBIX

Jedbopmanuu rpyiHOM KJIETKH, CKeJIETHBIE IUCILIa3HH,
apTPOTPHUIIO3

Onyxonu

Juacdparma: rpeixa, mapes

HepBHO-MBI-
eqyHas
cucrema

TTopakenue ITHC: posioBasi TpaBMa MJIU KPOBOUBJIHSTHUE,
TUIMIOKCUYeCKHU-UIIeMuyecKas sHIedasonaTus®, BpoxKaeH-
HbIE€ IOPOKH PAa3BUTHS TOJIOBHOTO MO3Ta, MEHUHTHUT, Cy/I0OPO-
r'il, 0OCTPYKTUBHAs rupouedaus

AIIHOS HEJJOHOIIEHHBIX ™

HepBHo-MblIIIeyHbIe 3a00I€BAHNS: BPOXK/IEHHAS] MHOTO-
HHUYecKas AUCTpodus, HeOHATATbHAS MUACTEHUS TPABHUC,
CcHuHaJIbHAsA MblileyHas atpodus I Tuna, BporK/ieHHAs. MHO-
MaTHsA, TOBPEXK/IEHUE CTMHHOTO MO3Ta

JlekapcTBEHHBIE CPE/ICTBA, HAIPUMED, CeZJaTHBHBIE IIperapa-
TBI, OIKATHI, GAPOUTYPATHI Y MATEPEH WU HOBOPOK/IEHHBIX
Bposk/IeHHBII CUHAPOM LIEHTPAIbHON TUIIOBEHTUIISIINN (CHH-
npom Yuuubl, myTtanus rena PHOX2B)

Tipyrue

Cencuc*

MeraboauuecKue HapyIIeH!s : THUIIOTJINKeMHUS*, MeTab oIk -
YecKUi anuo3*, HacIeACTBEHHbIE 60JIe3HN 0OMEHA BEIIECTB,
rUIepMarHueMus, TUIIO- WU TUIlepHATpUeMUs

T'uno- nnau runeprepmusa™

Boasuka nmioza

T'emarosioruueckue: aHeMHUsl He/IOHOIIEHHBIX, TsKesIas reMo-
JIUTAYecKas aHeMUs, TIOJTUIUTEeMUI

MerTeopu3M, COITPOBOXK/IAIONIUICSA BBICOKUM CTOSTHUEM U
HapyIIeHueM JIBUKeHUA fruadparmsr*

*OTHOCUTEJIBHO YaCThle IIPUYNHBI HbIXﬁTe)'IbHOfI HEAOCTaTOYHOCTH Y

HOBOPOK/IE€HHBIX
10




PecniupatopHbie 3a60J1eBaHN B IEPBbIE JHU KU3HU HEOOXOAUMO
OTJINYATh OT IOTPAHUYHBIX (TPAH3UTOPHBIX, aalTAIlHOHHBIX)
COCTOSTHUH HOBOPO3KJ€HHBIX CO CTOPOHBI OPTAaHOB JIBIXaHUMA, K
KOTOpBIM, coryiacHo H.II. [ITa6asioBy, OTHOCATCA TPAH3UTOPHAA
TUNEPBEHTUWIANUA U JIBIXaHWe II0 TUIy «Tacll». Jlerkue mioza
3aIlOJTHEHBI JKUJKOCTHIO, CEKPeTUPyeMON SIUTEeJTUOIUTAMU.
Hannuue onpeziesieHHOT0 00beMa GeTaqbHOH JIeTOYHOH JKUTKOCTH
— BaXXHBIH (aKTOpP HOPMAJIPHOTO BHYTPUYTPOOHOTO Pa3BUTUA
Jierkux. [1y01 BHYyTpUyTPOOHO COBEPIIAET ABIXATEIbHBIE IBUKEHUA
IIpU 3aKPBITOU TOJIOCOBOH IeJIU IS YBeJIMUeHHUs IPUTOKA KPOBHU
K CEp/ILY, IoJIydas OKCUTeHUPOBAHHYIO KPOBB U3 IJIAI[EHTHI Yepe3
IIyIIOUHYI0 BeHy. Metabosimueckre M3MeHeHUs (THUIOKCEMUs,
TUIIepKaHUA, allui03 U AP.), BOSHUKAOIINE B PO/IaX, U BHEIIHEE
BO3/IefiCTBUE HA IIJIOJl aKTUBUPYIOT PETUKYIIAPHYI0 GOpManuio,
HUCXO/IAIIee BIUAHNE KOTOPOU Ha IbIXaTeJIbHBIN IEHTP IPUBOJUT K
OCYII[eCTBJIEHUIO [IEPBOTO B/I0XA. B mepBhIe 3 yaca )KU3HU OCHOBHASA
YacTh JABIXATEJbHBIX JBHKEHUU IPOUCXOJAAT IO TUIY «TacII»
— ¢ r1ybOKUM BJIOXOM U 3aTPYyAHEHHBIM BBIIOXOM. MUHYTHas
JleroYHasi BEHTUJIAIMA Yy HOBOPOXK/JEHHOTO Ha MPOTAKEHUU
MEPBBIX 2—3 JHEN KU3HHU B 1,5—2 pasa OoJsblie, ueM y OoJjiee
crapmux jereil. TpaH3uUTOpHAA THIEPBEHTUIANUA, XapaKTep
ZpIXaHUA (C 3aTPYZHEHHBIM BBIIOXOM) M YaCTOTA JbIXaTeJIbHBIX
nemkeHn (Y/1/1) — 40—60 B MEUHYTY CIIOCOOCTBYIOT pacIipaBJIeHUIO
JIETKUX U 3BaKyanuu ¢GeTasbHOH JIETOUHOH! JKUJIKOCTH U3 HUX,
CHUJKEHUIO COCY/IMCTOTO COIPOTUBJIEHUS JIETKUX U 3aKPBITUIO
(eTanpHBIX KOMMYHUKAIUN MKy MaJIbIM U OOJIBIITUM KpyraMu
KpoBooOpamieHus M HalpaBjeHbl Ha KOMIIEHCAIIUIO aIlu03a
npu poxzaeHuu. Ha 3To ke HanpasyeHb! HabJ0Ka0Muecs y 2/3
HOBOPOJK/IEHHBIX B IepBble Yachl KU3HU amHO3. ITokazaTenn
HAaCBILeHNUs TeMOTJIO0NHA KUCI0POAOM B IlepudepuuecKoil KpOBHU
SpO, BospacraioT B HopMe ¢ 60-65% IpU POKAEHUH 10 90—95 %
K 10 MUHYTE KU3HU.
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Yacts 1
OCTPBIE 3ABOJIEBAHUA

T'i1aBa1
TpaH3UTOpPHOE TAXUITHO3 HOBOPOKICHHBIX

OnpenesneHue U 3MUAEMUOIOTUA

TpansuTopHoe TaxunmHo3? HoBoOpoxkaeHHBIX (TTH) — »aTO
3abo0JieBaHUE, BO3HUKAWINEE y HOBOPOXKJEHHBIX Pa3HOTO
rectaiinoHHOTO Bo3pacrta (I'B), yacto y Mo3/ITHUX HEJOHOIIEHHBIX
(I'B opu poxjeHUH — 34-36 Hejeb), BCKOPE MOCJIE POK/IEHU S
BCJIEJICTBHE 3a/[€PKKU pe30pOIUY HDeTaTbHOU JIETOYHOU KUTKOCTH,
YTO MPUBOJUT K CHUIKEHUIO PACTIKUMOCTHU JIETKUX, HAPYIIEHUIO
oOMeHa ra3oB, MOSIBJIEHUIO CUMIITOMOB PECITUPATOPHOTO JIUCTpecca
(mpIXaTeJIbHOU HEAOCTATOYHOCTH), KOTOPbIE PETPECCUPYIOT B
Teuenue 3—5 aueii. Yacrora TTH 3aBucut ot I'B u cocrapiser 10 %
y ZleTel, pOKJeHHBIX Ha CpoKe 33—34 Heneb. TTH — camas yacras
MIPUYKHA PECIIMPATOPHOTO IUCTPECCa Y HOBOPOK/AEHHBIX.

ITHUOJIOTUSA U TaTOTEeHe3

B mporjecce BaruHajAbHBIX POJOB KUJKOCTh U3 JIETKUX
(peranbHasA JIerOYHASA KUAKOCTD) YAIAETCA MEXAHUUECKHU U TIO]
JIEiCTBHEM HJIOTEHHBIX KaTEXOJIAMHHOB, TJTIOKOKOPTHKOCTEPOU-
1o (I'KC). Pucky passutusa TTH nmoaBep:keHbI I€TH, POAUBIIHECS
IIyTEM KecapeBa ceueHus 0e3 MpeIIecTBYIINX CXBATOK, KOT/a
KOHIIeHTpallus TOPMOHOB CcTpecca HU3Kasi, a C/laBJIeHUs TPY/-
HOU KJIETKU B PO/IaX He MPOUCXOAUT. JIpyrumu pakTopamu pucka
SABJIAIOTCS HAJIUYHE y MaTepu OpOHXHUAJIBHON aCTMBbI, CAXapHOTO
nuabera, HApKOTHYECKOW 3aBUCUMOCTH; OTPHUIIATEILHBIA TECT
Ha pochaTUAUITIUIEPUH B OKOJIOIJIOJHBIX BO/IAX; Ype3MepHas
cejlansg U IMeperpyska >XHUJKOCTHbIO >KEHIUHBI BO BpeMs
poMOB; BO3JeHCTBUE [-aApeHOMHMETUYECKHUX IIpernapaTos;
CTpeMUTeJIbHBIE POJIbl; POJABl C HAJOXeHHeM aKyIIepCKUX
IIUNIOB; achUKCUA NPU POXKAEHUU; 3ajJiepKKa IepekaTus
IYIIOBUHBI; TIOJUIUTEMHS TIJI0J1a; MYKCKOH I10JI; HU3Kas Macca
TeJIa IIPU POKJIEHUH; MAaKPOCOMHUSI; MHOTOIUJIOZIHAS OEPEMEHHOCTD;
HeOHOIIIEHHOCTD.

TTH saBaserca mnpobJyieMOod TO3THUX HEJOHOIIEHHBIX.
Cuunraercsi, 4TO 3TO 3a00JIeBAaHUE SABJIAETCA MPAMBIM CJIEICTBUEM
HeaDHEKTUBHOTO YCTpaHeHUA GHeTaTbHON JIETOUYHOU KUIKOCTU U3-
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3a HEJIOCTATOUYHOr'O TPAHCIIOPTA MOHOB Na*, yMeHBIIIeHUS KOJIHJe-
cTBa MEMOpAHHBIX TPAHCIIOPTHHIX KAHAJIOB JINOO U3-32 OTCYTCTBUS
aKTHBAIlMU JIAHHOTO IIpoliecca. B HopMe KOPTH30J1, TOPMOHBI IIUTO-
BHUIHOU >KeJjie3bl U KaTeXOJIaMHUHbBI aKTUBUPYIOT HATPHUEBBIN HACOC,
KOTOPBIN OUHIIAET JIETKUE IIPH POXKJIEHUHU OT (PeTaTHHOU JIETOYHON
JKHUJIKOCTH. Y HEZIOHOIIIEHHBIX HOBOPOXK/IEHHBIX CHIJKEHA aKTUBHOCTD
HaTPHUEBOT'O HACOCA, UMeEeTCs HeOOJIIIIOe KOJTNUECTBO cypdaKTaHTa.

KianHnuyeckas KapTUHA U JHarHOCTHKA

TaxumHo3 (Y/1/] 6osiee 60 B MUHYTY) B ITIEpBble MUHYTHI-YaCHI T10-
cJie POJIOB, Yallle y JIOHOIIEHHBIX FJIU MO3HUX HEJOHOIIEHHBIX JTe-
Teil. BO3MOKHO MOSIBJIEHUE BTSKEHUH YCTYITIUBBIX MECT TPYTHOU
KJIETKH (peTpakIuii), pa3yBaHus KPbUIIbEB HOCA, [ITAHO3a, XPUIIOB.
IIpu ocMOTpe BBIABIIAIOTCA 60UYKOOOpa3Has rpy/iHAs KJIETKa, HHOTA
TaxXUKapus ¢ HOPMaJIbHBIM apTEPUAJIbHBIM J]JaBJIEHUEM, CAMITTOMBI
OTEYHOTO CHHAPOMA. [IJTUTETFHOCTD TAXUITHOD SBJISETCS OIPE/IesIs-
roedt syia nuarsoctuku TTH. [lpu mpo1o/KUTEThHOCTA TaXUITHOD
OoJiee 6 yacoB TpebyeTcs IPOBeIEHNE JIOMTOJTHUTEIHHBIX J1ab0paTop-
HBIX 1 HHCTPYMEHTAJIbHBIX METO[OB IUATHOCTHUKU JIJISI UCKJTFOUEHUS
JIDYTUX IPUYHNH PECITUPATOPHOTO JIFCTPECCa: PECITUPATOPHBIHA JIHIC-
Tpecc-cuHApoM HoBopoxkieHHoTo (P/ICH), cHHpOM yTEYKH BO3/IY-
Xa, THEBMOHWUsI/ CETICHUC, TTOJIUITUTEMUS, KapIHaIbHASA MTaTOJIOTHSA,
nepebpasbHas TUIIEPBEHTUIIAINSA, HAPYIIIEHUs 0OOMeHA BEIECTB U
nip. Ina TTH xapakTepHa TMIIOKCEMUS Pa3IUYHOU cTeneHu. ['umep-
KaITHUs, KaK IPaBUJIO, HE BhIPAKeHa WJIU UMEETCs JIETKOU CTeIlleH .

PenTrenorpadusi opraHoB rpy/THON KJIETKU BBISBIISIET 0OOTAIIEH-
HBIU COCYUCTHIA PUCYHOK (3a CUET KaK KPOBEHOCHBIX, TaK U JJuMba-
TUYECKHUX COCY/IOB, B KOTOPHIE U IIPOUCXOUT PE30POIHs dheTaTbHON
JIETOYHOH KUIKOCTH ), IOBBIIIIEHHYIO IPO3PAYHOCTD EPUDEPUUECKUX
JIETOYHBIX II0JIEH, BO3MOXKHBI YBEJIMUEHHE PA3MEPOB CEP/IIIA, YILIO-
eHue uadparMpl, MAJIBIYA IIEBPAIBLHBIN BBIITOT (CUMIITOM «TIOJTY-
MecsAIa»), dKUAKOCTh B MaJIbIX (PHCCYypaxX ¢ KOHTPACTHPOBAHUEM Me-
JKJ10J1eBOU TWTEBPHI (puc. 1). [IpaBoe Jierkoe MOKeT BBIIIAZETH OoJiee
IUTOTHBIM B CDABHEHUH C JIEBBIM, PEHTT€HOJIOTUUECKAs KapTUHA BO3-
BpaIaercs K HOpMaJbHOU yepe3 48—72 yaca. YIbTpa3ByKOBOE HCCIIe-
moBanue (Y3I) JIerKux MOKa3bIBAET PA3HUILY B 9XOT€HHOCTUA MEKITY
HIDKHUMH U BEPXHUMU 00J1acTAMU («IBOMHOM JIETOYHBIN 00paser»).

JleueHnue

TTH siBasieTca caMOOTpaHUUUBAIOIIUMCS cOCTOAHUEM. CHMIITOMBI
pecrupaTopHOro JUCTPecca Y HOBOPOXKIEHHOTO TPEOYIOT IIPOBe/ie-
HUS MOHUTOPUHTA BUTAJIbHBIX (DYHKIIMH, YPOBHS TJIFOKO3BI, obecrie-
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YeHHUs] BHYTPUBEHHOTO JIOCTYTIA, O/I/IEp:KaHuA TEIJIOBOTO OaiaHca
HOBOPOXK/IeHHOTO. [Ipy HAJTUYUY TUTIOKCEMUU ITPOBOIUTCS OKCUTE-
HOoTepanus (KUCJIOPOTHAS MacKa, Ha3aJIbHbIE KAHIOJIU, TIOCTOSTHHOE
IMOJIOJKUTEJIPHOE JIaBJIeHUE B JbIXaTeJbHBIX MyTsax — CPAP, peke
WBJI). KoHTpOJIb caTypaliuu, ra30BOro COCTaBa KPOBU IIPOBOUTCS
JI0 ICUE3HOBEHU S CHUMIITOMOB PeCITUPATOPHOTO aucTpecca. [Ipu oT-
CYTCTBHUU TOJIOKUTEIHLHOU TMHAMUKYU WIN YXYAIIEHUHU COCTOSHUS
pebenka, mpu moTpebHOCTU B PPAKIIMOHHOM CO/IEPKAHUU KHCJIO-
pozia Bo BabIxaeMoM Bo3zyxe FiO2 6osiee 0,4 MM HAUTUYUU U3Me-
HEHUU Ha peHTTeHOTpaMMe OPTaHOB IPY/THOU KJIETKH, HEXapaKTep-
sbIxX 111 TTH, yepes 2 yaca c MOMEeHTa MOABJIEHUSA PECITUPATOPHOTO
JICTpecca CIelyeT PacCMOTPETh BO3MOXKHOCTD IepeBojia pebeHKa
B CTallOHAp ¢ OoJiee BBICOKMM YPOBHEM OKa3aHUs MEIUITUHCKON
IIOMOIIH («IIPABUJIO 2 YacOB»). BBe/leHHe MPerapaToB 3K30T€HHOTO
cypdakranTa, GypoceMuia, MHTAIANNN SITMHePUHA HE TIOKa3aHbL.
OT/ebHBIE UCCIIEOBAHMUS MTOKA3AJIH, UTO HHTAJISAINU CATbOyTaMO-
J1a (MHTIAITUOHHBIHN 2-aTOHUCT) YMEHBIIAIOT IPOOJIKUTETEHOCTD
CHMIITOMOB U TIpe0ObIBaHUSA B CTAallHOHApe. AHTHOAKTepUaIbHAs Te-
panus Ha3HAYAeTCs SMITUPUYECKH JI0 UCKITIOUEeHU s MHPEKITMOHHBIX
[IPUYHH JIBIXaTeIbHBIX HAPYIIEeHUH. B 3aBUCUMOCTH OT BBIPAKEHHO-
CTH TaXUITHOD KOPMJIEHHE HOBOPOK/IEHHOTO OCYIIECTBIISIETCA PETr
os (mpu YJI/T meree 60/muH), uepe3 3o (U] 60—80/Mun) win
napenTepainbHo (U/1/] 60os1ee 80/mun). ITpu Tsxxkesiom TTH Bo3Mo«K-
HO OrpaHHYeHHe MOTPeOIIIeMOU KUITKOCTH JI0 40 MJI/KT/CyT y I0-
HOIIIEHHBIX U 710 60 MJI/KI'/CyT y HEIOHOIIIEHHBIX HOBOPOK/IEHHBIX.

IIporunos

TTH perpeccupyeT caMocToATENbHO. CpeJiu OCJIOKHEHUH PEIKO
BCTPEUYAIOTCSA THEBMOTOPAKC U NIEPCUCTUPYIONIAs JIETOUHAs THIIEP-
TeH3us HOBOpoxkieHHbIX (IIJII'H). /[aHHbIe HEKOTOPBIX HCCJIEI0OBA-
HUH JIeMOHCTPUPYIOT cBA3b Mexxay TTH u snu30/1aMu OABIIIKY B
PpaHHEM JIETCKOM Bo3pacTe. PoxkeHue ¢ TOMOIIBIO KecapeBa ceue-
HusA 1 TTH — dakTopsl prcka pa3BUTHA OPOHXHATBHOU aCTMBI JJazKe
[P HEOTATOIIIEHHOM CEMEHOM aHaMHe3e 110 aToruu. Heo6xoamumo
VUIUTBHIBATb, UTO KECAPEBO CEUEHNUE — O/THA U3 IIPUYMH HaJaIa UCKYyC-
CTBEHHOTO BCKAaPMJIMBAHUSA. B 3TOH CBA3H aKTyaIbHOU SBJISETCS IIEp-
BUYHAsA MpodIakTHKa GOPMUPOBAHUS CEHCUOMIIN3AIINH, IIPEKIE
BCETO ITHUIIEBOH, ITOCKOJIBKY HIMEHHO THITEBast aJJIEPTUSA SABJIAETCS
BeJyIIlel Ha IIEPBOM T'oJTy KU3HU pebeHKa. ['py/THOe BCKapMJTHBaHUE
B OTHUX YCJIOBUSIX IPUOOPETAET 0COO0E 3HAUEHUE, YUUTHIBAS IAHHbBIE
0 TOM, YTO KOpMJIEHHE TPYAHBIM MOJIOKOM CHIKAET PUCK PA3BUTHUSA
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He TOJIbKO OpPOHXUaILHOM aCTMbI, HO M IIOBTOPHBIX SITU30/10B OPOH-
XHAJIBbHON OOCTPYKIIUH, B TOM YKCJIE ¥ IPU HATMYUH OPOHXHATBLHOMN
acTMBbI y MaTepH. B ciyuae 06beKTHBHO 000CHOBAaHHOM HEOOXOITUMO-
CTH B JIOKOpMe pebeHKa JIeTCKOU MOJIOUHOU CMeChHIO 11eJIecO00pa3HO
OT/IaBaTh MPEAIIOYTEHNE CMECAM C KIIMHUUECKH JJOKa3aHHOH CII0c00-
HOCTBIO CHU?KATh PUCK PA3BUTHA ITUIIEBON CEHCHOWIN3AINHT U CIIO-
coOCTBOBATh GOPMHUPOBAHUIO UMMYHOJIOTUYECKOH TOJIEPAHTHOCTH
K 6eJIKkaM KOPOBBETO MOJIOKA, SBJISIOIIErOCs Hauboiee 3HAUNMbIM
aJUIEPTEHOM B IIEPBBIE MECAIBI KU3HU. VIMMyHOJIOTHUUECKAs TOJIe-
PaHTHOCTH B OTHOIIIEHUU UYKEPOIHBIX OEJIKOB MUIIU B HOPME SB-
JISIETCSA UMMYHHBIM OTBETOM «II0 YMOJIUaHUIO», OHAKO B IIEPHO/IE
HOBOPOK/IEHHOCTH 3TOT IIPOIIecC MOKET OBbITh HapyIeH. Cpeay Hau-
60J1ee 3HAUMMBIX (DAKTOPOB prcka GOPMUPOBAHUA CEHCHOMTU3AIIIHI
Y pa3BUTHA aJUIEPTUU — POK/IEHHE IIyTEM KEcapeBa CEUeHH s, a TAKKE
MIOCTYTUIEHUE B JKEJTyIOYHO-KUIIIEYHBIA TPAKT peOEHKA H30BITOUHOTO
KOJIYECTBA IE€JIbHBIX OEJTKOB KOPOBHETO MOJIOKA (JIOKOPM CTaH/IapT-
HBIMU MOJIOYHBIMU cMecsiMU). CMecH Ha OCHOBE YaCTUYHO-THJIPO-
JIN30BAHHBIX OEJIKOB MPU3BAHbI CHIKATh PUCK PA3BUTHUS aJUIEPTUH,
OJTHAKO CITOCOOHOCTD KaKJI0N KOHKPETHOU CMECH CHU?KATh PHICK pas3-
BUTHS aJUIEPTUU K GeTKaM KOPOBLETO MOJIOKA Y pebeHKa 3aBUCUT OT
BH/Ia U CTETNIEHU THAPOJIN3a OEJTKOB, BXOJAIINX B €€ cocTaB. B HacTo-
sIee BpeMs HaKOIUIEHAa YHUKAJIbHAs HaydHas JloKasaTeJIbHasA 6aza
npodunakTuyeckoi apdexruBHocTr cMecu NAN® rumnoaiepres-

PucyHok 1. PeHTreHOrpaMMa OpraHoB rPpy/{HOM KJI€TKH peGeHKa
C TPAH3UTOPHBIM TAXUITHOD HOBOPOK/JAEHHOTO
(0ObsACHEHUE B TEKCTE)
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uoiil 1 (Nestle), Bxrouaroias 6osiee 20 KJIMHUYECKUX UCCIIETOBAHNH,

B TOM YHCJIE C 20-JIETHUM KaTaMHE30M, JOKa3bIBAIOIINX 3HAUNMOE

CHIDKEHUE PHCKA PA3BUTHS aTOITMYECKOTO JIEPMAaTHTAa, & TAKKEe OPOH-

XUAJIbHON aCTMBI — KyMYyJIITUBHASA YaCTOTA aTOIMMYECKOTO JIEPMAaTHUTa

K BO3PACTY 20 JIET CHIKAIACh Ha 41%, PUCK Pa3BUTHA OPOHXUATIbHON

aCTMBI B BO3PACTHOM MHTepBaJle 16-20 JieT CHUKajcA Ha 56%.
Coucok JiuTeparypbl

1.
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I's1aBa 2
ITHeBMOHU U HOBOPOKAEHHBIX

OnpeneseHuna U Kiaccupurkanmua

ITHe8MOHUA — 3TO OCTPOE TOJIUITHOJIOTHYECKOE HHDEKITUOH-
Hoe 3a00JieBaHE, XapaKTEPUIYIOIeecs BOCIaJIeHUEM JIETOYHON
TKaHU JUCTAJIbHEE TEPMUHAIBbHBIX OPOHXHOJ ¢ BHYTpPHAJIbBEO-
JIAPHOU BKCCy/lalled, UTO MPOSABJIAETCA BRIPAXKEHHOU B pa3yiny-
HOHU CTEeNeHW MHTOKCHUKAIUEH, AbIXaTeJIbHOH HeJ0CTaTOYHOCThIO,
CUMIITOMaMH TOPa*KEHUsI HUXKHUX JIBIXaTeJIbHBIX IyTeN (O/IbIII-
Ka, Kallleyb, JIOKaJbHbIE (DU3UKAJIPHBIE U3MEHEHH) TIPU HAJIH-
YUY UHQPUILTPATUBHBIX U3MEHEHUH HA PEHTTeHOTPaMMe OPTaHOB
rpyaHoi kieTku. B Poccuiickoit @enepanvu NpUHATA KIUHU-
KO-PEHTT€HOJIOTHYECKAas TUarHOCTUKA THEBMOHUMH, ¢ 0053aTehb-
HBIM PEHTTEHOJOTHYECKUM IOATBEPIKIEHUEM. Y HOBOPOK/IEHHBIX
BBIJIEJIAIOT BHYTPUYTPOOHBIE (BPOXKJAEHHBIE) U MOCTHATAJIBHBIE
(mpuobpeTeHHbIe) MTHEBMOHUH. [locTHATaIbHBIE THEBMOHUH MOTYT
OBITH BHEOOJIPHUYHBIMH, BHYTPUOOJTbHUYHBIMU (TOCTTUTAJIBHBIMU,
HO30KOMHUAJIbHBIMU), BEHTUJISITOP-ACCOIMUPOBAHHBIMH, acIIpa-
[IMOHHBIMHU, XapaKTEPU3YSCh PA3HBIMU YTsIMU, YCIOBUAMU U Bpe-
MeHeM MHOUIpoBaHus. [1o BpeMeHH KIIMHUYECKUX ITPOSBIEHUHN
HeOHaTaJbHbIEe THEBMOHHUU JIEJIATCS HA pAaHHUE U MO3/THHUE.

BpoosicdoeHHaa nHeemoHuA — 3ab0j1eBaHNe, BOBHUKIIIEE BO
BHYTPUYTPOOHOM NEpPHO/ie pa3BUTHUs pebeHKa B pe3yJIbTaTe BOC-
XOAAIEN WHDEKIUU Yepe3 XOPHOaMHUOTHYECKHE MeMOpaH#bl,
reMaToTeHHBIM (TpaHCIJIAlleHTaPHBIM) IIyTeEM JIHOO ITPU UHTPA-
HATAJILHOM UH(PUIMPOBAHUY, ITPOSABIISIETCSI OOBIYHO B IIEPBBIE 72
yaca 1mocJjie poxJeHusA. Bposk/ieHHas THEBMOHUS SIBJISETCS CIIE/I-
CTBHEM HHQUIIMPOBAHUS IJIOJIA BO BpeMs OEpEMEHHOCTH U 0OBIYHO
Ipe/icTaBJIsIeT COOOM OJMH M3 KOMIIOHEHTOB TSKEJIOTO CUCTEMHOTO
WHQEKIMOHHOTO 3a001eBaHUS.

BHeb60AbHUMHAA NHEe8MOHUA PA3BUBAETCA BHE OOJILHUIIBI,
a Taxkke B TeUeHHeE 48 4acoB OT MOMEHTA T'OCIIUTATIU3AUNA TN
CIyCTs 48 yaca mocjie BhIITHUCKH.

BHympu60abHUUMHAA THE8MOHUA PA3BUBAETCA Yepe3 48 4acoB
peObIBaHUS B CTAI[MOHAPE WK B TEUEHHE 48 YaCOB IOCJIE BHITTUCKHU.

AcnupayuoHHAA NHEBMOHUA TUATHOCTUPYETCSA Y HOBOPOXK/IEH-
HBIX IIPY BBIABJIEHUN WHOUIBTPATUBHBIX U3MEHEHUH B JIETKUX IPU
PEHTTeHOJIOTHYECKOM UCCIIEZIOBAHUH B CITyJasX IO TBEPIKIEHHOU ITy-
TeM JIADUHTOCKOITUH aCITUPAIIN MEKOHUS, KPOBH HJIX MOJIOKA.

19



Benmuaamop-accoyuupoeaHHas nHeemoHus (BAIT) —
Pa3HOBUIHOCTh HO30KOMUAJILHON THEBMOHUM, BO3HUKAIOIIEH Y
naryeHTa, HaxoAIerocs: He MeHee 48 wacoB Ha BJI.

PaHHan HeOHaAMANbHAS NHEe8MOHUA PA3BBUBAETCA B TeUe-
HUE EPBOU HEJETU TTOC/IE POKIAEHUS U CBSA3aHA C BHYTPUYTPOOHOHU
I IIOCTHATAJIbHOU SKCIIO3UIIMEN TaTOTeHa JINO0 HHPUITUPOBAHU-
€M BO BpeMs IIPOXOKJIEHUS yepe3 POoJoBbIe IMyTH MaTepu (MHTpa-
HaTaJIbHOE HHOUIPOBaHKe). PaHHAS HeOHATAIbHAS THEBMOHUSA
TPYZIHO OTJIUYUMA OT cencuca, P/ICH.

ITo30HAA HEOHAMAABLHAA NHEBMOHUA XaPAKTEPU3YETCs
HO30KOMHAJILHBIM HJIH JJOMAITHUM WH(PUITUPOBAaHHUEM ITHEBMOTIA-
TOTeHHOU (PpJIopol U MaHHU(ECTUPYET TocIe 1-H HeJeU KU3HU.
[TockoJIbKy TOCTIUTAIbHAS THEBMOHUS — 3TO 3a00JIEBAHIE, KOTOPOE
pa3BUBaeTcA yepes 48 4acoB U MO3/HEE MMOCJIE TOCTUTATIN3AIIHH,
IIPU BBISBJIEHUU THEBMOHUM Y HOBOPOXK/IEHHBIX, HAXOIAIUXCS
B YCJIOBHUSX CTaIIOHAapa, B BO3PACTe CTapIlle 2 CYTOK JOCTATOY-
HO TPYZHO TIpOBeCcTU AU PepeHTnaTbHYI0 TUATHOCTHKY MEMXKITY
BPOXKJEHHON U HO30KOMHUAJIbHOU THEBMOHHUEH.

HekoTopbie aBTOPHI IIPeJIaraloT paclieHuBaTh PAHHIOK HEOHAa-
TaJbHYIO THEBMOHHUIO KaK BOBHUKIIIYIO B TEUEHNE MTEPBHIX 3 UJIU 7
JHEeH )KU3HHU, B OCHOBHOM B Te€UeHHe 48 4acoB, IO3JHIOI0 — B BO3-
pacte oT 4 710 28 gHel KU3HU. BpoXKIeHHYIO WJIM BHYTPUYTPOOHYIO
ITHEBMOHUIO pacCMaTPHUBAIOT KaK BApUAHT PaHHEW THEBMOHUMH.
BMmecre ¢ TeM, BHyTpHYTPOOHBIE ITHEBMOHHUHU ITUTOMETAJI0BUPYC-
HOU, XJITaMUJUAHON MJIN MUKOIUIA3MEHHOU 3THOJIOTUN MaHUpe-
CTHUPYIOT B BO3pacTe CTapiie 7-10 JHEH KU3HH.

IDIIUAEeMHUOJIOTruA

CorytacHO odUIHAIBLHBIM JIaHHBIM Poccrara, 3a60J1eBaeMOCTb
BPO>K/IEHHOU ITHEBMOHUEN B HAIIIEH CTPAHE COCTABJISIET OKOJIO 1% cpe-
JTA TIOHOIIIEHHBIX HOBOPOKJIEHHBIX U OKOJIO 8% Cpe/ii HEIOHOIIEHHBIX,
POIMBIIIUXCSA ¢ MAacCOU Tejia 1000 u boJiee rpamMM; JIETAJIbHOCTD — 1,0%
" 1,3%, COOTBETCTBEHHO. YacToTa pETHCTPAIUN BPOXK/IEHHBIX ITHEBMO-
HUH Cpeiu JIETeH, POAUBIIHXCS € SKCTPEMAIPHO HU3KOW MaccoH Tejia
(9HMT), cocTaBseT OKOJIO 25%; JeTaJILHOCTD — OoJiee 9%. ITHeBMO-
HUA — yacTasd MHPEKITUA CPEIH TOCITUTATH3UPOBAHHBIX HOBOPOK/IEH-
HbIX. [10 OIyOJIMKOBAaHHBIM B OTEUECTBEHHOU JIUTEPATYPE JAHHBIM, Y
HOBOPOXK/IEHHBIX, HAXOIAIIMNXCA Oojiee 96 YacoB HA TPATUITMOHHON
WBJI, yacToTa HO30KOMHUAJIbHOM ITHEBMOHUU MOKET JIOCTUraTh 30-
40%. CiestyeT OTMETUTD, UYTO 320071€EBAEMOCTh ITHEBMOHUEN B TIEPHO-
Jle HOBOPOJK/IEHHOCTH B HAIIIEH CTPaHe B HECKOJIBKO pa3 BBIIIIE, UYEM B
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crpanax EBporiel 1 B CeBEpHOI AMepHKe. DTO MOKET CBUZIETETHCTBO-
BaTh O TUIIEP/IMArHOCTHKE JIAHHOTO 3a60JieBaHusA. BMecTe ¢ TeM, THEB-
MOHUsA, Haps/Ty ¢ UHGEKITMOHHBIMU 3200JI€BAHUAMH, CIIEITU(PUIHBIMU
JUTs TIEPUHATAIBHOTO TIEPUO/IA, SBJISETCSA OJJHON U3 OCHOBHBIX TPUYUH
CMEepTH JIeTel Ha TIEPBOM MecsIle *Ku3Hu. BAII sBjisieTcss BTOPOU 1o
PacrpoCcTpaHEHHOCTH BHYTPUOOJIPHIYHOM NH(EKIINEN B HEOHATAIb-
HBIX OT/IeJIEHUSX PEaHNMAalUK U HHTeHcuBHOU Teparnuu (OPUT).

dTHoJI0ruA

ATtHo0orHYecKre GaKTOPhl THEBMOHUIN HOBOPOXKEHHBIX B 3aBU-
CHUMOCTH OT yCJIOBUM BOBHUKHOBEHUs 3a00JIeBaHUA U ITyTel NHDU-
[UPOBAHUSA IIPUBE/IEHBI B TA0JI. 2.1. DTHOJIOTHUECKUMH (PaKTOPaAMHU
aCIHUPAINMOHHBIX THEBMOHU SBJISIOTCA MUKPOOPTaHU3MBI, B HOPME
KOJIOHUBUPYIOIIKE POTOIJIOTKY U HOCOIJIOTKY — aHaspoOsl (Prevotella
spp-, Fusobacterium spp., Bacteroides spp., Peptostreptococcus
spp., Velionella spp.), aspo6GHble TPaMIIOJIOKUTEIbHbIE KOKKH
(Streptococcus pyogenes, Streptococcus viridans, Staphylococcus
aureus) u aspobHble rpamoTpuriaTeabHble masouku (Haemophilus
influenzae, Escherichia coli, Klebsiella pneumoniae, Serratia spp.,
Proteus mirabilis, Enterobacter cloacae, Pseudomonas aeruginosa).

ITaTorenes

B HeoHATAJIbHOM ITEpUO/Ie HE3PEIOCTH U IIPOLIECC TOCIIEPOIOBOI
aJlalTany PECIIUPATOPHOH, CEP/IEUHO-COCYIUCTON U UMMYHHOM
CHUCTEM Y IOHOIIEHHBIX 1 0COOEHHO y HEJIOHOIIIEHHBIX MJIa/IEHIIEB,
pasHoobpasHble MyTH UHGUITUPOBAHUSA ONPEEAIOT PA3IHIUA B
SIUJIEMUOJIOTHH, GAKTOPAX PUCKA, KIMHUYECKOM TEUEHUHU U, KaK
CJIE/ICTBUE, BOBMOIKHOCTAX JUATHOCTUKH U UCX0/IaX THEBMOHUU
[0 CPAaBHEHUIO C JIPYTUMU JETCKUMHU BO3PACTHBIMH TI'PYIIIaMH.
HoBoposkieHHbIe 60JIee UyBCTBUTEIBHBI K IIUPOKOMY KPYTy Ia-
TOTE€HOB, KOTOPbIE PEJIKO BBI3bIBAIOT OPAJKEHUE JIETKUX B IPYTOM
BO3pacTe, HAIPUMED, TAKUX Kak Listeria monocytogenes, rpu6osr
pona Candida, nuTomerasoBupyc. B oT/inure oT THEBMOHHU Y Jie-
Tel cTapIllero BO3pacTa, HeOHATAIbHASA ITHEBMOHHUS YaCTO COIIPO-
BOJK/IA€TCS TSAKETBIMH MATOJIOTHUYECKUMU H3MEHEHUSMHU CO CTOPO-
HBI IDYTUX OPTAHOB, UTO YCYTYOJIsET TSAKECTh TEUeHUs U IPOTHO3
3a6osieBaHUA. BBICOKYIO 4aCTOTy pa3BUTHS HEOHATAIBbHOM ITHEBMO-
HUH CBA3BIBAIOT C BBICOKOW BOCHIPHUUMYHUBOCTHIO HOBOPOK/IEHHBIX K
nHbEeKIUH, UHPUIPOBAHUEM MaTePU BO BpeMs 6EPEMEHHOCTH U
PO/IOB, a TAKKe TPYAHOCTAMHU MIPEJOTBPAILEHI HO30KOMUAIHHBIX
nHpernut B OPUT HOBOPOXKAEHHBIX U HEJOHOIIIEHHBIX.
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He3spesiocTh BPOK/IEHHOTO U IAIITUBHOTO UMMYHUTETA B 3TOM IIe-
PHO/IE *KUBHHU SIBJISETCS JIOMOJIHUTENIBHBIM (PAKTOPOM, CIIOCOOCTBYIO-
UM pa3BUTHIO HHGEKIIMOHHBIX IpolieccoB. HOBOPOK/IEHHBIE /I€TH,
0cO0OEHHO HeZIOHOIIIEHHbIE, UIMEIOT CPABHUTEIPHO HEOOJIBIIIYIO OITy-
s T-TuMGOIUTOB, aKTUBHOCTD KOTOPHIX CHIIKEHA M a/IallTHUB-
HbIE PeaKI[Uu B 3TOM Bo3pacre (OPMHUPYIOTCA MIPEUMYIIIECTBEHHO C
yuactieM T-XeJIrepoB 2-T0 THIIA, 00IaJaI0NUX (JIAa0bIM TPOTHBOUH-
(beKIMOHHBIM OTEHIIHAIOM. Y HOBOPOXK/EHHBIX HH(MEKIINH IIPOTe-
KaIoT Ha (pOHE HUBKOTO coJiepKaHusA (GaKTOPOB a/IAlITHBHOTO KJIETOY-
HOTO IMMYHHOTO OoTBeTa. MaJtblii 06beM MaTepUHCKHUX 1gG-aHTHTEN
1 c1abast ciocoOHOCTh COOCTBEHHBIX B-TMMOITUTOB CHHTE3UPOBATD
MMMYHOTJIOOYJIMHBI OTPAaHUYHMBAIOT BO3MOKHOCTH OpraHu3Ma K ad-
(pexTHBHOM pasuiKanuy Bo30yiuTenel nHdeknuii. OcobeHHO HU3Kas
KOHIIEHTpAIHs MaTepUHCKUX [gG-aHTHUTEI UMeeTCs Y HeZIOHOIIEHHBIX,
TaK KaK aKTUBHAA IIepeiava UX Yepes IUIAIEHTY POUCXONT JIUIII I10-
cJie 32 HeJesy recranyy. Kpome 3Toro y HOBOPOK/I€HHBIX OOHAPYKEHO
OTHOCHTEJIFHOE CHU)KEHE YHCJIa MaKpOoQaros, YTo B YCJIOBUAX HAPY-
IIeHUs MyKOIIMJIMAPHOTO KJIMPEHCa, HAITPUMeD, IIPU UCIIOJIb30BAHUH
PeCIMpaTOPHO# MOZJIEPIKKH, CIIOCOOCTBYET KOJIOHU3AIUH [TATOT€HHOMN
MUKPOOHOTOM JIbIXaTeIbHBIX ITyTe. /{11 HEOHATAIBHOTO MEPUO/Ia Xa-
PaKTepHO HapyIIeHHe PeKPYTMeHTa HEHTPO(DUIIOB U3 KOCTHOTO MO3Ta
Y XeMOTaKCHca HEUTPO(UIIOB B OUar BOCIIAJIEHUs], HU3KUH YPOBEHb
HECKOJIPKUX KOMIIOHEHTOB KOMILJIEMEHTA, UTO OTPAaHHYKBAET BO3MOK-
HOCTH UMMYHHOU cucTeMbI 3()(PEKTUBHO PearnpoBaTh Ha HHQPEKITUIO.

CylIiecTBEHHYIO POJIb B 3aIIUTE JIETKUX UTPAeT Cyp(aKTaHT, OKa3bI-
Basl CBOe IIPOTEKTHBHOE JIEHCTBHE ellle /10 00pa3oBaHus aHTHUTeN. Kak
MOJIEKYJIbI TIEPEKITIOUEHHS MEK/Y BPOXKAEHHBIM U IIPUOOPEeTEHHBIM
MMMYHUTETOM, cyp(daKkTaHT MOAYIUPYeT (PYHKIIMH aJIbBEOJISIPHBIX
Makpodaros u T-TuM@OIUTOB U BOBJIEUEH B IPOIECC HEUTpaIu3a-
IIUY BUPYCOB, TPUOOB, KJIETOK, IIOJIBEPTIINXCSA AlIONTO3y U HEKPO3Y.
Besiku cypdakTaHTa yIacTBYIOT B YHHUTOXKEHHUH [TaTOTEHOB IIyTeM
armIIOTUHAIAN U arperanyy, BJIUAIOT Ha 0CBOOOXK/IEHNE IIUTOKUHOB
006JIa/TAroIIUX TPOTHBOBOCIIAJIUTEIFHON aKTUBHOCTHIO U BKJIIOUEHBI B
PETYJIAIIIO BOCHIAIUTENIBHBIX TPOIecCOB. IIepBUYHBIHN JIeDUITUT CYyp-
(axTaHTa BCIIE/ICTBYE HEJTOHOIIEHHOCTH U BTOPDUYHBIH B PE3YJIbTATe
PaBJINYHBIX TATOJIOTHUECKHX COCTOSHUN B IIEPHHATATIBHOM IIEPHO/IE,
3HAYUTEJIHHO YXY/IIIAIOT TedyeHre HHQEKITMOHHBIX IIPOIECCOB B JIETKUX
Y HOBOPOXK/IeHHBIX. C ZIPYTO CTOPOHBI, JIerouHast HHMEKIUA HHAKTH-
BUPYeT Cyp(daKTaHT, IIOBPEXK/IAET AJIbBEOJIOIUTHI U HAPYIIIAET MOIOJI-
HeHHe Iys1a cypdaKTaHTa.

23



CymectByoT crieruduieckre pakTopbl pUcKa Pa3BUTHS Pa3INU-
HBIX BADUAHTOB THEBMOHUH Y HOBOPOXK/IEHHBIX. YUET U BBISBJIECHHE
JIAaHHBIX ()AaKTOPOB PUCKA YPE3BBIYANTHO BAXKHBI /711 IMATHOCTUKHU U
orpesiesieHus JieueOHbIX U MPOIIAKTUYIECKUX CTPATETUH ITPH [THEB-
MOHUH Y HOBOPOJK/IEHHBIX JIETEH, TaK KaK ATHOJIOTH THEBMOHUH Y
HOBOPOJK/IEHHBIX Pa3JINYaeTcs B 3aBUCHMOCTH OT BO3pacTa /1e6oTa
3a00J1eBaHUs, YCJIOBUY BOSHUKHOBEHUA U IyTeH Hepe/iaurl HH(PEKIIH
(tab. 2.2). Bmecre ¢ TeMm, oTcyTcTBHE (DAKTOPOB PHCKA HE UCKITIOYAET
JINarHO3 THEBMOHUU. Bposk/leHHasA WX PAHHASA THEBMOHUSA MOKET
BO3HUKHYTb U3-32 MOIAIAHUS] MUKPOOPTAaHU3MOB B JIETKUE U3 UHU-
[POBAHHOM OKOJIOIUIO/THOM JKHJTKOCTH WJIU TPAHCIUIAIIEHTAPHO.

Kostonuzanus Biaranuina matepu Streptococcus agalactiae (rpyr-
bl B) siBjIsieTcs KIII0UeBBbIM (PAKTOPOM pHCKAa PAHHETO Pa3BUTHA
cericrca, KOTOPBIH YacTo COMPOBOXK/IAETCs THEBMOHUEH Y JIOHOIIIEH-
HBIX HOBOPOJK/IEHHBIX. /[aHHBINA BO3OY/IUTENb BHI3BIBAET 0 60-70%
BPOJK/IEHHBIX MHTPAHATAIBHBIX THEBMOHUI; 3a00JIeBaHEe OOBIYHO
KJIMHUYECKH TIPOSIBJIAETCS B IIEPBBIE CYTKU KU3HU KaK CENTUIEMUS
y 1/3 JieTel, THEBMOHUSA B COYETAHUHU C MEHUHTUTOM — Y 1/3 U KaK
HapacTallas 1o TAKeCTH THEBMOHUS — TaKXke y 1/3 feteil. [lpu
OTCYTCTBUH CBOEBPEMEHHOTO 3THOTPOIIHOTO JieueHUs HHQEKIHUA
COIIPOBO’K/IA€TCS BHICOKOH JIETAIBHOCTHIO. Takas »Ke IPOrpeccusi OT
KOJIOHM3AIINH CJIU3UCTOH 0O0JI0UKY JBIXaTEIbHBIX ITyTEH BO BpEM
PO/IOB BCJIE/ICTBUE HAXOXK/IEHUS IATOT€HA B POJIOBBIX IMYTHAX JI0 Pa3-
BUTHS paHHeH mHeBMOHUY XapaktepHa /it Escherichia coli (tumny-
HO /17151 HeZloHOIeHHbIX fereii), Chlamydia trachomatis.

OCHOBHBIM 3H/IOT€HHBIM HCTOYHUKOM MHKDPOOPIaHU3MOB, IIPU-
BO/IAIIMX K THEBMOHHUU C TIO3/THUM HA4YaJjiOM, SIBJISETCS CIHM3UCTAs
000JIOYKA TTOJIOCTH HOCA U POTOTJIOTKH. BBICOKUI PHUCK TPOHUKHO-
BeHM: UH(GUIIMPOBAHHBIX CEKPETOB B HIKHUE JIbIXaTeIbHbIE IIYTH
MMEIOT UHTYOUPOBAaHHbIE HOBOPOXK/IEHHbIE U HAXOJIAIIMECS B COCTO-
saHUU cefanyn. Facrpossodareansubiii pedimoke (I'DP) u acriupanys
KOHTAaMUHHUPOBAHHBIX CEKPETOB JKEJTy/IKa IIPEZICTaBIIAeT cOO0M erre
OJTUH IIyTh Pa3BUTHA JIETOYHOH nHbeknuu. [103/1Hss1 BHEOOIbHIUUHAS
[THEBMOHUS Y HOBOPOK/IEHHBIX 0OBIUHO CBA3aHA C THPUITUPOBAaHHUEM
PeCIupaTOPHBIMU BUPYCAMH, ITUPKYJIUPYIOIIMMH B MOIYJISAIIH B 3TOT
niepuoy BpeMeHu. C BUpycaMu CBA3BIBAIOT /10 80% cityyaeB BHEOOIIb-
HUYHBIX THEBMOHUH Y JIeTell IIEPBBIX JIBYX JIET KU3HH, O/THAKO B BTHX
CJIyJasx paBUIbHee TOBOPUTD 00 OCTPOM OPOHXHOJIUTE, TPYHO OTJIU-
YHUMBIM OT ITHEBMOHUU. BMecTe ¢ TeM, BOBMOXKHO U HO30KOMUAJILHOE
WHQUIMPOBaHNE PECIIMPATOPHBIMU BUPYCaMH, HAIIPUMED, PECIIApa-
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TOPHO-CUHIUTHAIBHBIM BUpycoM (PCB). Takum o6pa3om, THEBMOHUSA
V HOBOPOJKJIEHHBIX SIBJISI€TCS TeTepOTeHHBIM 3a001eBaHIEeM, IIpeTep-
[IeBIIUM IaTOMOP(}O03 B CBA3U C U3MEHEHNEM KOHTUHTEHTA OOJIBbHBIX
I10 MePe COBEPIIEHCTBOBAHUS [TEPUHATATIBHON MeIUIINHBL. YUeT Bpe-
MeHHU U YCJIOBUH BOBHUKHOBEHUSA 3a00s1eBaHNA, er0 (aKTOPOB pUCKA
[I03BOJISIET C/leJIaTh OIIpeZieIeHHbIe IIPEIIONI0KEHNS 00 STHOIOTHH,
TepaneBTUYeCKUX U NPOpUIaKTUUYEeCKUX CTpaTerusax.

ITaTromopdgosiorusa

Mopdosorusi IHEBMOHUU OIIpeiesisieTcs: Bo30yiuTesieM, UMMYH-
HBIM CTaTyCOM OpPTaHU3Ma, MOP(OJIOTHUECKUMU 0CODEHHOCTIMU
BOCITAJINTEIPHON PEAKIUU U 00BEMOM MTOPAKEHU JIETOYHOH TKaHU.
XapakTep CTPYKTYpPHBIX U3MeHEHUH, BHIABIAEMBIX Y HOBOPOXKEHHO-
r'0 WIH IUI0Ja IPU Pa3HbIX NUHPEKIUAX, IPUHIUIINAIBHO He OT/INYa-
eTcs OT TeX, KOTOpble BO3HUKAIOT B OoJiee cTapIeM Bospacre. IIpu
MaKpPOCKOIIMYECKOM HCCJIeJOBAHUU I1aTOJIOTHYeCKue U3MeHeHHU:A B
BUJIe YBeJINUEHNUs IVIOTHOCTH U CHIDKEHUS BO3ZYIIHOCTH JIETOYHOH
TKaHU JIOKATU3YIOTCS B 00JIaCTH OT/IeJIBHBIX JI0JIeN UIN CerMEHTOB
WJIM PACIIPOCTPAHAIOTCSA Ha Iiesioe Jerkoe. HabiroaeTces MOJIHOKPO-
BHe KallUJIJIAPOB, IOBPeK/IeHNe dH0TeINA, YTO IPUBOAUT K I1OBbI-
IIIEHUIO0 IPOHUIIAEMOCTH COCYAUCTON CTEHKH, OBICTPOMY HAKOIIJIEHUIO
SPUTPOLUTOB, HEUTPOPUIIOB, pUOPHUHA B anbBeosaxX. 'MaTnHOBbIE
MeMOpaHbI, TO0OHBIE TeM, KOTOPBIe HAOJIIOAAI0TCA IIPU IIEPBUYHOM
Jedunute cypdakranTa y HefjoHomeHHBIX 1pu P/ICH, xapakTepHbl
JI71 CTPENTOKOKKOBOH, THEBMOKOKKOBOH U reMOMUIbHOM ITHEBMO-
Huu. Ha paHHUX cpoKax HH(EKITNH THaTNHOBbIe MeMOpaHbI coZiepKaT
6axTepun. AbGcreccsl, SMIIMieMa IJIEBPBI, THEBMATOIEJIE PeAKO 00Ha-
PYKUBAIOTCA NIPU PaHHEN THEBMOHUY HOBOPO3KJEHHBIX U CBSA3AHBI C
nHpeKIuel, BbI3BaHHOH Streptococcus pneumoniae, Escherichia coli
u Haemophilus ifluenzae. Yactuisl MekoHMS WK TEPBOPOTHOM CMa3-
KU MOTYT OOHApY>KUBAThCSA B ITepUdePUIECKHX JIbIXaTeIbHbIX My TAX.
IIpusHaku cuHApPOMA yTeUKHU BO3/yXa, SM(PHU3eMaTO3HOI0 B3/lyTuUs, OT-
CJIONKA SIIUTEIINS ABIXaTeTbHBIX IIyTel BEPOATHO CBA3aHHBI BOJIOMO-
1 6apoTpaBMOH M TOKCUYECKUM JIeHICTBHEM KHCJIOPOZA B pe3yJsbTaTe
WBJL. /1711 THCTOJIOTHYECKOU KAPTHUHBI CTPENTOKOKKOBOH THEBMOHU U
XapaKTepHO HaJm4yue HEKPO30B TKAaHU CO CTPENTOKOKKAMU II0 Iepu-
(epun, popMupoBaHUe THATMHOBBIX MeMOpaH, HEKPO3bI B OPOHXAX
u 6ponxuosax. IIpu xaaMuauiiHONH MHOGEKIIUN opaskeHrue HOCUT
yalre 04aroBbIi XapakTep, B aJibBeosIaX 0OHAPYKUBAETCS CEPO3HBIH
1 GUOPUHO3HBIHM BKCCYZAT ¢ IPUMeChi0 MOHOIIUTOB, MaKpodaros,
JleCKBaMUPOBAHHBIX aJIbBE0JIONUTOB, UHOUIbTPALUA MeXK0JIeBbIX
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Tab6auna 2.2
DakTOPHI PUCKA Pa3BUTUSA THEBMOHHI Y HOBOPO:KAEHHBIX
[Boitmora E.B., u ap., 2019; Bpaiiaur K.A., Kyaman-Korrpuia /:k.A., 2021]

Bapuant DakTOpHI pUCKA

ITHEBMOHUHU

Bpoxxnennas Ocrpas undekIus y matepu (Harpumep,
ITHEBMOHUS [UTOMETaIOBUPYCHAS)

Vnorpeb6iieHne ChIporo Msica MaTepblO UM KOHTAKT

¢ bexansAMU KOIIKH BO BpeMsi 6epPeMEHHOCTH
(Toxoplasma gondii)

Poyipl uepes ecTecTBEHHbIE PO/IOBBIE IIYTH

MIPU HAJIMYUU IEPBUYHON MaTEPUHCKON UH(EKIHH,
BBI3BAHHOU BHPYCOM ITPOCTOTO TepIieca 1-ro Win

2-r0 THMa (BUPyC IIPOCTOTO repIieca)
CepoHeraTuBHbIE MaTePH, Y KOTOPHIX Pa3BUBAETCS
TiepBUYHAs NHEKIHS BO BpeMs GepeMeHHOCTH
(uuTOMerasIoBUpyC)

BUY-undexus y matepu, yrorpebaeHne mpoLyKToB,
He IPOIIEIINX IOCTATOYHON TepMHUUYecKoi 00paborku (Listeria

monocytogenes)
Pannsa IIpexneBpeMeHHbIe PO/bI (MeHee 37 Helelb
BPOK/IEHHAS recTamnym)
[THEBMOHUA Huskas Macca Tesia Ipu pOKIeHUH,

HeloHOoIeHHOCTh, P/ICH

MyzkcKol o1 pebeHKa

Kostonusanus natoreHoM (Harpumep,
CTPENTOKKOKOM I'PYTIIEI B)

ITpeXx/ieBpeMeHHbIH Pa3phIB IUIOHBIX 000JI0UEK,
JUTUTEJIbHBIN Oe3BOHBIIN ITPOMEKYTOK

(6osee 18 wacos)

TayakTo3eMus (IOBBIIIEHHAS BOCHIPUUMYUBOCTD
K UHQEKINAM, BBI3BAHHBIM

rpaMoTpULaTesIbHOHN (Ps1opoit)

XOpUOaMHUOHUT

TpaH3uTOpHAsA aCUMIITOMaTHUYecKas OaKTeprHeMus
y 6epeMeHHOH (HarpuMep, IpU YUCTKE 3y00B,
nedexanun)

Acrupanyis MEKOHUSA, KPOBU,

OKOJIOIJIOZIHBIX BO

Huskuii conraabHO-3KOHOMUYECKUI

CTaTyc poauTesen

Xupyprudeckoe JedeHue IJ10/1a, HHBa3UBHbIE
IIPOLIE/LYPhI IPH OepeMeHHOCTH

Hapymienus TokOrpaMMBI 110712

(XpoHHMUECKas BHYTPUYTPOOHAS TUIIOKCHS I1JI0/1a)
Octpas uHdeKIua y Matepu

Yacrble BaruHAJIbHbIE HCCIIEI0BAHUA

JKEHIIIHBI B POJIax

26



Bapuast
ITHEeBMOHUU

DaKkTOpHI PUCKA

BuebosibHIYHAS

MyKCKOH 11O

HepnoHomenHocTs ¥ Masias (MeHee 2500 rpaMm)

Macca TeJia IpU POXKIeHUN

DeTasbHBIN AJIKOTOJIBHBIN CUH/IPOM, CHHAPOM JlayHa
Acrmpanus mekonus u VIBJI B anamuese

Huskuii conuaabHO-5KOHOMUYECKUH YPOBEHD )KU3HU
Henocratounast 00pa30BaHHOCTH JIHII, YXa:KUBAOIINX 32 pebeH-
KOM

CKy4eHHOCTb (CTeCHEHHBIE YCIIOBUS IIPOIKUBAHIA)

Hasin4ue B ceMbe cTaplIMx OpaTheB U cecrep

ITaccuBHOE KypeHue U 3arpsi3HEHHEe OKPY’KaIoIel Cpe/ibl
Tsoxesble BpOXKIEHHBIE WIN IPUOOpPETEeHHbIE HEBPOJIOTHUYECKUE
3a60J1eBaHMs

ITpuBbIYHAA acUpanus MUIN

BposkeHHbBIE IOPOKHU CEP/ILIA C 3ACTONHOU CepIeTHON HeJTOCTa-
TOYHOCTBIO U/ VJIN JIETOYHOU THIIEPTEH3UEN

AHOMAaJINH PA3BUTHS JbIXaTEIbHBIX IyTeN

VHdexnuoHHoe 3a00J1eBaHUe y MAaTEPU, YWIEHOB CEMbH, JIUII,
VXQKUBAIOIIUX 32 PEOEHKOM

BposxzeHHbIe WK IPUOOpETeHHbIe UMMYHOZEeDUITUTHI
OrtcyrerBue crierupUIecKuX aHTUTeIT y MaTepy

OrcyTcTBUE IPYHOTO BCKAPMJIMBAHUSA

TocniuranbHas
TTHEBMOHUS,

B TOM YHUCJIE
BEHTWIATOP-
acCOIIMMPOBAH-
Has

HenoHomeHHOCTS U HU3Kast (MeHee 1500 rpaMM) Macca TeJia Ipu
poxxnenuun, PIIC

Tenernyeckrie 3a601€BaHUs

WuTybanus Tpaxeu, ceJjaliiis B IEPHO/ HHTYOAIUH,

nnuresbHast VUBJT

IMocsteorniepaiiOHHBIHN IEPUO]

Tpancnopruposka BHe OPUT

ITpenecTBylomuii BbiceB HHGEKIIMOHHOTO areHTa U3 KPOBU
Hu3zkoe COOTHOIIIEHHE Me/ICeCTPa,/ TIAIIEHT B OT/IETIEHHH
HepnocraTtounas GribTpanys Bo3ayxa

CKy4eHHOCTb H TIEPEYILUIOTHEHHE [TaaT

Yacrasi caHanusi AbIXaTeIbHBIX IyTeil (6osiee 8 pa3 B 1€Hb)
HeaziekBaTHasi rurveHa pyk MeTUIIMHCKOTO [IEPCOHAIA
JlmuTenbHAas TOCHUTAIN3AITUSA

ITpeiecTByOmas aHTHOAKTEPHAIbHAS TePAIIUsl, HepallnOHAIb-
HOE UCII0JIb30BAHNE AaHTUONOTHUKOB, CUCTEMHBIE CTEPOU/IBI [T
npodmiaktuxu BJIJ]

MHOKeCTBEeHHbIE HHBA3UBHBIE IIPOIIE/LYPbI, TapEHTEPATIbHOE
MUTaHUE

JHedexTpl caHOOPAOOTKHI BEHTUIISITOPOB, YBJIAXKHUTEIEN 1 oborpe-
BaTeJIell BO3/IyIITHO-KUCIOPOTHOHM CMeCH, a3P030JIbHBIX YCTAHOBOK
3aMeHa IbIXaTeJIbHOTO KOHTYPA KasK/Ible 2 CYyTOK II0 CPABHEHHMIO €
3aMEHOH KaK/Ible 7 CyTOK

ITonoxxeHue Ha civHe

VHrasisnus KOHTaMHUHHAPOBAHHOTO PacTBOpa

Hepnocrartounoe nutaHue, OTCYTCTBHE IPY/THOTO BCKAPMIIHMBAHUSA
HazoracrpayibHbIN 30H]
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[IePEeropo/I0K MOHOITUTAMU U HeHTpodriamMu. AZleHOBUPYCHAS ITHEB-
MOHUS XapaKTEPU3YeTCs SKCCY/IAaTOM B aJIbBe0JIax B BH/Ie KOMOYKOB
U XJIOTIbEB, COJZIePKAIIUX Makpodaru u auMonuTsl. [ITHeBMOHUA,
BhI3BaHHAsA PCB, xapakrepusyercsa o0pa3oBaHUEM I'MTAHTCKUX MHO-
TOs/IEPHBIX KJIETOK U CUHIIUTHUA U HAUMHAETCs C TopaXkeHUus1 OpoH-
XHOJI 1 OPOHXOB, B MeXKIbBEOJIIPHBIX ITIepEeropofKax 0OHaPYKIBa-
10TcA TUMGOUHbIE HHQUIBTPATHI C IeCTPYKIIMEH CTEeHOK aJbBeOo.
ITpu ruTOMeEraoBUPYCHON THEBMOHUY, KOTOpPasi OOBIYHO SBJISETCSA
[IPOABJIEHNEM T'eHepaIu30BaHHOU NHQEKINH, BUPYC PA3MHOMKAETCS
B SNIUTEINATIBHBIX KJIETKAX, IPYU 3TOM B OPOHXUOJIAX U aJIbBE0JIAX I10-
SIBJISIIOTCS TUTAHTCKYE KJIETKH, I/Ipa KOTOPBIX HATIOMUHAIOT COBUHBIH
IJ1a3, OHU MTOABJIAIOTCS Yepes 2 MecsAIa 10cjie BOSHUKHOBEHUA HHGEK-
[I1Y; TOpaKaeTcss UHTEPCTULINM 0 TUILY aJIbBEOJINTA C TUM(OTHUCTO-
IUTApHON MHOUIbTpaIell u ymMepeHHBIM propo3oM. [Topaskenue
JIETKUX IIPU TepIIeTHYecKON NHQPEKITNN XapaKTepU3yeTcss 04aroBbl-
MU U3MEHEHUsSMU B BUJIe BBIIIOTA CEPO3HOM JKUKOCTH B IIPOCBETE
aJIbBeOJI, CKOIIJIEHNSI MOHOHYKJIEAPOB U CJIYIIEHHBIX AThBE0JIOIIUTOB
€ TUTAHTOKJIETOYHBIM MeTadopd030M, YIACTKOB CIAIEHUSA aIbBEOJI,
HEeKp03a JIETOYHOU TKaHU. {1 BpOXK/IEHHOTO JINCTEPU03a XapaKTEPHO
pa3BUTHE B JIETOUHOHN TKAHU 0YaTOBBIX I'PaHyJIeM; IOPayKeHUe JIETKUX,
KaK U IPH JAPYTUX BPOXKJEHHBIX NHPEKIUAX, OOBITHO COUeTaAeTCs C
IopakeHNeM KOKHU, IIeUYeH! U JPYTUX BHYTPEHHUX OPTaHOB.

JlnarHocruka

Kimmanueckasa kapTuHa U pu3nKaJIbHOE HCCIeT0BaHIE

KyimHudyeckue CUMIITOMBI THEBMOHUU Y HOBOPOXK/IEHHBIX He-
crenuduyHbl. ITo cpaBHEHUIO ¢ IeTbMU 60JIee CTapIIero Bo3pacra
Y HOBOPO’K/IEeHHBIX MeHbIIIe IIPU3HAKOB JIETOYHOH HHGeKITNH, 3a60-
JIeBaHUE YacTO MaHU(ECTUPYET KaK CUCTEMHOE YXY/IIIEHUE COCTO-
sAHuA. O6Iue CUMITOMBI HEOHATATbHOU THEBMOHUY BKJIIOUAIOT B
ce0s TIOBBIIIIEHHYIO (CBBIIIE 12%) MEPBOHAYATBHYIO YOBLIIb MacChl
TeJia, YIJION[eHUEe KPUBOHM Macchl Tesa, TUXopaaky (30-56%) wiu
runorepmuio (15%), ciraboe cocanue 1 0TKa3 oT rpyau (30-50%),
nuapemo (10-15%). Ilepcuctupyromas Iuxopazka — HexapakTepHBIN
IIpU3HaK, 0OTHAKO COOOIIANIOCh, YTO IIPU BUPYCHON THEBMOHUHY OHA
umeeT MecTo. Takke 0TMeUaoTCA BAJIOCTb, MBIII€UHASA TUIIOTOHUS,
HapyIIeHus TeMOINHAMUKHY, CEPBIN IIBET KOXKH, JKeJITyXa, FeMop-
paruyeckue NposBIeHUusA. BpoxkaeHnHas MHEBMOHUSA 0e3 JieueHUs
00BIYHO MporpeccupyeT u yacto ocaoxkusaeTcs [IJIT'H ¢ cooTBeTcTBY-
IOIUMU KJIWNHUKO-UHCTPYMEHTAbHBIMU NIPOSABIEHUSAMHE, BKIOYAs
kapauoMeranuio. [Ipu Bpo:k/ieHHON MTHEBMOHUU BCJIEICTBUE BHY-
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TpUYTPOOHOU MHDEKITUH C TTOCTEAYIONIEH acupanueid OKOJIOTLIO -
HBIX BOJI HOMHMO IIEPEYHCIIEHHBIX BBIIIE KIMHUYECKUX IPU3HAKOB
yacTo HabmonaoTes cuMmnToMbl nopaxkenusa [THC BeiencTBue me-
peHeceHHOH achukcuu.

PecnimpaTopHble CHMIITOMBI BKJIIOUAIOT almHO3 (Y 8-10% HeZoHO-
IIEHHBIX U 30-40% MOHOIIEHHBIX JeTell), TaxuIHo? (boJiee 60 JIbI-
XaHUU B MUHYTY B [IOKOE), BBIABIIAEMOE Y 60-89% MJIafIeHIIeB, BTS-
’KeHUd (peTpaKIMK) YCTYITYUBBIX MECT TPYAHON KJIETKU — Y 36—91%
MAI[MEHTOB, KallleJIb, KOTOPBIM OTMEYAeTCs ¢ YacTOTOH 30—84%, 1u-
aHO3 UMEET MeCTO y 12-40% GOIbHBIX. [IJ11 XJIaMUITUHHON ITHEBMO-
HHUU XapaKTepeH MapOKCU3MaJIbHBIA KOKIIONIEN0100HBIH (03 pe-
MIPU3) KallleJIb THUIIA CTAKaTTO (OT My3bIKaJIBHOTO TEPMUHA staccato,
UTaJI. — OTPBIBUCTO). IIpH TsAKeJI0¥ IbIXaTeIbHOH HEIOCTATOYHOCTH
MOKHO 3aMEeTHUTh Pa3/[yBaHHE KPbLIbEB HOCA, & TAKIKE PUTMUIHBIE
JIBUKEHVA TOJIOBBI B TAKT IbIXaHUIO (cuMnToM B.®. 3HaMeHCKOTrO0),
YTO CBSI3aHO C YTOMJIEHUEM JIbIXaTeJIbHON MYyCKYJIaTypPhI U BKJIIOUE-
HUEM B aKT JIBIXaHUS IPYAUHO-KIIOYNYHO-COCIIEBU/THON MBIIIIIBI.
OTex JIETKHX C IOBBIIIEHUEM ITPOHUIIAEMOCTH JIETOYHBIX COCY/IOB
MIPUBOJIUT K MOSABJIEHUIO B OTEYHOU JKHU/IKOCTH JIbIXaTeJIbHBIX IyTeH
HOBOPOJK/IEHHBIX 0€JIKa, YTO KIIMHUYECKHU ITPOSABIIAETCSA IEHUCTHIM
oT/ieIsieMbIM 13 Hoca u pra (cumntoM D.M. Kpagen). Y uactu feteit
ZIbIXaTeIbHas HeJJOCTATOYHOCTh PA3BUBAETCA B IIEPBbIE MUHYTHI MU
Yyacel JKU3HU, YTO TPeOyeT paHHEro Havyasla MHTEHCUBHOU pecuupa-
TOPHOU TepaTuu.

BpoHXuanbHBI CEKPET MOMKET HOCHUTb CIU3UCTBIH, CIU3U-
CTO-THOWHBIA UM THOWUHBIN XapaKTep, YBEJIMUEHNE KOJTUUECTBA
CeKpeTa WM U3MEHEHVE ero Ha THOMHBIA — BaXKHBIH JUAarHOCTUYE-
CKUI IPU3HAK Pa3BUTHA THEBMOHUYU Y HOBOPOXK/IEHHBIX, UTO JIETKO
3aMEeTHUTh Y UHTYOUPOBAHHBIX IeT€l. AYCKyJIbTaTUBHBIE CHMIITOMBI
Pa3HooOpa3HbI U BKJIYAIOT 0C/IabJIEHHOE WU JKECTKOE JIbIXaHUE,
JIOKQJIN30BaHHbIE Win TG y3HbIE BIKHBIE XPUIIBI HJIU KPEUTA-
1u. YacroTa BeISABIEHUS XPUIIOB KosiebeTces ot 15 710 85%. MoryT
BBICJIYIINBATHCSA IPU3HAKH OPOHXHATBHOM OOCTPYKIIUY — Y/IJIMHE-
HUE€ BBIJI0XA U CyXU€ CBUCTSAIIME XPUIIBI, IPUIUHOHN STOTO SABJISAETCA
0OCTPYKIIUSA ABIXaTEJIbHBIX MyTel 6aKTepHUaJTbHBIMU U BOCIAJIH-
TeJIBHBIMU MPOJYKTaMU, OPOHXOCIA3M I10JT IECTBUEM BOCIIAIH-
TeJIbHBIX MeINaTOPOB. [Ipu epKyccHu ompe/iesisieTcs YKOpOUeHHe
IIEPKYTOPHOTO 3ByKa HaJl IPOEKIMel HHPUIbTPALIHHU B JIETKUX.
IIpu 5TOM NPUTYIJIEHHE IEPKYTOPHOTO 3ByKa 0OHAPYKUBAIHU 40%
JIOHOIIIEHHBIX HOBOPOXK/IEHHBIX JIETeH ¢ THEBMOHUEN. IlepKyccuio
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He PeKOMeH/IyeTcsl IPOBOIUTD y JleTel B TAMKEeJIOM COCTOSHUU U Y
HeJIOHOLIeHHBIX MJIaJIeHIIeB, TaK 3Ta Ipolielypa MOKeT 3Ha4UTe Ib-
HO YXYAIIUTb COCTOSIHUE pebeHKa, IPUBO/IS K MHTPAKPaHUAJIBHBIM
KPOBOOU3JIUAHUAM.

OG30pHasi peHTreHorpa@usa OPraHoB IPYTHOM KJIETKHU

JlnarHo3 HeOHATaJIbHOU MHEBMOHUU — KJIMHUKO-PEHTTeHOJIO-
rudeckuil. VIsMeHeHNs Ha 0030PHBIX PEHTIreHOIPAMMaxX Y JaHHBIX
MMaleHTOB BapbUPYIOT U BKJIIOYAIOT PETUKYJIOTPAHYJISPHBIE U/
WJIN 04YaroBble HHOUIBTPATHI, IBYCTOPOHHNE JINHENHbIE 3aTeHe-
HuA uinu gudPysHoe CHUKeHHe THeBMaTUu3al Uy JIeTrKHUX, MOKeT
BBIABJIATHCA KOMIIEHCATOPHAsA IOBBIIIEHHAA BO3AYIIHOCTD B 30-
HaX, CBOOOJTHBIX OT MTHEBMOHUYECKOU HHPUIbTPAluU. PeHTreHo-
JIOTHYecKasa KapTHUHA IIPU HEOHATAJIbHOU THEBMOHUU IIPAKTUIe-
CK{ HEOTJIUYMMa OT PeHTIe€HOJIOTHUYEeCKUX U3MeHeHUH, KOTOpble
HaO6JTI0ZAI0TCSA IPU APYTUX PECIIUPATOPHBIX 3a00JI€EBAaHUAX HOBO-
POKIEHHBIX, IIpek/e Bcero, mpu PJICH (puc. 2). Bmecre ¢ Tem,
ompejieJieHHble PEHTTeHOJIOTHYecKHUe IPU3HaKu MOTYyT IOMOYb B
JIMAaTHOCTHKE PA3JINYHBIX BADUAHTOB HEOHATAJIbHOU ITHEBMOHUH,
a Taxske IIpu npoBeaeHnu guddepeHnuaabHoro guarsosa. C yue-
TOM TeUeHUsI IIOCTHATAJIIbHOHN KapANOpeCIUPATOPHOU alanTallui,
oTpakarwllelicsa 1 Ha peHTTeHOrpaMMax OpraHOB I'PY/IHOH KJIETKH,
BPOXKJleHHas THEeBMOHUSA JOJI)KHA UCKJII0YAThCA IIPU NOABJIEHUHU
HOBBIX HHOUITPATUBHBIX 3aTeHEHNH NN [IPU COXPAaHEHUU PEHT-
TeHOJIOTUYECKUX U3MeHEeHUH B TeueHHe 48 JacoB Iocje poxK/e-
HuA. 'oMoreHHOe 3aTeHeHUe JIETOYHON TKaHU WJIN U3MeHEHU 110
THITy «MaTOBOT'O CT€KJIa» OOBIYHO BBIABJIAIOTCA IPU ITHEBMOHUH
BCJIE/ICTBHE FeMaTOreHHOTO 3apakeHus. IIpu aTom Ha GoHe yIIo0T-
HEHU JIETOUYHOH TKaHU MOTYT OBITh BUJMMBI IPOCBETHI OPOHXOB
(cUMIITOM «BO3yIIHONW OPOHXOTPAMMBI» ), YTO TUITNYHO Jiy1s1 P/IC
HeZJOHOIIIeHHBIX HOBOPOXK/IeHHBIX. BO3MOXKHBIMU PEHTTeHOJIOIU-
YeCKHMU IPHU3HAKaMHU B [10JIb3Y BPOXKJIEHHON ITHEBMOHUY y HEJI0-
HOIIIeHHBIX JleTel, 1o cpaBHeHUIo ¢ P/ICH, MoTyT OBITH OSIBIIEHNE
KPYIIHO- U MeJIKOOUYaroBbIX TeHell Ha ¢oHe rpyboil ceTyaToCTH
JIETOYHOT'0 PUCYHKA, CI'YILlleHHe JIeTOYHOI'O0 PUCYHKA B IPUKOPHe-
BBIX 30HAX, YMEPEHHOE MTOBHIIIIEHNE BO3IYIIHOCTH OPOHXOTPAMMEBI,
3HaueHUe KapJu0oTOpPaKaJIbHOr'O HHJleKca MeHee 0,5 B Bo3pacTe 72
vacoB ku3Hu. [Ipu P/ICH Jjierkue BHITJIAZIAT YMEHbIIEHHBIMU B
pasMepax, B TO BpeMs KakK IIpU IHEBMOHHUHU MOXKeT OIIpeZesIAThCA
MIOBBIIIEHNE BO3AYIIHOCTY 30H JIETOYHON TKaHU, yUACTBYIOIIUX B
razoo0OMeHe.
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PucyHOK 2. PeHTreHOrpaMMbI OPTaHOB I'PY/THOM KJIETKH HOBOPOK/IE€HHBIX
Cc MHEBMOHUeEM, BhI3BaHHOH Streptococcus agalactiae

A. PeHTreHOIOTHYECKAs KAPTHUHA, TPYAHO ominyumast oT P/ICH (omucanue B TekcTe)
B. loneBas mHeBMOHUSA: HHOUWIBTPALNSA B BEPXHUX OT/IEJIaX IIPABOTO JIETKOTO

HeonuHoponuble HHOUIBTPATHBHBIE 3aTeHEHU 10 epUdepUH,
yaire HabJII0Ialolyecs B IPABOM JIETKOM, IIPEUMYIIECTBEHHO B
BEPXHHUX OT/EJIAX, — PE3YJIbTAT aCIUPALMU COAEPIKUMOTO POTO-
[JIOTKH WK JKenyaka. CoueTaHue TeHepaJTN30BaHHOMN TUIIEPUH-
dnsanuy (B37yTHA JIETOYHOM TKAHHU) C 0YarOBBIMH WH(GUIBTPATUB-
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HBIMU U3MEHEHUAMH IPeAIoIaraeT MHEBMOHHUIO C OOCTPYKIHEH
JIbIXaTeJIbHBIX IyTel BOCHATUTETbHBIM IETPUTOM, OTHAKO B CIIyYae
ucrob3oBanus VBJI Takasg peHTT€HOJIOTUYECKAsA KAPTUHA MOXKET
OBITH CBSI3aHA CO B3/[yTHEM, IPUYUHON KOTOPOTO SBJISIETCS BBI-
COKOE€ JIaBJIEHHE B JIbIXaTeJIbHBIX MyTAX. Hajnune mHeBMATOIIEIE
niu abcriecca, a TaKKe MPUCYTCTBYE IIJIEBPAJIBHOTO BBIIIOTA MIPEJ-
[10JIaTaI0T MTHEBMOHUUYECKUH MPOIIECC B JIETKOM OaKTepHaIbHOMN
3THOJI0THH. JIOOapHbIE WJIM CETMEHTaPHbIE PEHTIEHOJIOTHYECKIE
3aTEeHEHUs PeJIKO HAOJIOAIOTCSA IPU THEBMOHUY Y HOBOPOJXK/IeH-
HBIX ¥ IPU OTCYTCTBUU XapaKTePHOH IUHAMUKYU U3MEeHEHU MOTYT
OBITH 00YCJIOBJIEHBI AJIbTEPHATUBHBIMYU IPUYUHAMHY, HAIIPUMED,
JIETOYHOU ceKBecTpanuei. Ba’KHO OIlEeHUTh IUHAMUKY PEHTTE€HO-
JIOTUYECKOH KapTUHBI, HanpuMep, 1pu TTH peHTreHoI0THUECKUE
CUMIITOMBI OBICTPO Pa3pelianTcs, B OTJIMYHE OT MTHEBMOHUU. Ha
(oHe ayiekBaTHOM aHTUOMOTUKOTEPAINY ITHEBMOHUS Pa3peIIaeTCs
KJIMHUYECKU, YTO Oy/IeT BHIPAXKATHCS B IIOCTENIEHHOM CMATYEHUH
[apaMeTpPOB U NMPEKpPAIeHUH PECITUPATOPHOU TEPAINU, U PEHTTe-
Hosioru4yecku. Heo6X0AMMO MIOMHUTb, UTO PEHTTEHOJIOTHYECKOE
BBI3/IOPOBJIEHUE BCET/IA OTCTAET OT KJIWHUYecKoro. HecmoTps Ha
MIOIIBITKY KUCIIOJIBb30BATh OT/EJIbHBbIE PEHTIE€HOJIOTHYECKUE TIPU-
3HAKU ITHEBMOHUY JIJIS OIIPEZIeJIEHUs STUOJIOTUH 3a00IeBaHUs, B
1[eJIOM UATHOCTHYECKast UHPOPMATHUBHOCTD 3TUX IPU3HAKOB HU3-
Ka. VICKIII0oueHreM MOJKeT ObITh THEBMOIMCTHAS THEBMOHUS, JJIs
KOTOPOU TUITUYHBI PACIIPOCTPAaHEHHBIE OUaTrOBbIe TEHU PA3HOU Be-
JIMYWHBI ¥ IVIOTHOCTH, YepeayoInnecs ¢ OyJUIe3HbIMHU B3AYyTHAMUI
(kapTHHa, HAIIOMUHAIOIIAS XJIOIbS MAJAI0IIEero CHETa WJIM BaThl
kak npu ocrpoM PJIC), pe3koe CHUKeHHE THEBMATH3AI[UH, UMHU-
THDYIOIlee HU3KOe KaUueCTBO CHUMKA, THEBMOMETHUACTUHYM HJIU
ITHEBMOTOPAKC B Pe3YJIbTaTe pa3pbIBa OYJLI.

JIpyrue MeToabl BU3yaTu3aIuu

V31 y HOBOPOK/IEHHBIX, KaK U DU ITHEBMOHUH Y JIeTeH cTap-
IIIETO BO3PACTa U B3POCJIBIX, IPUMEHSETCH JIJIS OIEHKU COCTOSHUS
IUIEBPHI U IUIEBPAIBHON MOJIOCTH. BO3MOXKHBIMHU OKA3aHUAMHU
JUis KoMIbioTepHoi Tomorpaduu (KT) mayu MarHUTHO-pe30HaHC-
HO# Tomorpaduu (MPT) rpyZHOU KJIETKH y HOBOPOKIEHHBIX SB-
JIAIOTCSA TMO/I0O3PEHUS Ha HAJIUYYEe TIOPOKOB PA3BUTHUSA U OIYXOJIEH,
nuddepeHIMaIbHAA TUATHOCTUKA IIPU HECOOTBETCTBUU KIUHU-
KO-PEHTI'eHOJIOTHYECKUX JJAHHBIX, MAaKCUMAaJIbHO PAHHSASA JUATHO-
CTHKA OCJIOKHEHU BOCIAJIUTEIBHOTO pOoIlecca i BhIOOpa Tak-
TUKU JIeYeHUS.
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ATHoSIOTHYECKAA JUATHOCTHUKA

HoBOpOKIEHHBIM ¢ THEBMOHUEN PEKOMEH/IYIOTCS OAKTEPUOJIO-
THYECKUE ITOCEBBI COZEPIKUMOI0O aclIpaTa 13 Tpaxeu, 3eBa, Kaja.
B3sTHE KPOBU Ha IIOCEB He SBJIAeTCA 0053aTeIbHOM IPOLEAYPOH, 1
MIOJIOKUTEJIbHBIN BBHICEB HE CUMTAETCS HEOOXOIUMBIM H JIOCTATOY-
HBIM /IJIs] INAaTHOCTUKY THEBMOHUHY Y HOBOPOJK/IEHHBIX, 32 HCKJIIO-
YeHUEM CJIy9aeB BPOKAEHHOM THEBMOHUH, ABJIAIONIENCS OJTHUM U3
nposiBIeHuH cencuca. Okpacka MOKPOTHI 10 ['pamMy MoKeT ObITh HH-
dbopmaTuBHON TpH peobIIaZlaHuU 0JTHOTO GaKTEPHATHHOTO MOPhO-
THUIIA, YTO YKA3BIBAET HA STHOJIOTHUECKOE 3HAUEHHE 3TOTO MUKPOOa.
MHdopMaTuBHBIN 06paselr] MOKPOTHI I0JKEH COJIEPIKATh MeHee 10
KJIETOK IJIOCKOTO SIUTETHSA U O0Jiee 25 CEeTMEHTOsIePHBIX HEUTPO-
dumoB (pu HU3KOM paspelieHnu — x100). [Tosie3Ho mpoBeIeHe
IIIP kpoBu (11pu He06XOIUMOCTH OGMOMAaTepraa U3 APYrUX JOKY-
COB) B pexxkuMe peasbHOro BpemeHu Ha TORCH-uHpeKIuU, BUPYCHI,
aTUIUYHbBIE BO30yiuTe N (OYKKAIBbHBIA COCKOO, MOYa, aCIHpaT Tpa-
XeH) B CIIyJae JUINTETbHOTO HaX0XK/IeHHU S MaTePH Ha CTAIITHOHAPHOM
JIEUeHUU BO BpeMs JJaHHOH GepeMeHHOCTH, IIPOBe/IEHUs HEOTHO-
KpaTHBIX KyPCOB aHTHOAKTEpHATIbHOU, TOPMOHAILHON U/ WJIH ITUTO-
TOKCHYECKOU TEPANNH, HAINYHUE Y Hee HMILUIAHTHPOBAHHBIX OPTaHOB
WJIN yCTPOHCTB (HANIpUMeDp, UCKYCCTBEHHbIE KJIAlaHbl), a TAKXKE B
cylydae HaIU4usA (PaKTOPOB PUCKA PA3BUTHSA UHQEKIIUH.

MapkepbI CHCTEMHOH BOCHAIUTEIbHON pPeakiiuu

¥ 0aKTepUaATbHON HHPEKINU

Haubosiee "HGOPMATHBHBIMU U HA/IEXKHBIMU MapKepamu 0ak-
TEepUATHbHOHN NH(EKINHU CIUTAIOT TeMaToioTHueckue (obIee gnc-
JI0O HeUTPO(UIIOB, HE3PEJIBIX KIIETOK) U TaKHe OMOXUMHUYECKHE
MOKa3aTeIU CUCTEMHOM BOCIAJIUTENIbHOM PEAKI[UH, KAK TPOKAIIb-
nutoHuH (ITIKT) u C-peaxktuBHbiil 6e10k (CPB), koTOphie HEOOXO-
MO OIIEHUBATh KOMIIEKCHO, UX KOJINUECTBEHHbIE IIOPOTOBBIE
3HAYEHHUS 3aBUCAT OT Bo3pacra (tabs. 2.3). [IKT He pekoMeH/Ty-
€TCs UCII0JIB30BATh /IS TUATHOCTUKHU BPOJK/IEHHOW THEBMOHUH,
B TO K€ BpeMs OH ObLJI MPU3HAH YYBCTBUTEJIbHBIM JJIs JUATHO-
CTUKH HO30KOMHAJIbHOU NHDeKINU. VceiieloBaHUE TJIAI[€HTBI
MOJKET IIOMOYb B TUATHOCTHKE THEBMOHUHU U OIPEJIEJIEHUH €€
atuosioruu. VI3MeHeHus B IaneHTe (eneayuT, GyHU3UT, UH-
dusnpTpanuu TKaHeH IJIANEHTHI) MOTYT KOCBEHHO YKa3bIBaTh HA
peanuzanuio nHPEKIIMOHHOTO MIPOIlecca Y HOBOPOXK/IEHHOTO U
pacIeHUBAIOTCA B KaUeCTBe JOIOJHUTEIBHOTO (paKTOpa IpHU M0-
CTAHOBKE /IHarHO03a THEBMOHUU.
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Ta6aumna 2.3

JlaGopaTopHbIe reMaTOJIOTHYEeCKEe I OHOXUMIYECKUEe MapKePbI
CHCTEMHOI BOCHAIUTEIbHOH PEAKIIH U GaKTEPUATbHON HHDEKITNN

Y HOBOPOK/I€HHBIX JeTel

[Goldstein B. et al., 2005; Uonos O.B., u ap., 2014;
Cemncuc..., 2017; OBesinaukos /1.1O. u ap., 2019]

Mapxkep Bospacr IToporosoe 3HaueHHuE
(cut-off)
JlelikonuTo3 0-7 THel >30-34X109/71
8-28 nHeit >19,5X109 /71
JlefikoneHus 0-7 nHel <10Xx109/11
8 -28 nHelt <5X109/11
Hetitpodures 1-2 1HA >20x109/J1
3-7 nmHen >10X109 /11
8-28 et >7X109/71
Hei#irponenus 0-2 IHA <3X109/J1
3-7 nHeH <2X109/1
8-28 nHeit <1,5X109/71
JIumponenus 0-7 IHeln <3X109/J1
8-28 nHeit <2x109/J1
YBesmueHue KOJIMYecTBa IOHBIX (GOpM 0-2 1HA >5X109/71
HEUTPO(PIIIOB
3-28 rueit >1,5X109/71
HefitpodribHblil nHAEKC* 0-5 JHeH >0,2-0,25
6-28 nHeilt >0,2
C-peakTUBHBIN 6€JI0K 0-28 Hei >10 MI/J
IIpoxaIpIIUTOHUH 0-6 yacoB >2 Hr/ M
6-12 yacoB >8 Hr/m
12-18 yacoB >15 HI/MJT
18-30 uacoB >21 HI'/MJT
30-36 yacoB >15 HI/MJI
36-42 gaca >8 Hr/mn
42-72 gaca >2 HI/MJI
4-28 nHel >0,5-0,95 HT'/MJI

ITpumeuaHue: *0THOLIEHUE KOJIMYECTBA I0HBIX HOPM K 001[eMY KOJINIECTBY HEHTPO-

[0)5m(0):]
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JuarHocTuuyeckue KpuTepuu

JluarHocTrka MTHEBMOHHUH Y HOBOPOXKJEHHBIX OCHOBAaHA Ha OIIpe-
JleJIEHUY aHTE€HATAJIbHBIX U IIOCTHATAIBHBIX (haKTOPOB pucka (Tabir.
2.2), peCIIUPATOPHBIX ¥ OOIITIX CUMIITOMOB, PEHTTEHOJIOTMYECKHX ITPH-
3HAKOB, MApKEPOB CHHIPOMAa CUCTEMHOM BOCITAIUTETHHOMN PeaKIuu/
OGakTeprabHON MHMEKITUN U PE3YIBTATOB STUOJIOTUUECKOH TUarHo-
cruku. C yueToM MHOT00Opa3usi GopM ITHEBMOHUH Y HOBOPOSK/IEHHBIX
OBLIN TIPE/JIOJKEHbI PA3INYHbIe BADUAHTHI TUATHOCTHUECKUX KPUTE-
pUieB ITHEBMOHUHU B 3TOM Bo3pacTe. B 2016 r. MekayHapoHast pabo-
yas TpyIIa pa3paboTaia TUarHOCTUYeCKe KpUTEPUU HEOHATATbHBIX
nHOEKINH, BKII0Yask pecnupaTopHble NHGEKITUU, paclieHUBaeMble
aBTOpaMU KaK BbICOKOUYBCTBUTEIHHbBIE M BHICOKOCIIEIT(DUIHBIE. ITH
JIUATHOCTHYECKHE ITO/IXO/IbI COZIEPIKAT PEKOMEH/IAIIUH 10 TUATHOCTHKE
ITHEBMOHWHY Y HOBOPOXKIEHHBIX B 3aBUCUMOCTH OT YCI0BUH (DYHKITHO-
HaJILHOTO YPOBHSI) OKa3aHUA MEJUITUHCKOM ITOMOIIH OT HAUOOIBIIINX
J10 HANMEHBIIHX (B YCJIOBHSIX OTPAHUYEHHBIX PECYPCOB 3[paBOOXPaHe-
Hus) (Tabi. 2.4). O4eBUHO, 3-H YPOBEHD IMATHOCTUKY (ITHEBMOHUS
0e3 PEeHTIeHOJIOTMYECKOTO TIOATBEPIKIAEHHS) MOKET COOTBETCTBOBATh
BEPOSATHOM ITHEBMOHHHY HJIU ITOIO3PEHUIO0 HA [THEBMOHUIO.

Ta6auna 2.4

OnpeneneHue cIyuyas pecnUPATOPHOU GaKTepUAIbHOM, TPUOKOBOIA,
BHUPYCHOII HHPEKIUN Y HOBOPOKAEHHBIX B 3aBUCHMOCTH OT YPOBHA
KINHUKH [Vergnanoa S. ¢ coasr., 2016]

Yposenn JInarHocTuyeckue KpuTepun

1 HoBbl# 1IH IpOrpeccUpyoIui UK IIePCUCTUPYIOLIUN HHPUIBTPAT WK
3aTeHeHUe WM JKU/IKOCTD B IVIEBPAJIBHOMN HOJIOCTH WJIH MEKI0JIEBOI
IIIeJI Ha PEHTTeHOTPaMMe TPY/THOM KJIETKH
n
Pacrio3HaHHbIH BUPYC, HAEHTHOUIMPOBAHHBIN C UCIIOIb30BAHUEM BAJIH/I-
HOTO aHaJIN3a 13 00pasIa BEPXHUX JbIXaTeIbHbBIX Iy Tel
I
Pacrno3sHaHHbIH aTOTeH, WIEHTU(UIMPOBAHHBIH € HCIIOIb30BAHIEM
BJIMZHOTO METOZIA U3 B HOPME CTEPIJIBHOTO JIOKyca™
U tpu vu 60J1ee KpUTEPHs:
« TeMIeparypa Tejaa =37,50C uinn <35,50C*%;
o TaxunHod (Y/1/] >60 B MUHYTY) WK pa3/yBaHIe KPbUIbEB HOCA, HJIH
BTsDKEHHE YCTYITYMBBIX MECT IPY/THOMN KJIETKH, FJIH KPSIXTSAIIEE AbIXaHHe;
 JlecaTypaliyisi WK yBeJIUeHHe IOTPeOHOCTH B KUCIOPO/ie, WX HOBbI-
meHHble noTpebHOCTH B VIBJI mutn SpO2 <95%;
o amHO?3 (1May3a B {BIXaHIH >20 CEKYH/I);
* yBeJIMUEHHEe PECITUPATOPHOMN CeKPEIUH HJIH yBeJTHUeHHe TOTPeOHOCTH
B CAHAIIMH JIbIXaTeJIbHBIX ITyTel;
 KallleJIb WIN CBUCTSIIIEE IbIXaHUe, WIH KPEIUTALHs;
 yBesimuenwue ypoBHs [TKT u CPB***
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YposeHn JnarsHocruyeckye Kpurepumn

2 HoBbIii WK IPOrPECCUPYIONINI WK IEPCUCTUPYIOIIUH,
MHOUIBTPAT WIN 3aTeHEHNe, WIN KU/IKOCTD B IIJIEBPAJIBHOMN
TIOJIOCTH YJIU MEXK/I0JIEBOY IIIeJIN Ha PEHTTeHOrpaMMe
I'PYIHOMN KJIETKU

U yetsipe wiu 60J1ee KPUTEPHS:

» TeMIeparypa Tesna =37,50C win <35,50C**;

« taxunHo3 (Y/1/] >60 B MUHYTY) WK pa3/yBaHIe
KPBUIbEB HOCA, WJIH BTSDKEHUE YCTYITYUBBIX MECT
TPYZHOM KJIETKH, YWJIU KPSAXTALIEe IbIXaHue;

e JlecaTypalys WK yBeJIMYeHHe NOTPeOHOCTU B KUCTIOpo/ie
YT TIOBBIIIeHHbIE ToTpebGHocTH B VIBJI mwin SpO2 <95%;

* amHo3 (Taysa B IBIXaHUU >20 CeKyH/);

* yBeJIMYeHHe PeCIIHPATOPHOH CeKpeuu
WM yBeJIMYeH e OTPEOHOCTH B CAaHAIMH JIbIXATEIbHBIX ITyTel;

e KallleJIb WIN CBUCTSAIIEE /IPIXaHUE WIN KPEIUTAIUA;

« yBesindenue yposHs I[TIKT u CPB***

3 JBa wiu 6osiee KpUTEpHUEB:

* 3aTpy/{HEHHe DY IbIXaHUH WU TaxuItHod (Y711 >60 B MUHYTY);
* BBIPQKEHHBIE BTSKEHMA YCTYITUNBBIX MECT TPY/THOU KJIETKH;

* pasJyBaHHe KPbUIbEB HOCA;

* KpAXTAIIEE IbIXaHIe

* CBHUCTSIIIEE /IbIXAHUE;

* CTPUJIOD;

 JIMXOpAaziKa

IIpumeyaHusi: ¥B HOpMe CTEPUIbHBIE JIOKYCHI: KDOBb, CTEpHIbHAsI MOYa (Moua,
[oJIy4eHHasl ¢ IOMOIIBI0 KaTeTepa WK Ha/uIOOKOBOM acupaliu), miespaabHas
JKU/IKOCTb, aCIUTUYECKAS KUJKOCTD, }KU/IKOCTh OPOHX0ATIbBEOJIIPHOTO JIaBaXka,
6MOIICHA KOCTHOTO MO3Ta, CHHOBHUAJIbHAA JKU/IKOCTD; **TeMIepaTypa Tesa onpe-
JlesIsieTcs IO JTHAM, YIUTBIBAETCS ¢ MHTEPBAJIOM 0,5 0C; ***yBesInueHo B COOTBET-
CTBUH C JIOKAJIBHO OIIPE/IeJIEHHBIMU U BaJIUHBIMU pedepeHCHBIMH JInanla30HaMU

B 2016 1. IleHTPOM 110 KOHTPOJIIO U TPOUIAKTHKE 3a001eBaHUHN
(CDC) CIIIA 6bL1 TIPEJIOKEH TEPDMUH « BEHTHIISATOP-aCCOUUPO-
BaHHBIE COOBITUA» Y JIETEN, BKIIOYAOIINE HMEIOIHE COOCTBEHHbIE
JINaTHOCTUYECKUE KPUTEPHUU: (1) BEHTUIIATOP-aCCOLIMUPOBAHHOE
COCTOSTHHE, (2) BEHTHJIATOP-ACCOIIUMMPOBAHHOE COOBITHE V JIeTEN,
MOJIYYAIOIIUX IPOTUBOMUKPOOHBIE TpenapaTsl; (3) BO3MOKHAA
BAII, nna pasrpannuenusa BAII u Takux HeMHMEKITMOHHBIX BO3-
MOXKHBIX IPUYUH YXy/III€HUs COCTOSHUA MAIeHTOB, HAXOAAIINX-
ca Ha VBJI, xak OTeK JIETKHX, aTejieKTa3, ocTpblil P/IC, HeaBHUE
XUPYpPrAYecKue MpoIenypsl, cemncuc, bJIJ (Tab. 2.5).
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Tab6auna 2.5

JlnarHocTudecknue KpUTEepUU BeHTHIATOP-aCCOIMUPOBAHHBIX

CcOOBITHUH Yy AeTein™

[Corcoros N.M., u zip., 2016, 2017]

ACCOMUPOBAHHOE COCTOAHNE

BenTuiaarop-

acconuupoOBaHHbIE JAnarHocTuuyeckue Kpurepuu

COOBITHA

Bentunarop- VY naruenTa mocjie HabJII0/JA0IIerocs Iepuoia

CTaOMJIBHOCTU MJIN YJIyYIIEHUsI COCTOSIHUSA IIPU
nposenenuu VIBJI B TeueHne He MeHee JIByX CyTOK
COCTOSIHHE COOTBETCTBYET OZTHOMY U3 CJICYIOIINX
KpHUTepUeB, KOTOPBII COXpaHAeTCA B TEYEHHUE IBYX
cyTOK u bosee:

1) yBeJIMYeHHe CyTOYHOTO MHHUMAJIBHOTO 3Ha-
yenus FiO2 =0,25 110 cpaBHEHUIO € CyTOYHBIM
MUHHMaJIBbHBIM 3HaueHneM FiO2 B mepBbIe cyTKH
nposezenus MBJI;

2) yBeJIn4eHHe CyTOYHBIX MHHIMAaJIbHBIX 3Ha-
veHni MAP >4 MM BOZH. CT. ITO CPaBHEHHUIO C
CyTOYHBIMU MMHHMMAJIbHBIMU 3HaueHUuAMU MAP B
nepBble CyTKH poBezieHus FBJI

BenTuiAaTop-acconuupoBaH-
HOe COObITHE Y JIeTel, Oy~
YAIOIIUX IPOTUBOMUKPOGHbIE
TIpenapaThbl

Ha 3-u cyrku nposezienus VMBJI unu nosxe u B
TeueHUe 2-X CyTOK JI0 WIH [OcJIe Havaia CHUKe-
HUS YPOBHS OKCUTEHAIINH [TalleHTy Ha3HAYaeTCs
HOBBIH IPOTUBOMHUKPOOHBIH IIPenapar B TeueHue
>4 CYTOK

Bosmoxknas BAIT

Ha 3-u cytku nposesnenusa UBJI niu nosxe

U B TeUEHHE 2-X CYTOK JI0 WIN II0C/Ie Hadasa
CHIDKEHUS YPOBHS OKCUTE€HAITNH Y [TAI[UEHTa eCTh
IIPU3HAKY HEAABHETO UCIIOIb30BAHMA aHTUMHU-
KPOOHBIX MPENapaToB 1 OJJHOBPEMEHHO F'HOHHAsI
MOKpoTa (oIpejiesiseTcs Kak =25 HeUTPopUIoB
U <10 SIUTETUATBHBIX KJIETOK B I10JI€ 3PDEHUS
[IPH MAJIOM YBEJIMYEHHH MUKPOCKOIIA TP
OKpamuBaHuu 1o I'pamy o6pasna sHzoTpaxe-
aJIPHOTO acIHpaTa Uil 6POHX0AIBBEOJIIPHOTO
JIaBaka), TOJIOKUTEIbHBIA PEe3yJIbTaT KOJIYe-
CTBEHHOT'O HWJIX NOJIyKOJIMYECTBEHHOTO II0CEBA Ha
[IOTEHIINAJIBHO ITaTOTeHHbIe MUKPOOPTaHU3MbI,
COOTBETCTBYIOIINE THEBMOHUY TUCTOJIOTHYECKUE
HU3MeHEeHUs, I0JIOKUTEIbHBIE Iab0paTOpPHbIE
TecThl IpU obcsefoBanuu Ha Legionella spp.,
pecriupaTopHbIe BUPYChI

IIpumeuaHue: *cocTossHNE NALIEHTOB KOHTPOJIUPYIOT, eCJIN OHU Hosty4daioT VIBJI

Yepes TPaxeoCTOMY HJIH SHIOTPaXeaIbHYI0 HHTYOAIHOHHYO TPYOKY B OOBIYHOM pe-
JKHMe; KOHTPOJIb BO3MOXKHOTO Pa3BUTHSA BEHTHUJIATOP-ACCOITUMPOBAHHOTO COOBITHA
TIPOBOAUTCSA B TOM YHCJIE BO BPEM: IIPOBEIEHNS BRICOKOYACTOTHOH OCIIMJUIATOPHOHN
BEHTHWJIALIUU, HO He IIPOBO/IUTCA Y MAI[UEHTOB, MOJIyYAIOIINX SKCTPAKOPIIOPATIBHYIO

MeMOpaHHYI0 OKCUTEHAIIHIO
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JlnarHocTrka MTHEBMOHHUHU Y HOBOPOXK/IEHHBIX 3aTPy/THAETCS He-
crienuUIHOCTHI0 PAHHUX KJIWHHUUYECKUX IMPOSABJIEHUH, HU3KOU
JINaTHOCTHYECKOU IIEHHOCTHI0 (PU3UKATIBHBIX CHMIITOMOB, 00JIb-
IIOH YaCTOTOU BO3MOKHBIX COIYTCTBYIOIIUX HEWHQEKITMOHHBIX
ImopakeHu# Jierkux, pkiawyvaomux PJICH, cuaapom acnupamnuu
MeKoHus, popmupyonyocs BJI/] y eTeil B ieprojie HOBOPOXKIEH-
HocTu. KyIMHUYecKre U peHTIeHOJIOTHYECKHE TaHHBIE IEMOHCTPH-
PYIOT OTPAaHUYEHHYIO UyBCTBUTEIHLHOCTD JJIs1 BHISIBJIEHUS ITHEBMO-
HUHU U 9aCTO HE KOPPETUPYIOT C Pe3yIbTaTaMH ayTOIICHU.

Jleuenue

YuuTbiBas npeobiiaianue 6aKkTepuaIbHON 3THOJIOTHH 3a00J1eBa-
HUs, STUOTPOITHAA TepaNs HEOHATAIbHON THEBMOHUH OCHOBaHA
Ha UCIOJIb30BAHUH aHTUOAKTEpUAIBHBIX CPe/ICTB. JIeueHre Ha3HA-
YaeTcs IPU MO03PEHUH Ha peaTu3aI[uio BpOXK/IeHHOU THEBMOHUH
Y/WIY IPU HAJIMYUH TTIOKa3aHUU 10 pe3yJsIbTaTaM eEPBUYHOTO K-
HUKO-71a00paTOpHOTO UCCIeI0BaHusA. B mepBoM ciryuae mokasa-
HUAMMU /151 JIEYeHU s ABJISIOTCSA PeCIUPATOPHbIE HAPYIIEHUA Y Je-
Tel, popuBmuxcsa ¢ IHMT u ouenb Hu3KOU Maccoi Testa (OHMT),
Tepanus Ha3HAYaeTCs He MO3/THEe 2-X YACOB II0CJIe POXKJIEHUS, a
HOBOpOXkJeHHbIM ¢ DHMT y2ke B pogusibHOM 3ase. Tepanus mo
I10JI03PEHUI0, HA3HAUEHHAs B IIEpBbIE CYTKH, JIOJIKHA OTMEHATHCS
IIPY OTCYTCTBUY IMATHOCTHYECKUX KPUTEPHEB, ITO/[TBEPK/TAOIIIX
HaJINYWe THEBMOHUH B IIEpBhIE 72 Yaca KU3HU.

ITokazaHUAMU JUUIS TEPAIIUH 10 pe3yJIbTaTaM KJIMHHUKO-Jabopa-
TOPHOTO HCCJIEIOBAHUSA SIBJISIOTCSA JIbIXaTeJIbHbIE HAPYIIIEeHU Y T1a-
[IUEHTOB, POJUBIINXCS C MACCOU TeJia boJiee 1500 TpaMM, He TOoTpe-
6oBaBmux MBJI u HaxosUxcsl HA HEMHBA3UBHOU PECITUPATOPHOMN
Tepanuu wiu 6e3 Hee.

IIpu ycTaHOBJIEHUH JUarHO3a THEBMOHUU aHTUOAKTepHUaIbHAsA
Tepanus MpPoJoJIKaeTcs HE MeHee 7 IHeH. AHTHOaKTepHaIbHbIE
IpenapaThl OTMEHSAIOTCA IIPU OTCYTCTBUU M'eMaTOJIOTUIECKUX/ O1O-
XUMHUUYECKUX MapKepOB OaKTEpUATbHOU WHGEKIIUH/CUCTEMHOU
BOCITAJIUTEBHOU peakuu. /11 CTapTOBOU Tepalniy paHHEN ITHEB-
MOHUH HOBOPOKJAEHHBIX UCIIOJIB3YETCA KOMOMHAIA aMITUIAJLTU -
Ha ¢ reHTaMUIITHOM. Heo6X0uMOo ¢ OCTOPOKHOCTHI0O Ha3HAYATh
BMECTO IOJIYCHHTETUUECKHUX MEHUIIUJINHOB I1e(haIOCIIOPUHBI,
TaK KaK K HUM He YyBCTBUTEJIbHBI JucTepuu. [loce momyyeHus
pe3yabTaTOB HCCIIEAOBAHUA YYBCTBUTEILHOCTU K aHTUOAKTEPH-
QJIHHBIM IpenapaTaM He00X0JUMO IPOBECTU KOPPEKIIHIO TEPATIHH.
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[Ipu MHEBMOHMY C TTO3THUM HA4YaJIOM, BOSHUKIIIEH B CTAIIIOHAPE,
IepBUYHAs TEPAIUs JIOJKHA BKIIOYATh KAK MUHUMYM 2 aHTHOUO-
THKa, JEUCTBYIOIINX HA OOJIBIITUHCTBO JIEKAPCTBEHHO-YCTONYHBBIX
TPaMITOJIOKUTEIBHBIX U TPAMOTPHUIATETbHBIX MUKPOOPTaHU3MOB,
IIPY 3TOM OJIVH JIOJI’KEH 00J1a/1aTh aKTUBHOCTHIO ITPOTHUB METUITUII-
JIMH-PE3UCTEHTHOTO CTa(PUIIOKKOKA (BAHKOMHUIIUH WU JIMHE30JIU]T).
JleueHune TsAKea000JILHBIX JeTeH ¢ MHEBMOHMEH C IIO3AHUM Hava-
JIOM C yJ4eToM ee Bo30OynuTesel (MyJIbTUPE3UCTEHTHBIE IIITAMMBbI
Pseudomonas aeruginosa, Klebsiella spp., Acinetobacter spp., meTu-
[IWITHH-Pe3ucTeHTHRIN Staphylococcus aureus) /T0JI?KHO HAUHHATHCS
¢ 3-X KOMIIOHEHTHOU TepaIy, BKIIOYAOIIEH:

(1) anTHIICEBAOMOHATHBIN TedasocniopuH (1edernum, nedrasu-
nuM) MJIM aHTHIICEBIOMOHAIHBIN KapbarieHeM (MMUTIEHEM WA
meponenem), UJIN B-rakram/uHruouTop P-rakramassl (Iumepa-
IWIJIHH + TazobakTaMm) +

(2) aHTHUIICEBIOMOHATHBIN (DTOPXUHOJIOH (IIUIIPOMIIOKCAIIUH WJTU
sneBoduiokcarun) NIV aMUHOTIMKO3U/L (AMUKAIIWMH, TeHTAMUAITUH
WIN TOOpaMHUITHH) +

(3) muHe30UA UK BAHKOMUIIH.

JI1s cTapTOBOY Tepanuy BHEOOJIbHUYHOU THEBMOHUU Y HOBOPO-
JKJIEHHBIX UCIIOJIB3YETCS OJIFH U3 CIIEAYIOIINX BADUAHTOB:

(1) aMOKCHUITMJUTIH/ KJIaByJIaHAT WJIN aMITHITUJUTHH/ CyJIbOaKTaM;

(2) nedypoxcum miu rieOTaKCUM, WU 1ePTPUAKCOH;

(3) aMmuuIUH (WIM aMOKCUITMIUINH/ KJIaByJIaHAT, UJIU aMITH-
IHWJUTAH/ CyIbOAKTaM) + aMUHOTITUKO3 U/,

(4) oxcamMIINH + aMUHOIJINKO3H/T;

(5) nedazonuH + aMUHOTVIMKO3HU/, (TIPH OTCYTCTBUH BO3ZMOKHOCTH
TepaINy BhIIIEyKAa3aHHBIMU aHTUOMOTHKAMU U KX KOMOUHAIIUSIMU).

[Ipu mHEBMOHUH, BBI3BAHHOH XJIAMUIUSMH, MUKOILUIA3MaMH, ypea-
IJIa3MOU, KOKJTIOIIE HA3HAYAIOTCS MAaKPOJIU/IBI; IIPYU ITHEBMOIIMCTHON
ITHEBMOHHUU — TPUMETOIIPUM/ CyIbhaMeTOKCa30J1 (OUCETITOT).

IIpo/IOJKUTETFHOCTh aHTHOAKTEPUATILHOU TEPAITUN KOHTPOJIH-
pyeTcs COCTOSTHUEM TaI[ieHTa, JUHAMUKON JTaO0OpaTOPHBIX TaHHBIX.
CoxpaHeHHE OCTaTOYHBIX PEHTTEHOJIOTUUECKUX M3MEHEHUU B BUIE
YCUJIEHUSA JIETOYHOTO PUCYHKA M YYAaCTKOB THIIOBEHTUJIAIUH ITPU
HOpMAaJIU3aIlUU COCTOSHUSA U JIAOOPATOPHBIX JAHHBIX HE SIBJISETCS
MMOKa3aHUEM /IS TIPO/IOJKEHUS TEPATIUH.

IIpodpmiakTuka

[IpodrrakTKa BpOK/IEHHON ITHEBMOHUH 3aKJIIOUAETCSA B CBOEB-
PEMEHHOM BBHISBJIEHUU U JIeYEHUU WHQEKITUOHHBIX 3a00JIEBAHUI Y
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MaTtepH BO BpeMs GepeMeHHOCTH. [[J1 PO HIaKTUKY [TO3[HEN HO-
30KOMHAJIBHOHN ITHEBMOHUY 1 BAII He0OX0/TMO OrpaHUYEHUE BO3-
MOXKHOCTEH IEPEKPECTHOTO 3apaXKeHUsI MEXK/TY JIUIAMHU, YXaKUBa-
IOITUMU 32 OOJIPHBIMHY, U TAI[UEHTAMU, YMEHbIIEHUE IOBPEK/IEHUS
TKaHeH OT MPOJI0JKUTEIBHOU T IIOBTOPHOM HHTYOAIUH, U30€eraTh
JIEKApCTB, KOTOPBIE MOTYT CIIOCOOCTBOBAThH PA3BUTHIO MH(MEKIIUH U/
WJIY YCTOMYHMBOCTU K aHTHOMOTHKAM, TUTHEHA [TOJIOCTU PTA CTEPUIIb-
Holi Bostoi. Komiuiekc mMep 1o npodrtaktrke BAII y HeZIOHOIIIEHHBIX
HOBOPOKZIEHHBIX IIPEJICTaBJIEH B TabJI. 2.6.

Ta6auna 2.6

PexkomMeHayeMble MepPhbI 110 MPOPUIAKTUKE BEHTHIATOP-
acCOMUPOBAHHBIX IHEBMOHHH Y HEJIOHOUIEHHBIX HOBOPOKAEHHbBIX
[Klompas M., u ap., 2014]

Pexomenpanusa BmelrareabCTBO KauecrBO
JI0Ka3aTeJIbCTB
OCHOBHBI€ ITOAXO/IBI (BMeEIIIaTe b~ HewHnBasyuBHasA BEHTWIIA- BrIcokoe
CTBa MOTYT CHU3UTD 4acToTy BAII, LU C TIOJIOKUTEIBHBIM
MMeIOT MHHUMAJIBHBIA PUCK Bpe- JlaBJIeHHEeM
A1a; BBITO/IBI, BEPOATHO, IIEPEBCIIN- | \[ypyMusariys OPOJOIKI- Bricokoe
BAIOT [IOTEHIMAIbHbIE PHCKH) TespHocTH VIBJI
E>xenHeBHAs OIlEHKA TOTOB- Huskoe
HOCTH K 3KCTyOanuu
He ucnonp3oBath cesianuio, Huskoe
KOT7ZIa 3TO BO3MOKHO
V36eraTh He3aIUIAHUPO- Husxkoe
BaHHOM 3KcTybanyuu
MuHMMH3AIUA pa3phIBOB B Husxkoe
koHTYpe VIBJI
3amena koHTypa 1BJI, Huskoe

TOJIBKO €CJIM OH SIBHO 3a-
IpsA3HeH WIN HeUclpaBeH

CreruanbHble 1o/1xo/p! (BiusiHue | IlosoxkeHue jexa Ha GOKy Huskoe
Ha nokazaTtesu BAIT HensBect-

HO; PHCK IIPHYHHEHNS Bpefia O6parHoe MoJIoKeHNEe Huskoe
MUHUAMAJIBHBIN; [[€1eC006pa3HO TpennesenGypra

HCII0JIb30BaTh, €cJTH yactota BATT Sa}cpbn‘me/ IIOTOYHBIE aCIIn- Huzkoe
OCTaeTCs TOBHIIIIEHHOH, HECMOTPSI PpanimOHHBIE CCTEMBI

HA KCII0JIb30BaHKME OCHOBHBIX
TO/TXOIOB)

V¥ nereii rpynm pucka Tskesion PCB-uHdeknny (HeIOHOIIIEHHbIE
netu, getu ¢ bJIJ], remoauHAMUUECKN 3HAUUMbBIMU BPOK/I€HHBIMU
mopokamu ceparna, BIIC) mpoBoauTes maccuBHass KMMYHOTIPODU-
JIaAKTHKa C IIOMOIIIBIO Ha.TII/IBI/IBYMa6a. BaH.II/ITI/ITb HOBOPOXIEHHDbIX
OT KOKJIIOIIIA U T'PHUIIIIA MOXKET BaKIITUHAIIUA BCEX YIECHOB CEMbU

40




COOTBETCTBYIOIIUM BakIMHAMU (A/acesb, IPOTUBOTPUIIIIO3HBIE)

— ponuTesiel, HEIPUBUTHIX OPaThEB U CECTEP, JIUI] CTAPIIETO TOKO-

JeHus (co3/laHre «KOKOHa»). SHAYUMbBIM (PAKTOPOM, CHHUKAIOIITUM

vacroty MH/II1 y HOBOPOXX/I€HHBIX, ABJIAETCA IPYJHOE BCKapMJIUBa-

HUe JIN00 IIpU ero OTCYTCTBUHU UCIIOJIb30BaHUE MOJIOUHBIX CMecel,

oboraieHHbIX KOMIJIEKCOM OJIUTOCAXapU/I0B TPYZHOTO MOJIOKA

(2-ykosun-s1akrosa u 1akTo-N-HeoTeTpaosa), 00IaJAI0IINX HHTH-

OUPYIOIIUM /IeHCTBHEM B OTHOLIIEHUHN PEeCIUPATOPHBIX TATOTEHOB.

Komb6uHanus 3TUX 0JIUrocaxapuioB IpescTapieHa B cMecu NAN®

SUPREME (Nestle, 'epmanust).

IIporuos
OmnpezensgeTcs BApHAHTOM ITHEBMOHUH U a/IEKBATHOCTBIO ITPOBO/IU-

Mo¥ Tepanuu. He61aronpusATHBIMY IIOC/IEICTBUAMU HEOHATATIBHOM

ITHEBMOHUU MOXKeT OBITh Y HEIOHOIIIEHHBIX /ieTedi BJI/I, a Takke y

ZeTelt, He3aBucUMO OT I'B nipu poxxaeHNnU, MOP)OIOTUUECKU CXO-

HBIH ¢ kaaccuyeckor BJIJ] mocTHGEKIMOHHBINA 00JIUTEPUPYIOIIHT

O6pouxuosnut. /leTy, epeHeciIre MHEBMOHUIO B HEOHATAJIBHOM ITe-

puo/ie, B IOC/IEIYIONEM MOTYT UMETh ITOBBIIIEHHBIH PHUCK Pa3BUTHA

OPOHXUAITLHOU aCTMBI.

JIureparypa

1. Anexcaudposuu FO.C., Heanos /[.0., IIuenucHos K.B. Cencuc
Ho8opoxcOeHHblx. CII6.: CITI6I'TIMY, 2018: 176.

2. Aumonos A.I'., baiibapuna E.H., Baarawosa E.H., u 0p.
BpoxcoenHas nHesmMoHus (KAUHUUecKUe peKoMeHOayul).
Heonamoanozusa: Hosocmu, MmHeHUs, 00yueHue. 2017; 4 (18):
133-148.

3. FBooxckos JI.K. ®usuoaozus u namoao2us HeOOHOWEeHHO20 pe-
b6exxa. Munck: Beaapycy, 1983: 351.

4. bBoiiyosa E.B., OscanHuxos /[.FO., Banesanosa E.FO. u dp.
IIpobaemvt u duckyccuoHHble 80NPOCHL OUAZHOCTNUKU NHEe8-
MOHUTL Y HOBOPOCcOeHHbIx demell. [Teduampus um. I'.H. Cne-
PpaHckoz0. 2019; 98 (2): 178-185.

5. bBpaitianm K.A., Kysman-Kommpuna /. A. Pykosodcmeo no
npodurakmuke uH@exyuoHHbLX 3ab0aesaHUll 8 neduampuu.
M.: TOOTAP-Medua, 2021: 336.

6. I'enne H.A., Posunosa H.H., Boaxos U K., u dp. Pabouas xaac-
cuduxayus 0CHOBHbBIX KAUHUUECKUX POPM OPOHX0NE20UHBIX
3aboaesanuil y demeil. M.: Poccuiickoe pecnupamopHoe 00-
wecmaeo, 2009: 18.

41



10.

11.

12.

13.

14.

15.

16.

17.

42

Jleemsapesa M.B., 'opbyros A.B., Ma3aes A.Il., Epoxuna A.B.
Penmeenoduasnocmuka 3a601e8aHUll 1e2KUX Y HOBOPONHCOEH-
Hbulx demetl. M.: Jloeocgepa, 2017: 200.

Jemenmvesa I'M. ITHeemoHuA Yy HOBOPOI*COeHHbLX. ITHeeMO-
Huu y demeil. ITod ped. C.JO. Kazanosa, FO.E. Beavmuuwesa.
M.: Meduuyuna, 1995: 106-129.

3y6bxos B.B., Baiitbapuxa E.H., Promuna HU.H., JTeemapes /[.H.
JuazHocmuueckas 3HaA4UMOCMb NPU3HAKO8 NHEBMOHUU Y HO-
80podcOeHHbIX demell. AKYwepcmao u 2uHeK0102Us. 2012; 7:
68-73.

Honos O.B., Mocmosoit A.B., Oscanuuxos /[.JO. /Ibixamenw-
Hble paccmpoticmea Yy HosopoxcdenHbix. Heonamonozus. Ha-
yuoHanvHoe pykogodcmeo. Kpamxoe uzdarue. ITod ped. H.H.
Boaoouna. M.: T'OTAP-Medua, 2013: 174-230.

Honoe O.B., Huxumuxa H.B., 3ybxoe B.B., u op. ITopsdox
006c1e008aHUA HOBOPOHCOEHHBIX ¢ N0J03peHUeM Ha UHPeK-
YUOHHYI0 NAMOA02UI0 U NPABUNA HA3HAYEeHUS aHmubaxkme-
puanvHoll mepanuu, npuHamMovle 8 0MmaoeAeHUU peaHUMayuu U
uHmMeHcusHoll mepanuu HogopodxcoeHHuvix ®PI'BY « Hayunbwilil
yeHmMp axKywlepcmeda, 2UHeK0A02UU U NePUHAMOA02UU UM.
axao. B.U. Kyaaxosa» Munadpasa Poccuu. Heonamoaoaus:
HOoBOCMU, MHeHUe, 0byueHue. 2014; 1 (3): 95-106.

Komux H.E. KauHuko-peHmeeHoa02uueckue ocobeHHocmu
pecnupamopHo20 ducmpecc-cuHopoma y 24ayb60xoHedoHOW eH-
Hblx Oemell. Aemoped. ducc. ... K.M.H. M., 2013: 24.
Kpwemunckasn H.B., OscanHukos /[.IO., /leemspes /[.H., u
0p. Kaunuko-anudemuono2uueckue ocobeHHocmu u npogu-
AaKmMuKa Ho3okomMuaabHo2o bporxuoauma PCB -amuonaoauu
y demell epynn pucka msaiceao2o mevenus. ITeduampus um.
I'.H. CnepaHckoz0. 2017; 96 (1): 50—57.

Jluxopadawuil pebeHok. IIpomokoasl duazHOCMUKU U neve-
Hus. ITod obw. ped. A.A. Bapavosa, B.K. Tamouenxo, M /.
Baxpadse. 3-e uzd. M.: [leduamp’b, 2017: 320.
Heonamoaozus: HayuoHaabHoe pykogodcmeo. ITod ped. H.H.
Boaoouna. M.: T'SOTAP-Medua, 2007: 848.
Heonamoaoeausn: 6 2 m. T. 2. ITod ped. T.JI. T'omennvt, M./].
Kannuneama, @.I. Isa0; nep. ¢ aven. noo ped. J.H. /leems-
pesa. M.: BUHOM, Jlabopamopus 3HaHuil, 2015: 67-71.
OscsaHnuxos /I.10., Kpuwemurckan HU.B. UmmyHonpodurax-
MuKa pecnuUpamopHO-CUHYUMUAAbHOLL 8UPYCHOL UHPeryuu:



18.

19.

20.

21.

22,

23.

24.

25.

26.

27.

28.

29.

nouemy 3mo 8acHO C ANUIEMUO0N02UHeCKOLl U KAUHUYEeCKOUL
mouku 3peHus. Heonamoaoaus: Hog8ocmu, MHeHUs, 00y1eHUe.
2017; 2: 34-49.

Oscannuxos /1.10., Kysvmenxo JI.I'., Hazaposea T.H., u Op.
Kaunuueckue u nabopamopHbsle mapkepsl bakmepuanbHoll
un@erxyuu y demetl pasnoeo so3pacma. ITeduampus um. I'.H.
CnepaHckozo. 2019; 98 (1): 186-192.

OxazaHue cmayuoHapHol nomowju demsam: pykosoocmao no
gedeHut0 Hauboee pacnpocmMpaHeHHblX 3ab01e8aHULL 8 YCAO-
8USIX 02PAHUUEeHHbIX pecypcos. Kenesa; BcemupHas op2aHnu-
3auyua 30pasooxpameHus, 2006: 378.

OcHosHble nokazamenu 300po8bst mamepu u pebeHka, des-
MeAbHOCMb CAYHCOBL 0XPAHBL 0emcemad U po008CNOMONHCeHUS
8 Poccutickoit @edepayuu. M.: 2015: 164. http://demoscope.
ru/weekly/2016/0671/biblioos.php (dama obpaweHus
25.05.2016).

Cencuc: kaaccugukayus, KAUHUKO-OUAZHOCINUYECKAS KOH-
uenuus u nevenue. I1od ped. B.P. I'eavdpanda. M.: Meduuun-
cKoe UHPBOPMAYUOHHOe azeHmemaeo, 2017: 408.

Comnuxosa K.A., Ilanoe H.A. ITHesmoHUU U nHesMoOnamuu
HOB0pOXNCOeHHbLX Jemell. M.: MeduyuHa, 1975: 216.
Tamouenko B.K., O3epeuyxosckuili H.A. UmmyHonpoguraxmu-
Ka-2020. M.: ITeduamp’b, 2020:384.

®omuues M.B., MeavHe H.0. HosopoxcoeHHble: mepanus ms-
acenwvix ungexyuil. M.: Jloecocgepa, 2016: 111-120.

Xasanos A.U. Kaunuueckas Heonamoaoaus. CII6.: I'unno-
Kpam, 2009: 365-377.

XyeeH T,A., Ilonux P.A. [THeemoHus. Heonamonaozaus: HOB80-
cmu, MHeHUs, 00yueHue. 2017; 4 (18): 133-148.

Humnszepaune B.A., MeavHukxoga B.®. IlepunamanvHbsle uH@pex-
yuu. (Bonpocst namozenesa, mopgonozureckols duazHocmuku
U KAUHUKO-Mopgoao2udeckux conocmasaeruil). Ilpaxmuue-
cxoe pykosodcmeo. CII6.: Da6u Cnb., 2002: 352.

Illabanose H.II. Heonamoaoausn: y4eb. nocobue. B 2 m. 6-e
u30. M.: '9OTAP-Meodua, 2016. T. 1: 646-658.

Agrons G. A., Courtney S. E., Stocker J. T., Markowitz R. I.
From the Archives of the AFIP. Lung Disease in Premature
Neonates: Radiologic-Pathologic correlation. RadioGraphics

2005; 25:1047—1073.

43



30.

31.

32.

33

34

35.

36.

37

38.

39.

4o0.

41.

44

Apisarnthanarak A., Holzmann-Pazgal G., Hamvas A., et
al. Ventilator-associated pneumonia in extremely preterm
neonates in a neonatal intensive care unit: characteristics, risk
factors, and outcomes. Pediatrics 2003 Dec;112(6 Pt 1):1283¢e9.
Aslam M., Rosenkrantz T., Abdul-Latif M., Faix R.G.
Congenital pneumonia. https://emedicine.medscape.com/
article/978865-overview Updated: Mar 01, 2016 (dama 06-
pawenusn 25.11.2018)

Barnett E., Klein J. Bacterial infections of the respiratory
tract. Infectious diseases of the fetus and newborn infant.
Wilson C., Nizet V., Maldonado Y., Remington J., Klein J.
(eds.). 8 th ed. 2015.

Bhatti M., Chu A., Hageman J.R., et al. Future directions in the
evaluation and management of neonatal sepsis. Neoreviews.
2012; 13: e103.

Centers for Disease Control and Prevention (CDC). Pneumonia
(ventilatorassociated [VAP] and non-ventilator-associated
pneumonia [PNEU]) event. CDC website. 2016.

Cernada M., Aguar M., Brugada M., et al. Ventilator-
associated pneumonia in newborn infants diagnosed with
an invasive bronchoalveolar lavage technique: a prospective
observational study. Pediatr Crit Care Med. 2013;14(1): 55-61.
Cocoros N.M., Kleinman K., Priebe G.P., et al. Ventilator-
Associated Events in Neonates and Children--A New
Paradigm. Crit Care Med. 2016; 44(1): 14-22.

Cocoros N.M., Priebe G.P., Logan L.K., et al. A Pediatric
Approach to Ventilator-Associated Events Surveillance. Infect
Control Hosp Epidemiol. 2017; 38(3): 327-333.

Craven V., Fenton P., Everard M.L. Hospital-acquired
pneumoniae. Paediatric Respiratory Medicine. ERS handbook.
Ed. by E. Eber, F. Midulla. — ERS, 2013: 242-247.

Duke T. Neonatal pneumonia in developing countries Arch
Dis Child Fetal Neonatal Ed 2005; 90: F211—F219.

Esposito S., Patria M.F., Tagliabue C. CAP in children.
European respiratory monograph 63. Ed. by J. Chalmers, M.
Pletz, S. Aliberty. 2014: 130-139.

Goldstein B., Giroir B., Randolph A., International Consensus
Conference on Pediatric Sepsis. International pediatric
sepsis consensus conference: definitions for sepsis and organ
dysfunction in pediatrics. Pediatr Crit Care Med. 2005; 6(1): 2-8.



42.

43.

44-

45.

46.

47.

48.

49.

50.

51.

52.

53.

54.

Han J., Liu Y. Han J. Effect of ventilator circuit changes on
ventilator-associated pneumonia: a systematic review and
meta-analysis. Respir Care. 2010; 55(4): 467-74.

Hutton EK, Thorpe J. Consequences of meconium stained
amniotic fluid: what does the evidence tell us? Early Hum Dev
2014; 90(7): 333€9.

Ingle G., Malhotra C. Integrated management of neonatal
and childhood illness:an overview. Indian J Community Med
2007; 32(2): 108.

Klompas M., Branson R., Eichenwald E.C., et al. Strategies
to prevent ventilator-associated pneumonia in acute care
hospitals: 2014 update. Infect Control Hosp Epidemiol. 2014;
35(8): 915-36.

Mathur N.B., Garg K., Kumar S. Respiratory distress in
neonates with special reference to pneumonia. Indian Pediatr
2002; 39: 529-37.

Misra S., Bhakoo O.N., Ayyagiri A., Katariya S. Clinical and
bacteriological profile of neonatal pneumonia. Indian J Med
Res 1991; 93: 366—70.

Nissen M.D. Congenital and neonatal pneumonia. Pediatrics
Resp. Reviews 2007; 8:195-203

Pass M.A., Gray B.M., Khare S., Dillon H.C. Prospective
studies of group B streptococcal infections in infants. J Pediatr
1979; 95(3): 43743

Polin R.A., Denson S., Brady M.T.; Committee on Fetus and
Newborn; Committee on Infectious Diseases. Epidemiology
and diagnosis of health care-associated infections in the
NICU. Pediatrics. 2012; 129(4): e1104-9.

Sert A., Yazar A., Odabas D., Bilgin H. An unusual cause of
fever in a neonate: Influenza A (H1N1) virus pneumonia.
Pediatr Pulmonol 2010; 45:734-736.

Shakunthala S.K.V., Rao G.M., Urmila S. Diagnostic lung
puncture aspiration in acute pneumonia of newborn. Indian
Pediatr 1978; 15: 39—44.

Singh-Naz N., Yuan T.-M., Chen L.-H., et al. Risk factors and
outcomes for ventilator-associated pneumonia in neonatal
intensive care unit patients. J Perinat Med 2007; 35(4): 334e8.
Singhi S., Singhi P.D. Clinical signs in neonatal pneumontia.
Lancet 1990; 336: 1072—3.

45



55.

56.

57

58.

59.

60.

46

Spagnolo P., Bush A. Interstitial lung disease in children
younger than 2 years. Pediatrics. 2016; 137: 20152725
Swischuk L.E. Imaging of the newborn, infant and young
child. 3rd edition. Baltimore: William and Wilkins, 1989: 59-
65

VergnanoasS., Butteryb J., Cailesa B., et al. Neonatal infections:
Case definition and guidelines for data collection,analysis,
and presentation of immunisation safety data Vaccine 2016;
34(49): 6038e46.

Warren J.B., Anderson J.M. Newborn respiratory disorders.
Pediatr. Rev. 2010; 31(12): 487-95.

Woodhead M., Blasi F., Ewig S., et al.; European Respiratory
Society; European Society of Clinical Microbiology and
Infectious Diseases. Guidelines for the management of adult
lower respiratory tract infections. Eur Respir J. 2005; 26(6):
1138-80.

Young C., Xie C., Owens C.M. Paediatric multi-detector row
chest CT: what you really need to know.Insights Imaging.
2012; 3(3): 229-46.



I's1aBa 3
OcTpbIii OPOHXUOJIUT

OmnpeneseHue U 3NNUAEMUOIOTHA

Ocmputilt 6poHxuocAum — BTO CaMOJHUMHUTHPYIOIIEeCs
BOCHIAIUTEIbHOE 3a00IeBaHNe OPOHXUOJI Y JleTell IEPBBIX ABYX JIET
JKU3HM (Ualle y IeTel epBhIX 6 MecsIEB) ¢ pa3BUTHEM OpPOHXUAIHHOU
OOCTPYKITMH, AUATHOCTHPYEMOe KJIMHUYEeCKH Ha OCHOBAHUU
BBIIBJIEHUS IPU AyCKYJIbTAIlUHM JIETKUX CBUCTAIIETO IBIXaHUS,
pacCesIHHBIX CBUCTSANINX XPUIOB MM AUbOY3HONH KpenmuTaIium.
ITonsimue «ocmpblil 6GPOHXUOAUN» NPUMEHSEMCS 8 OMHOWeHUU
nepg8o2o anu3oda ocmpo passusuie2ocs 6GPOHX00OCMPYKMUBHO20
cuHOpoma, 8bI38AHHO20 BUPYCHOU UHPerylell, NpeuMyUiecin8eHHO
Y Jemeil nepebvLx n1em HCU3HU.

Y nereil rpyAHOrO BO3pacTa OCTPHIM OPOHXUOJIUT SBJISETCA
Haubosiee 4acThIM WHGPEKIVMOHHBIM 3a00JIeBaHUEM HUKHUX
JIBIXaTeJIbHBIX IMyTel. E:KeroiHo B MUpe pPErucTpUpyeTcs OKOJIO
150 MJIH cay4JaeB OpOHXUOJINTA, 7-13% U3 KOTOPBIX TPeOyIOT Ha-
OmroneHusa B cranuoHape. COrslacHO OTe€UeCTBEHHBIM JTAHHBIM
3a001eBaeMOCTh OPOHXUOJIUTOM COCTaBJIAET 114-137 Ha 1000 fie-
Teil. MakcumasbHas 3a001eBaeMOCTh OTMeYaeTcsl B BO3pacTe OT
2 510 8 MecsAIEeB KU3HU. Y HOBOPOK/IEHHBIX JleTell OPOHXUOIUT
pasBUBaeTCs JOBOJIBHO PEIKO 32 cueT 0coOOeHHOCTEN BPOK/IEHHOTO
HMMYHUTETA K PECIIHPATOPHBIM BUPYCHBIM HHQEKIUAM, B TOM
4ucie 32 CYET BBICOKOTO TUTPA TPAHCIJIAIEHTAPHO MepelaHHbIX
crenuUIECKUX MAaTEPUHCKUX aHTUTeI. VICKII0ueHneM SBJIAIOTCS
He/IOHOIIIEHHBIE IETH, KOTOPBIE ITOJIYUUIN MeHbIIIee KOJTUUECTBO
IgG ot maTepu. Manpuuku 00JIeI0T OPOHXUOJIUTOM B 1,25 pasa
yaie, 4eM JieBouku. CMepTHOCTh TaK:Ke BBIIIIEe Cpe/IU MalieHTOB
My>KcKoro moia (B 1,5 pasa). 3aboyieBaeMOCTh OPOHXHOJIUTOM
3aBUCHUT OT KJIMMAaTa U HOCUT CE30HHBINM XapaKTep: B CTPAHAX C
YMEpPeHHBIM KJIMMAaTOM IUK 3a00JIeBaeMOCTH IPUXOJUTCA Ha
3HMY, a B cTpaHax ¢ 6oJiee TEIJIBIM KJIMMAaTOM — Ha CE30H JOK/Iel.
B Poccuu 3TOT nepuoy, AJIUTCA ¢ HOAOPS 10 allpeib.

dtnoJoruda u pakTopbl puckKa

¥ nerteil rpylHOTO M PaHHETO BO3pacTa OCTPHIH OPOHXMOIUT —
OCHOBHas (opMa OPOHXHUTA, UTO CBA3AHO C MEHBIINM JIHAMETPOM
OpOHXOB U HOTaTOU BaCKYJIApU3AINEN CITM3UCTON 000JIOUKH OPOHXOB.
OCHOBHBIMH 3THOJIOTUYECKUMH (paKTOPaMH OCTPOTO OPOHXHUOJIUTA
SIBJIAIOTCA peciupaTopHbIe BUpychl, yaite PCB. YacToTa ero BhIABIEHUA
y ZleTeli ¢ OpOHXUOJIUTOM JocTUraeT 75%. Cpeu ApyTuX BUPYCHBIX
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areHTOB Yallle BCTPEYAIOTCS PHHOBUPYCHI, BUPYCHI maparpunmna (1,3
THUII), TPUIINA, aZleHOBUPYCHI (THH 3, 7, 21), METAITHEBMOBHUPYCHI
yeJIoBeKa, KOPOHABUPYCHI, D0KaBUpYyCHI (TabII. 3.1).

Ta6auma 3.1
ATHOJIOTHA OCTPOro OPOHXHMOJINUTA Y ieTeH
Bos6yaures IIponeHT OT O0LIEro Yncaa
cIydaeB OPOHXHOJIUTA
PecrinpaTopHO-CUHIUTHAIBHBIH BUPYC 20-75
Bupyc maparpunmna: tum 1 8-15
THUII 3 5-12

PunoBupyco 3-40
AneHOBUDYCHI 5-10
Bupyc rpunmna 10-20
Mycoplasma pneumoniae 1-7
OHTEPOBUPYCHI 1-5
YesioBeYECKUI MeTAITHEBMOBUPYC 5-50
YesioBeuyeckuii 6OKaBUPYC 5

3apakeHue IMPOUCXOAUT IPEUMYIeCTBEHHO BO3AYIIHO-
KaIleJbHBIM IyTeM U KOHTAKTHBIM ITyTeM. 3a60JieBaHNe, BEI3BAHHOE
PCB, ouens 3apasHo. Hanpumep, Iipy ceMefHOM KOHTaKTe 4acTOTa
UHQPUITUPOBAHUS JIocTUTAET 46%. KpoMe Toro, exxeroiHo perucTpu-
pyioTes ciydau Ho3okoMuanbHOU PCB-uHekuy, npuyeM prck
3a00s1eBaHUs TeM 0OJIbIIlE, YeM /I0JIBIIE IIPO/OIKUTEIBHOCTD T0O-
cnuTanu3anuy. McToOUHUKOM HHQEKITUU ABJIAIOTCA KaK POAUTENH,
TaK U MeJUIIUHCKUI IIEPCOHAJ, KOTOPBIN pacnpocTpaHsaeT BUPYC,
3apakasch yepe3 Ha30(hapUHTeaTbHBIH ceKpeT HHPUIIMPOBAHHBIX
nanueHToB. B HazodapuHreasbHOM cekpeTe HHGUIPOBaHHBIX PCB
MOJKET BBIZIEIATHCSA B OOJIBIIIOM KOJIMUECTBE B TEUeHUE TPEX HeJlelb,
a rpu npoBefieHun Tepanuu cucreMHbiMu I'KC u gospmre. Crenyer
IIOMHUTB, YTO MOCTUH(EKINOHHBIN UMMYHUTET B oTHOIIeHNU PCB
HECTOEeK, UTO IIPUBOJIUT K YACTOMY PEMH(PUINPOBAHUIO MaJeHbKUX
MIAIMeHTOB: K 2 T0/IaM JKU3HU OoJiee 90% MyIa/IeHIleB HHOUIUPYIOTCS
PCB, npuuem 50% fieTell mepeHocAT HHGEKITHIO /IBa pasa u 6osee, K
3-M rogaM uHduiupoBanHocTs PCB cocTtaBiseT 100%.

He menee Y4 ciayuaeB OpOHXHOJIUTA OOYCJIOBJIEHO MUKCT-
uHpexnuel. B pegkux ciaydasx 3THOJIOTUYECKUMH (GaKTOpaMH
ocrporo 6ponxuosuta BeictynaioT C. trachomatis, C. pneumoniae,
BUDYC 5MIHI/IEMIYECKOTO IAPOTUTA. Y HEeJIOHOIIEHHBIX JleTell IIEPBBIX
MecCsIEeB KU3HU U JIeTeN ¢ BPOXKAEHHBIMU UMMYHOIeUITUTAMU
BO3MOKHBI OPOHXUOIUTHI THEBMOLMICTHOHN U ITUTOMETAJIOBUPYCHOHN
aTrosoruu. 1o 40% ocTphIX OPOHXHUOJIUTOB Y JleTel, POAUBIIUXCSA C
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Maccoi TeJia P POXK/IEHUH MeHee 1500 TpaMM, CBA3aHO ¢ UHDUITH-
pOBaHHEM PUHOBUPYCOM.

daxTOpaMy pUCKa Pa3BUTHUS OCTPOTO GPOHXUOJIUTA U ETO TAKEIIOTO
TEUYeHUs SIBJIAIOTCS CIIeIYIOIIHe:

- MY?KCKOH II0JT;

- HEJIOHOIIEHHOCTh U MaJIasi Macca TeJia IIPU POXKAeHUH (MeHee
2500 rpaMm);

- POK/IEHIE IIyTeM KecapeBa CeueHus;

- BO3pACT MeHee 3-6 MecsIeB U Macca Tejia MeHee 5 KT

- peTaNIbHBIN aJTKOTOJILHBIA CUHJIPOM;

- BPOXK/IeHHAs1 THEBMOHU S, CHH/IPOM acIiupanuu MekoHnus u BJI
B HEOHATAJILHOM IIEPUO/IE;

- HUBKUH COITMATbHO-9KOHOMUYECKUH YPOBEHD KI3HU U HEJTOCTa-
TOYHAass 00Pa30BaHHOCTH JIUII, YXa)KUBAIOIIUX 32 PeOEHKOM;

- CKYYeHHOCTb (CTECHEHHBIE YCIIOBUS TPOKUBAHUSA);

- HAJINYHUE B CEMbe CTaPIINX OpaTheB U cecTep, 0COGEHHO IOCeIa-
IOIINX JIETCKHE KOJUIEKTHUBBI;

- IACCUBHOE KYPEHUE U 3aTPsA3HEHNE OKPYKAIOIIEH CPeIbl;

- BJI/T, MyKOBUCIIH/I03, IOPOKH PA3BUTHS JIbIXaTeJIbHBIX ITyTeH;

- TSJKeJIbIe BPOK/IEHHbIE U IlepruHaTanbHble nopaskenus ITHC, cuH-
npom JlayHa, HEPBHO-MBIIIIEYHbIe 3200JI€BAHNUS;

- acIUparys MUK, B TOM YHCJIe cB3aHHAasA ¢ TOP;

- BIIC ¢ 3acTOiHOH cep/iIeYHON HEIOCTATOYHOCTHIO U/ UJIH JIETOUHON
TUIIepTeH3UEN;

- BPOKZIEHHBIE WJIH [IPUOOPETEHHbIE UMMYHO/IE(DUITUTHI.

IIaToreHes u maroMop¢oJIorus

OcTpblii GPOHXHMOJIUT — BapUAHT Te€YEeHUS OOCTPYKTHBHOTO
OpOHXHTA, IPU KOTOPOM ITOPAXKAIOTCA MaJIble JIbIXaTeJIbHbIE MyTH
(mesnikre OpOHXM M OpOHXHUOJBI). Masible JbIXaTeIbHBIE IIYTH
BKJIIOYAIOT MEXK/I0JIbKOBBIE, BHYTPHU-, CyOcerMeHTapHble OPOHXU U
OpOHXHOJIBI (TEpMUHAJIBHBIE K PECTUPATOPHBIE). /lnaMeTp OPOHXHOJ
Jla’Ke Y B3POCJIBIX COCTABJISIET MEHEE 1 MM, B X CTEHKE OTCYTCTBYIOT
XpsAIIEBbIe IVIACTUHKY U CJIM3UCTHIE Keye3bl. 10 Mepe yMeHbIlIeHUs
nuaMeTpa OpOHXUOJI SUUTEIUN HMCTOHYAETCS, YMEHBIIAeTCs
MMMYyHOJIOTHYecKas 3amuTa (cuare3 [gG HauMHaAeT IpeBaIMPOBaTh
Has cuHTe30M IgA). B Menkux OpoHXax MOCTENIEHHO HapacTaeT
KOJINYECTBO MBIIIIEYHBIX BOJIOKOH, 3aI[UTA OT IIOBPEK/EHU OCY-
IIECTBJIAETCS 3a cUeT OpOHXOCIa3Ma, IIPYU 3TOM BBaKyalus CeKpeTa
3aTpPyAHEHA, a CJIMBUCTAsA 000JI0UKA 6OraTo BaCKyJIApU3UPOBAHA.
B TepMHUHAJIBHBIX OPOHXMOJIAX OTCYTCTBYET ILIOTHAsA GhubOpo3Hasd
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000J104Ka, U BOCIaJIeHNe JIeTKO IIepeXOUT B IEPHOPOHXUATBHYIO
TKaHb. KoHeuHbIe GPOHXNOJIBI TOSABJISIOTCSA, HAUMHAA ¢ 16 TeHepaIuu
OpOHXHMATBHOTO /iepeBa. B To ke BpeMs B BEpXHUX OT/IeJIax JIETKUX
OPOHXMOJIBI TOABJIAIOTCA YKe ¢ 6-8-11 reHepanuu.

CorytacHo MopdostoruyecKkol kiaccupuKanuu HHQPEKITHOHHBIN
OpPOHXMOJUT OTHOCHUTCS K IIEDBUUYHBIM OCTPBIM KJIETOUHBIM
HEKpOTUUeCKUM OpoHxuosautaM. Mopdosorudyeckue n3MeHeHUs
IIpU OCTPOM OPOHXUOJIUTE XapPAKTePUBYIOTCSA HEKPO30M BIIUTETHUS
OpOHXOB, BBI3BAHHBIM BUPYCOM, THIEpCEKperueid CIU3U U
U3MeHEHHEM PeOJIOTUUEeCKUX CBONCTB OPOHXMAJIBHOTO CEKDETa,
YTOJIIIEHNEM CJIU3UCTOH 000JI04KH OpPOHXOB B pe3yJbTaTe
BOCHAJINTEJIBHOTO OTeKa, HEUTPODUIbHOU U JTUM@POIUTAPHO-
MOHOIIUTApHON HMHGMIbTpanuu. /[aHHble U3MeHeHUs IIPUBOJAT
K 00pa30BaHMUIO CIU3UCTBHIX IPOOOK, BBIZBIBAIOIIUX OOCTPYKIIUIO
OpPOHXMOJI, UTO O0YyCJIABJIMBAET Iepepa3iyBaHUe WU CIa/ieHue
JIUCTAJIBHOTO OT/eJIa JIETOYHOM TKaHH. PasBuBaroliieecs B3yTHE
JIETKUX YCHUJINBaeT OOCTPYKIUI0 OpOHXOB M3-3a C/aBJIEHUSA
BO3/IYXOHOCHBIX ITyTei. Jlaxke He3HAUUTEIbHOE YTOJIIIEHNE CTEHKHI
OPOHXMOJI CHIKAET BO3ZYIIHBIN IOTOK, IOCKOJIBKY COIIPOTHBIIEHHE
JIbIXaTeJIbHBIX IIyTel 00paTHO MPOIIOPIMOHAIBHO YeTBEPTOH cTeNIeH!
ee paguyca. /JokazaHo, UTO COIIPOTHBIIEHNe OPOHXUOJI yBETNYHNBAETCS
KaK IIpU BJIOXe, TaK U Ha BBII0XE, HO IIOCKOJIBKY IUaMeTpP OPOHXUOJ
MeHbIIle UMEeHHO Ha BBIZIOXe, Pe3yJIbTaT OPOHXHATBHON 00CTPYKIINHI
MIPOSABJIAETCA TepepacTsKeHueM JieTKUX (3pdeKT «BO3AYIIHON
JIOBYWIKU»). B psAzme ciayuaeB pa3BUBaeTcs aTejieKTa3. Briire
yKa3aHHbIe [IaTOJIOTUYecKIe Mpoliecchl HapyIlaloT HOPpMaJbHBIN
razoobMeH B Jierkux. HapymieHne BeHTUIAIIMOHHO-TIEP()Y3HOHHBIX
OTHOIIIEHUH CIIOCOOCTBYET OBICTPOMY PAa3BUTHUIO TUIIOKCEMUH, IIPU
TSKEJIOM TeUeHUH 3a00/1eBaHUs TaK)Ke PAa3BUBAETCS TUIIEPKAITHUA.

Kpowme npsamoro nutonarudeckoro feticteusi, PCB obyciaaBiuBa-
eT ZIeBUAINI0 UMMYHHOTO OTBeTa B CTOPOHY T-xXesmepoB 2-ro THUIa
¢ aKTUBaIMeld 503NHOGUIOB B OUare BOCIaJeHUA U IPOAYKIHeH
crienuduueckux anTu-PCB-anTuTesn kinacca IgE. 9To ie:xuT B ocHOBE
pasBuTus mnocie nepeHeceHHoro PCB-OGpoHXMOINTa PEITUUBOB CBHU-
CTAIIETrO JIBIXaHUA, a TAaK)Ke aTONNYecKuX 3a0osieBaHUH (aTommye-
CKHUH JIEPMATHT, aJUIEPTUUECKUA PUHUT, OPOHXUAJIbAHS aCTMAa) JJaKe
y ZieTell, He HMEIOIUX ceMeHHOH MpeipaciookKeHHOCTH K aTOIIUH.

KimHanueckasa kapTuHa

3abosieBaHNEe OOBIYHO pa3BUBaeTcs Ha 3-5-U JleHb OT Havasa
OCTpOH MHGEKIINHU BEPXHUX JbIXaTeJbHBIX ITyTel. KimnHudeckas
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KapTUHA OCTPOT0 OPOHXMOJINTA CKJIAJIBIBAETCA U3 HepecIupaTop-
HBIX U PeCIUPaTOPHBIX CUMITOMOB. HepecnupaTopHas CUMIITO-
MAaTHKa BKJIIOUAET B OOBIUHBIX CIyUasX HeJIJINTEIbHOE ITOBBIIIIEHNE
TeMIepaTypsl 710 cy0deOprIbHBIX HUDD, XO0Ts OPOHXUOTIUTHI afie-
HOBUPYCHOH, SJHTEPOBUPYCHOU 3THOJIOTUU COIIPOBOKIAIOTCS JIJIH-
TeJIbHBIM ¢ebpuuteToM. OTMeUaIoT pas/Ipa’kUTEIbHOCTh, COHJIN-
BOCTb, OTKa3 OT e/Ibl. BO3MOXKHBI pa3BUTHE KaTapajbHOTO OTUTA,
TaxuKapAus, rellaTo- U CIJIeHOMerasus, a TakKe TaK Ha3blBaemas
«JIOJKHAS TerlaTOMETaIus» U3-3a CMell[eHUs IeueHH H3M(PU3eMaTo3-
HO B3/yTBIMU JIETKUMU, YCTAHOBUTH UCTUHHBIE Pa3Mephl IIeYeHH B
STUX CJIy4asx IOMOTaeT IIepKyTOPHOe OIpe/iesieHNe ee TPAHUII, a
He MayIbIIanui.

PecriupaTopHble CUMIITOMBI BKJIIOUAIOT BHE3AITHO HOABJIAIOIIEE-
csI CBHUCTsAINEE JbIXaHUe, OJBIIIKY, HACMODPK U Kalllesb, TAXUITHO3,
[MaHO3, allHO3. [Ipu3Hakyu 6POHXUATIBHON OOCTPYKIIUU MOTYT II0-
SAIBUTBHCA KaK B IEPBBIN JleHb, TaK U Yepe3 2 — 4 JHA OT Havasa
3abosieBaHuA. XapaKTepPHBI TAXUITHOD (B TAKENBbIX ciaydaax YJ1/]
JIOCTUTAET 90 B MUHYTY), SKCIIUPATOPHAS WJIN CMeIIaHHas OJbIII-
Ka C y4acTHEM BCIIOMOTATeJIbHON MYCKYJIaTyPBl, B3/IyTHE TPYAHOHN
KJIETKU, BIQXKHBIN WU IPUCTYIIO00Pa3HbIH clIacTUYeCKUH Kalleb.
Y yacTu JleTed Kalegab HOCUT KOKJTIOMIENo00HbIN XapakTep (IIpu-
ctynoobpasHblil 6e3 penpus). Hajt ierkuMu ompezesisieTcss Kopo-
OOUYHBIN OTTEHOK 3BYyKa, OTMeuaeTcs YMeHbIIIeHNe TPaHUI] OTHO-
CUTEJbHOU CepAeYHOU TymocTH (3a cueT aM¢pu3eMbl JieTkux). [Ipu
ayCKyJIbTAIIUU BBIABJIAIOTCA KPENUTAIUS KaK Pe3yJIbTaT CIUIIaHUsA
U pasjuIaHusg OPOHXUOJ, paccessHHbIe BIaXKHBIe MeJIKOIIy3bIpua-
THIE U CyXUe CBUCTAIINE XpUIbl. Hapaay ¢ 3TUM, 4acTo oTMeuaeTcs
nuddysHoe ociabyieHne IBIXaHUs, YTO OTPA’KaeT HapyllleHHe IIpo-
Be/IeHUA IBIXaHUA. Y HEKOTOPHIX JIeTel MOXKeT IIPOU30UTH OCTa-
HOBKA /IBIXaHUs IEHTPAJIBHOTIO reHe3a (Kak IIpaBUJIO, B Hadase
3aboseBaHus, ellfe 710 TOTO, KaK MaHNU(eCTUPYIOT CUMITOMBI I10-
paKeHUs HUPKHUX JIBIXaTeJIbHBIX IyTell). HacToTa BOSHUKHOBEHU A
SIIHN30/I0B AITHOD 00PAaTHO MPONOPIIMOHATIBHA TOCTKOHIENITYaIb-
HOMY U IIOCTHATaJIbHOMY Bo3pacty. Haubosiee mozBep:KeHbI alTHO?
HOBOPO>KJIeHHBIE JIETU, B 0COOEHHOCTU HEJJOHOILIIEeHHbIE, Y HEJ[0-
HOIIIEHHBIX aITHOD BCTpevaeTcs ¢ YacTOTOH 25-40%. Yalie Bcero
BIHU30/1bl AaNTHOD HabiozaoTes npu PCB-OpoHxuoanTe, HO TaK:Ke
BCTpevarTces Ipy OPOHXUOJIUTAX, BRI3BAHHBIX IPYTUMHU BUPYCAMHU.
B rpynmy HauBBICIIETO PUCKA BXOAAT MJIAZ€HITBI ¢ IOCTKOHIIENTY-
anpHBIM Bo3pacToM (ITKB) menee 44-48 Henenb.
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K mpusHakam TsKeJIOT0 TedyeHUs OPOHXHOJIUTA OTHOCATCS
CHIDKEHUeE alleTuTa (ycBauBaercsa MeHee 50% IMUTAaHUS OT OOBITHOTO
notpebeHuA 3a 24 4aca), BAJIOCTh, SMIU30/bI anlHOo3, Y/I/1 Gosee
70 B MUHYTY, IMaHO03. O TAXKeJION bIXaTeJIbHOU HeJI0CTaTOYHOCTH
CBU/IETEJIBCTBYIOT IIMAHO3, B3/IyTHE I'PYAHOU KJIETKU, TaXUITHOJ,
OZIBIIIIKA HKCIHUPATOPHOTO MJIM PeXKe CMENIaHHOTO XapakKTepa C
BTsKEHHEM Mexkpebepuii, pa3iyBaHUeM KPBLIbEB HOCA.

JnarHocruka

JInarHo3 «OCTPhI GPOHXUOIUT» KIMHUYECKUH, TNarHOCTUYECKUMU
KpUTEPUAMU OCTPOTO OPOHXUOJINTA Y JieTeH ABIAIOTCA: BO3PACT /10 IBYX
J1eT, cyodeObpriIbHASA WX HOPMaJIbHAS TEMIIEPATYPA, alTHO3 (THUIIMYHO
JUTsI HEJTOHOIIIEHHBIX JleTell), PUHUT/Ha30(DapUHTUT, CyXOH Kalllesb,
CBUCTsAINEE JIbIXaHUE, CHIDKEHNE TOJIEPAHTHOCTU K SHTEPATBHOMY
MUATAHUIO, TAXUITHOD, OZBIINIKA, «B3IAyTHE» WIX GOUKOOOpasHasd
¢opma rpyiHON KJIETKU, CHIDKEHHUE 3JIACTUYHOCTU IPYZITHON KJIETKH
IIpU MIbIIAINH, KOPOOOUHBIN MEPKYTOPHBIM 3BYK, KpEIUTAIUS,
CBUCTSAIINE, BJIQKHBIEe MeJIKOIy3bIpUaThle 11(dy3HbIe XPUIIHI.

JlabopaTtopHble W HHCTPYMEHTAIbHBIE HCCIEOBAHUSI UMEIOT
BTOPOCTENIEHHOE 3HAUeHUe NPHU JAHArHoCTHuKe OpoHxmosmTa. B
TUIWYHBIX CIIy4Yaax JJyid MOJTBep KIeHUsA TUarHo3a OpPOHXMOINTA
He TpebyeTcs IIpOBeJleHUS KaKUX-JINOO J1abOpaTOPHBIX WJIHN
WHCTPYMEHTAJIBHBIX HCCIIEIOBAaHUH. PyTHHHOE X UCIIOIH30BAHNE [TPU
HaJIMYUH KJIACCUYECKUX CUMIITOMOB MOXKET IIPUBOIUTH K HA3HAUEHUIO
JINITHUX MeIUKaMeHTO3HBIX CPEZICTB. ] OTIOTHUTETbHbIE UCCIIET0BAHMS
MOTYT NOTPeOOBATHCA B CIIydasaxX, €CJIM CUMIITOMBI OPOHXUOJIUTA
COIIPOBOXKAIOTCS JINXOPA/IKOH; OTCYTCTBYIOT KaTapaabHble BJIEHIS
B HOCOIJIOTKe; ¥ pe0eHKa TsKesioe o0IIee COCTOSTHUE.

JlaHHbIe TeMOTPaMMBbl IIPU OCTPOM OPOHXHOJIUTE THUIUYHBI
JULsL BUpycHOU nHekuu. OHU XapaKTepusylooTcs JieHKoneHuel,
HelTponeHued, AuUM@POINUTO30M, XOTS B IepBble 1-2 IHA
BO3MO’KHBI HEUTPOPUIBHBIN JTeHKOIIUTO3, UHOTJA CO CIBUTOM
JIeKOIUTapHOUM GOPMYyJIBl KPOBU BJIE€BO, MOHOIIUTO3. B 11es10M,
00U KINHUYECKUH aHaIN3 KPOBU MaslonHbopMaTuBeH. Jlaxke
IIpU OTCYTCTBUH OaKTepuaIbHOU UHMEKIIUH Y YACTH JleTed MOKeT
OIlpeesAThCA JeUKOIUTO3 =15 X 109/J1, a y /leTell MePBBIX ABYX
MecsIEeB KU3HU =20 X 109/ (y Kaxkaoro 6-ro pebeHKa) U Hel-
Tpoduies. PyTHHHOE IpoBe/leHNe KINHUUECKOTO aHAIN3a KPOBHU
B JUHAMUKE, JIOTIOJTHUTEJIFHOE UCCIIeIOBAHNEe OMOXUMUUECKOTO
npoduia u onpezenenne CPb feTsaM ¢ THINYHBIMY CUMIITOMaMH
OpoHXUOJINTA HE TI0OKA3aHO.
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O6cnenoBanue Ha cerncuc (moceBsl KpoBH, mouu, CPB wu/
unu IIKT B CBIBOPOTKE KpPOBU, peHTreHorpadus TpyAHOU
KJIETKH, JIIOMOaJIbHASA MYHKIUA) MPOBOJUTCS MPH COUETAHUU
BBICOKOW JIMXOpaZIKu CO cHuXeHueM SpO, Huxe 92% U amHod.
B npyrux cuTyanusx BEpPOSATHOCTh OaKTEpHEMHUH y JeTel ¢
OpPOHXHOJINTOM KpalHe HU3Ka. VICKIIOUeHHe COCTABIISAIOT CIydan
BHYyTpuOOJIbHUUYHOU PCB-mH(pekuu, pazpuTre OpOHXUOJIUTA Y
neted ¢ muanotTudeckuMu BIIC wim ApyruMU BPOKAEHHBIMU U
IepUHATAJIbHBIMU 32001€BAaHUAMU, TPEOYIOIMUMU TPeOhIBAHUA
pebenka B OPUT. BakTepuosornyeckoe HccaeT0BaHUE KPOBU
U MOYM, KaK IMpPaBUJO, He IMOKA3aHO JIeTAM C TUIHUYHBIMU
MIPOSABJIEHUSIMHU OCTPOTO OPOHXHOJINTA, JAHHOE HCCIIeJOBaHUE
MOKET OBITh 0OOCHOBAHO y JeTEN MEPBBIX 2-X MECAIEB KU3HU
[IPU HAJIMYUH y HUX HeOPUIbHOU JIMXOPATKH JJIsI UCKITIOUEHU
WH(EKINYU MOYEBBIBOAAIIUX ITyTEH.

Bcem geTsiM ¢ ocTphIM OPOHXHOJIMTOM IMOKA3aHO IPOBEJEHHE
nyjabcokcuMeTpuu. OlnpejieleHUe OKCHUTeHAIlUu KpPOBU C
ZAMAarHOCTUYECKOU LEeJIbI0 MPOBOAUTCA MO ypoBHIO SpO, mpwu
JIBIXaHUH aTMOCHEPHBIM BO3/IyXOM, YTO II03BOJIsIET HAUOO0IEE TOUHO
OIIEHUTH TSKECTh OPOHXUOJINUTA B Hauaste 3a6oseBanusi. [lokazaresb
SpO, MeHee 95% yKa3bIBaeT Ha TsAXKEJI0€ TedeHrne OPOHXUOJIUTA.
Mapkepamu npixateabHOU HesocratouHocTu 11 u III crenenwu,
IIpU KOTOPOU TpebyeTcsa HazHaYeHue Kucaopoaorepanuu u UBJI,
ABJIAIOTCA TMOKazarean SpO, Huxe 90% u 75%, COOTBETCTBEHHO.

OmnpesiesieHre Ta30BOTO COCTaBa KPOBU IeecoobpasHo
pu  TSKEJIOM TedeHUHW 3abosieBaHuA (amHOY, TaXWUITHOJ,
gpIxaTteabHas HepgocrarouyHocTh II-IIT cremeHu, IMaHo3).
l'unokceMusi BCTpedyaeTcs YacTO W HepenKko OoJiee BBIpakeHa,
4eM 5TO 0KU/IAJIOCh 10 KJIMHUYEeCKUM NpU3HaKaM. BeipakeHHas
TUIIOKCEMUS COIPOBOKJIAETCS THIIEPKAITHUENd W alUuj030M, HO
vame PaCO, cumxeHo (runepeenTwiAnusA). [Ipu Jierkom treueHun
3a00J1eBaHUs NU3MEHEHHH KIUCIOTHO-0CHOBHOTO cocTtosiaus (KOC)
KpOBH He oTMeuaeTcs. [Ipu TskesioM TeueHnu 3ab601eBaHus, KpoMe
uccnenoBanus KOC, mpoBoiuTces onpesiesieHNe YPOBHSA KpeaTUHIHA,
MOYEBUHBI, 3JIEKTPOJIUTOB.

HeszaBrCHUMO OT 3THOJIOTHYECKOTO (haKTOPA, OCTPhIe OPOHXUOTUTHI
UMEIT CXOJHYI0 KJIMHUYECKYI0 KapTUHY. Bupycomoruueckoe u
cepoJiornyeckoe o0cae0BaHuA OOJIBHBIX OPOHXHOJIUTOM HE UMEIOT
CYIIIECTBEHHOTO IPAKTUYECKOro 3HAaueHUs. ITUOJOTUYecKas
pacmudpoBKa 3a601eBaHUS TIPOBOTUTCS C IIEJIBIO ITPEOTBPAIEHHA
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JIAJIbHEUTIIETO PacIpPOCTPAHEHUs BHpPyca IIyTEM H30JSAIUU
6ospHBIX. Kpome TOT0, MOATBEPKAEHHE BUPYCHOU STHOJIOTHH
3ab0s1eBaHUA T03BOJIsAET U30€KaTh HEOOOCHOBAHHOTO IIPUMEHEHUS
aHTHOAKTepUAIbHBIX IpernapaToB. Kak mpaBuiio, UCHOJIb3YIOTCSA
SKCIpPecc-MeTO/Ibl INAaTHOCTUKH: Ha30(papUuHreaIbHbIH Ma30K C
TIOCJIEAYIONIUM HCCIIeIOBAHUEM C IIOMOIIbI0 UMMYHOMEPMEHTHOTO
aHaJIM3a WIN [OJIMMEPA3HOU IEMTHON peaKI[UH.

PeHTreHOJI0TUUECKOE HCCIeIOBAHUE IIPU OCTPOM OPOHXHUOJIUTE
PYTHUHHO OPOBOJIUTH He PEKOMEH/IyeTcs, TAaK KaK U3MeHeHUs Ha
peHTTeHoTrpaMMax TPy OPOHXUOJIUTE BapruabeIbHbI 1 H3MEHYHUBBI, a
BEPOSITHOCTh OOHAPYKEHUs THEBMOHUHY WJIH JIPYTUX HEOKUIAHHBIX
HaXO/IOK KpaliHe HU3Ka, B 0COOEHHOCTH y JieTel ¢ ypoBHeM SpO,
6os1ee 92%. YCTaHOBJIEHO, YTO JAETAM ¢ mojio3penneM Ha MH/III,
KOTOPBIM IIPOBOJIMJIACh PEHTreHOTpad s OPraHOB IPYHOU KIETKHU
10 pacIIMPEHHBIM ITOKa3aHUIM, Yallle Ha3HAYaIUCh aHTUOMOTHKH,
OblLJIa BBIIIIE YACTOTA TOCITUTAIN3AINY U3 J0Ma, ObLII JI0JIbIIIE KO-
KO-7IeHb IIPU COMOCTABUMOMU TSAKECTH COCTOSHUA. BO3MOKHBIMU
MMOKa3aHUAMU /1J1s1 PEHTTE€HOJIOTUYECKOTO UCCIIeIOBAHUS OPTAaHOB
TPYZIHOH KJIETKHU IPU OCTPOM OPOHXUOJIUTE SBJISIOTCA CHMIITOMBI,
IMO/I03PUTEJIFHBIE HA THEBMOHUIO (Jimxopajika Beile 38°C 6osiee
3 JHeU, NHQPEKIIUOHHBIA TOKCHUKO3, YKOPOUYEHHE TTEPKYTOPHOTO
3ByKa, ACHMMETPH S XPUTIOB IIPU ayCKYJIbTAIINH JIETKUX ), COMHEHUS
B KJIMHUYECKOM JINarHO3€, OTCYTCTBHUE MOJI0KUTETHbHOU JUHAMHUKHU
Ha ¢oHe cTaHAapTHOU Tepanuu. C MPaKTUUECKON TOUKU 3pEHUS
OIpaB/IaHHBIM NIPOBEJIeHUE PeHTreHOTpadUUecKoro uccaeJoBaHus
MOKET OBITh IPU TSXKEJIOM Te€UeHUU OpPOHXUOJIUTA, IIPU YXYAIIEHUN
cocTossHUA Ha (OHe JIedeHHUs, NMPU HAJIUIUU XPOHHUUECKOU
MaTOJIOTUM CepJilla U JIETKUX, a TaKKe NPU IOJ03PEeHUU Ha
JIpyTUe MPUYHUHBI OOCTPYKIINH (BPOXK/IEHHBIE TIOPOKU Pa3BUTHUAA,
MYKOBHCITU/IO3 U T. 1I.).

Pentrenorpadusa Jerkux y 10% TpPYAHBIX JE€TEH,
TOCTIUTAJIU3UPOBAHHBIX C OCTPHIM OPOHXHOJIUTOM U3 JIoMa, He
BBIABJISET U3MEHEHUH, HO MPUMEPHO y 50% WMEIOTCS SBHBIE
MPU3HAKU 5M(HU3eMaTO3HOT0 B3/IyTUSA U MOBBIIIEHNs IPO3PAYHOCTH
JIETOYHBIX TIOJIed. B3ayTHe JIErKUX HOCHUT TIPEXOAAIIAHN XapaKTep.
[lepubponxuanpHas WHPUIbTpaNusa Habawgaercs y 50-80%
MManyeHToB, MHPUIbTPATUBHBIE U3MEHEHUsI CEerMEHTA JIETKOTO — Y
10-25%. Taxske MOTYT OIIPEAEIATHCS PacCesTHHbIE 0YaroBOIO00HbIE
TeHH, aTeJIeKTas3bl (y 20-30% OOJbHBIX), KOTOPbIE CUMYJIHUPYIOT
MTHEBMOHUIO. ATeJIeKTa3bl MOTYT COXPAHATHCSA B T€UeHNE HECKOJIBKUX
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JTHEN U /ake HeJlesIb — IIOKA HE BOCCTAHOBUTCS PECHUPATOPHBIHN
smutenuil (9—15 paHeH). ATeJsleKTa3bl XapaKTepPHU3YIOTCS
CaMOINIPON3BOJIBHBIM pacupaBjeHueM. [ljgeBpanbHBIH BBINIOT
BCcTpedaeTcs KpalHe pezko. JIpyrrue HaXOAK{W MOTYT BKJIIOYATh
YTOJIIIEHNE CTEHOK OPOHXOB, YILUIOUIEHNUE KyIOoJI0B Auadparmsl,
yBeJIUUYeHUe IlepeiHe3a/lHer0 pasMepa TIPYAHOU KJIEeTKH Ha
peHTreHOorpaMMe B OOKOBOH ITpOeKINY. 3aTeMHEHUsI HA PEHTIeHO-
rpaMMe y HaleHToB ¢ OPOHXUOJIUTOM MOTYT OBITH OIIMO0YHO pac-
IleHEHbI KaK THeBMOHUYECKasA NHPUIBTPAIUA U CTaTh IPUYNHOHN
He0DOCHOBAHHOTO Ha3HAUEHUA aHTHOMOTUKOB.

IIpu KT BBIABIAIOT IIeHTPOJIOOYJIAPHBIE Y3€JKU U MeJIKUe
pa3BeTBJIeHHBIE 3aTeMHeHUA (KapTHHA «JiepeBa B IOYKax»).
ITokazanmem assa npoBeneHus KT-umccienoBaHus MoXKeT OBITh
TOJIBKO ITO/I03PEHNE Ha PA3BUTHE 00JIUTEPUPYIONIET0 OPOHXUOJINTA.

Jleuenue

Mapmpyrusanus narnueHToB

BospIIMHCTBO paHee 3710POBBIX JleTell TePeHOCAT OPOHXUOJINT B JIET-
KOH U cpeziHell TsKecTH hopMe U MOTYT ITOJIyJaTh iedeHrne aMOysaTop-
Ho. [TosaraioT, 4To B GOJIBIIMHCTBE CJIy4JaeB uepes 48—72 yaca OT Haua-
J1a 3a60J1eBaHUs IPOUCXOAUT CIOHTAHHOE BbI3ZIOPOBJIEHNE U OTIIAJAeT
He00XO/TMMOCTb B TOCITUTATIN3AIINHY, & CPEIHAA ITPOJIOJIKUTEIBHOCTD
TOCITUTAIN3AIINH, €CTH OHA IIPOMCXO/IUT, COCTABJIAET 4-7 THEM.

IIpu ompesesnieHUN MOKa3aHUU K TOCIUTAIU3ALUU CJIEyeT
obpaiats BHUMaHUe Ha BO3PACT TallleHTa, Hatnure GakTOpPOB pPUCKa
TSKEJIOT0 TeUeHUsI OPOHXUOJINTA, CIIOCOOHOCTB IOJIyYaTh OPIHHYIO
perugparanuio, coluaJbHble U OBITOBBIe ycuoBusA. OCHOBHAs
I1eJIb JIeUeHU TOCITUTAIN3UPOBAHHBIX MTAINEHTOB — IPUMeEHEHNe
VBJIQ)KHEHHOTO KHUCJIOPO/IA /IS TOCTHKEeHU CTAaOUIBHOTIO YPOBHSA
SpO, He menee 92%.

ITokazaHus A1 TOCIUTAIN3AIIUY JIeTel ¢ OCTPBIM OPOHXHOJIUTOM:

- aITHO? WJIU ITUAHO03;

- IIbIXaTeabHas HeZIoCTaTOUHOCTh (SpO2<92% mpu ABIXaHUU BO3-
myxom, YJ1/] BeIIIE 60 B MUHYTY, BTSI?)KEHUE TPYAHOU KJIETKH, «KPAX-
TsAIlee» IBIXaHUE, Pa3/yBaHUe KPBLIbeB HOCA);

- JleTuipaTanys, 3aTpy/lHeHe KopMyleHus (CHIKeHue oTpebJie-
HUS KUJKOCTH /10 50—75% OT 0OBITYHOTO 06'beMa HJIH OTCYTCTBHE MO-
YeHCITyCKaHUH B TeUeHUe 12 YacoB);

- ob11iee TsAKeI0€e COCTOsIHUE (CUMIITOMBI BHIPA’KeHHOM HHTOKCHU-
Kanuu, peOeHOK He pearupyeT Ha OObIYHBIE CTUMYJIBI, IIPOCHITIAETCS
TOJIBKO II0CJIE IJIUTEIBHON CTUMYJIALINN);
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- KHCJIOPO/I3aBUCUMBIE Ha IOMy IAllMeHTHl, HanpuMmep, ¢ BJI/T;

- Hea(PEKTUBHOCTD TEPATINHY, IPOBOAMMOU B IOMAIIHUX YCIOBUSAX,
WJIU HEBO3MOKHOCTD ee ITPOBeZieHN (110 COITUAaTbHBIM ITOKA3aHUAM);

- TAXKeJIble COIyTCTByMOINMe 3abosieBanusa (BJI/I, MykoBucnu-
Jl03, reMofimHamMu4decky 3HaunMble BIIC, kapuTsl, UMMyHOAeDU-
nuT, XxpoHudeckuii I'DP ¢ acnupanueit, cuagapom JlayHa, HepBHO-
MBIIIeYHbIe 3a00JIeBaHMUS).

JleTu ¢ oCcTphIM OPOHXUOJIUTOM /I0JIXKHBI TOCIIUTATTN3UPOBATHCSA B
OT/IEJIbHBIN OOKC.

IToxazauus siuis nepesoaa B OPUT:

- penuIUBUpYIOIIee alHO? (3aUKCUPOBAHHbBIE BPAUOM WJIU OIU-
CaHHBIE YXaKUBAIOIINMU JIUIIAMHU);

- TsKeJslasl JipIXaTesibHasA HemocrtaTouyHocTs (U/IJ Gosmee 70
B/IOXOB B MHUHYTY, SKCIIMPATOPHOE XPIOKaHbe, 3HAUYUTEJIbHOE
3arajieHye rpy/IHON KJIEeTKY, BhIpaXKeHHOE YTOMJIEHHE /IbIXaTeIbHON
MYCKYJIaTypPBl, IEHTPIBHBIH INAHO3);

- HEBO3MOXKHOCTh mojjepxanust SpO, Bbilie 92% Ha GoHe
OKCHUT€HOTepaIuy.

KpuTepuu BBIINCKY U3 CTAIIIOHAPA IIOCJIE IEPEHECEHHOT'0 OCTPOT0
OpOHXUOJIUTA:

- crabunbHas Sp0, 92-94% NP bIXaHUK KOMHATHBIM BO3/IyXOM;

- aJleKBaTHOe MUTaHNe (BO3MOXKHOCTH I1IepOPATIbHOTO IIpUeMa -
IIIH ¥ JKUJIKOCTU He MeHee 75% OT 0OBIYHOU THEBHOU IMTOTPEOHOCTH).
BoapHOM MOKeT OBITH BBIIIKCAH C OCTATOYHBIME IPOSIBIEHUAMY (pH-
HUT, XPUIIbI) BO U30€KaHNE TOCITUTAIBHON CynepUH(bEKIIHH.

HyrputuBHasa noaaep:Kka U peciupaTopHas Tepanusa

Y MHOTUX fieTell ¢ OPOHXUOJIUTOM UMEETCsI JIETKOe WJIN YMEPEHHOe
00e3BOKUBAHUE 8 Pe3y.1bmame maxunHod U AHOPeKcull, TIO3TOMY
UM peKOMEeH/IyeTCsI OCTOPOKHO BBOAUTH KUJIKOCTD, KOJIUUECTBO KO-
TOpOH OoJIbITe (PUBHOJIOTUUECKON MOTPEOHOCTH B 3aBUCUMOCTH OT
CTelneHU leruaparanuu. Ecu cocanue 3aTpy/THEHO 1U3-3a OZIBIIIKH, &
TakkKe B CBA3H C PUCKOM acCIIHPAINH, OIIPaBAAHO BBeJIeHUE KUTKOCTH
yepes 30H/1 WIN IapeHTepaabHo. [Ipr HeBO3MOXKHOCTH BBITTAUBAHUA,
a tTaxxe 11pu skcukose I1-111 creneny npoBoauTeA NapeHTepabHasA
peruaparanus IJII0K030-COJIEBEIMU pAcTBOpPAaMU B 00beMe He OoJiee
20 MJI/KT/CyT, YUUTHIBAS PUCK PA3BUTHUS OTEKA JIETKUX U CHHAPOMA
Hea/IeKBaTHOM CeKpeIuy aHTUANYpeTUIecKoro ropMoHa. boipHOM
pebeHOK uyBCTByeT cebsa Hambosee KOM@OPTHO B IOJIOKEHUU
rostyseka (IIpu 5TOM TOJIOBHON KOHeIl KPOBAaTU IIPUIIOHUMAIOT Ha
10-30°) CO cJIerka 3aIPpOKUHYTOUN Ha3a| TOJIOBOMH.
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HyTtpuTuBHasA moAajep:KKa sIBJISIETCST Ba*KHOH COCTaBJISIONIEH
KOMILIEKCA JIe4eOHbIX MEPOIIPUATHI TP Gporxuosvte. HeamekBaTHOE
nuTaHyue pebeHKa ¢ GPOHXHUOJIUTOM MOIKET IPUBOAUTD K 3BHAUNMOMY
VIJIMHEHUIO IPeObIBaHUs B cTalioHape. [I[pUHITUITHAIBHO BaYKHBIM
SABJISIETCA MaKCUMaJIbHO paHHee Hadajgo IUTaHuA pebeHKa c
OPOHUXOJIUTOM, IIOKA3aHO, YTO 3a/IEP;KKa aJIeKBaTHOTO 0OeceueHust
KaJlopaska B IEPBBIE JIBOE CYyTKU ITOCJIE TOCITUTATM3AINY IIPUBOAUT K
VBEJIMYEHHUIO CPOKOB IIPeObIBaHMs pebeHKa B CTallOHApE.

B nmaToreHese BO3MOKHBIX HAPYIIEHUII HYTPUTUBHOTO CTaTyca y
pebeHka ¢ GPOHXHOIUTOM UTPAIOT POJIb PAa3IUYHbIE (PAKTOPBI:

1) CHCTEMHBIH BOCHAJUTEJIBHBIA OTBET, COMPOBOXK/AIOIIUNC
CHI)KEHHEM alllIeTUTa, YTO CTAHOBUTCS MPOOJIEMOH B YCIOBUAX,
KOT/Ia He0OX0TMMO 06eCIIeYUTh IIOCTYIIEHHE C TUIIEHN JOCTATOYHOTO
KoJn4yecTBa Oesika MJis TOAZEp KaHWs aJeKBaTHOH paboThI
UMMYHHOH CHCTEMBI, B YaCTHOCTH, OOJIbIIIOE 3HAUEHHE UMEET
aJIeKBaTHOE COJiepiKaHIe B pallioHe TpunTodaHa — He3aMeHUMOM
aMHHOKHUCJIOTBI, aKTUBHO HCHOJb3yeMod T-mumdonuramu
s dexTopaMu 11 YCIENTHOTO HMMYHHOTO OTBETA;

2) ycuieHHass paboTa JbIXaTeJIbHOU MYCKYJIaTyphl, TaKKe
Tpebyolas IOCTYIUIEHH ¢ MUIIEHN aZleKBaTHOTO KOJINYeCcTBa 6ETKOB
C BBICOKOU OHMOJIOTUUECKOH IIEHHOCTHIO (CBIBOPOTOYHBIE OEJTKH);

3) U30BITOUHBIE IIEPCIUPAIMOHHBIE TIOTEPH KUIKOCTH, CBA3aHHBIE
C OZIBIIIIKOM;

4) 3aTpyAHEHUE COCaHUs, CBI3aHHOE C OJIBIIIIKON U B HEKOTOPBIX
CJIydasix TUTIOKCEMUEH;

5) OTpaHUYEeHUs], CBsI3aHHBIE C HEOOXOIUMOCTHIO IIPOBEIEHU
KHUCJIOPOJIOTEPATIHH.

C Touku 3peHus BpIOOpa cybeTpaTa /s BCKapMJIMBaHUA pebeHKa
MIEPBBIX MECSAIIEB KU3HU C OPOHXUOJIUTOM IIPUOPUTET, OE3YCIOBHO,
OT/IaeTCsl TPYAHOMY MOJIOKY, KOTOPO€E B 3THX YCJIOBUAX CTAHOBUTCS
He TOJIbKO IMUTAHHEM, HO U Ba’KHBIM KOMIIOHEHTOM YCIIEIITHOTO
JieyeHus1. BeJIKOBBIN KOMIIOHEHT IPYZAHOI0 MOJIOKA KaK MUHUMYM
Ha 70% TMpeJCcTaBjieH CHIBOPOTOYHBIMU OeakamMu, GOraThIMH
He3aMeHUMbIMHA aMUHOKHKCJIOTAMM, a HaJudue B HEM IeJIOr0
KOMILJIEKCA UMMYHOJIOTUYECKHA aKTUBHBIX KOMITOHEeHTOB (Ig, oytu-
rocaxapubl I'PyJHOTO MOJIOKa, UMMYHOKOMIIETEHTHbIE KJIETKH,
MENTU/BI C aHTUMUKPOOHO! aKTUBHOCTBHIO) BHOCHUT CYIIIECTBEHHBIN
BKJIAJ] B aJIEKBATHOCTh UMMYHHOTO OTBeTa. B 3aBHCHMOCTH OT
TSPKECTU COCTOSTHUS KOPMUTH pebeHKa TPYAHBIM MOJIOKOM MOYKHO
KaK HEeIOCPEeZICTBEHHO 13 IPYJU MaTEPH, TaK U CII€KEHHBIM I'PYIHBIM
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MOJIOKOM, IIPY 3TOM Pa30BHIN 00'beM MUTAHUSA U YACTOTa KOPMJIEHUH
B CyTKHU MOTYT BapbupoBaTh. Heo0X01uM exxeTHEBHBIN MOHUTOPUHT
JUHAMHKN aHTPOIIOMETPUYEeCKUX IToKasaTesiel, I03BOJIAIONIUX
OIIEHUTH aJIeKBATHOCTh ITUTAHUS MAIEeHTA.

JleTsIM Ha UCKyCCTBEHHOM BCKapMJIMBAHUH B OOJIBIIMHCTBE CIIyIaeB
JIOCTaTOYHO CMeCcel CO CTaHZIApTHOHN KOHIleHTpallueil HyTpUEeHTOB,
OJTHAKO BaYKHBIMU IIPE/ICTABIIAIOTCA IeTaIN X cocTaBa. C TOUKY 3peHMs
6eTKOBOT0 KOMITOHEHTA ITPEJIIOUTUTEIbHBI CMeCH Ha OCHOBE YaCTHYHO-
THU/IPOJIN30BAHHBIX CHIBOPOTOUHBIX OEJIKOB: C OJTHOM CTOPOHBI, 3TO
00YCJIOBJIEHO MX BBICOKON OHOJIOTHUYECKOH IEHHOCTHIO, a C IPYTor
— YaCTUYHBIU THUAPOJIU3 YIIYUIIAeT JOCTYIHOCTh aMUHOKUCIIOT U3
cMecy. BayKHBIM ABJIfeTCS HAINUNeE B IPOJYKTe /IS BCKAPMJIUBAHUSA
pebeHKa KOMIIOHEHTOB € IIO3UTUBHBIM MMMYHOMOYJTUPYIOIINM U
3alIUTHBIM JielicTBueM. HecMOTps Ha TO, YTO BOCIPOU3BECTH BCE
UMMyHHBIE 3(pdeKTHI TPYIHOTO MOJIOKa HEBO3MOKHO, COBPeMEeHHbIe
TEXHOJIOTUU II03BOJIAIOT, HAIPHMeD, BKJIIOUATh B COCTaB CMecei
TOYHBIE CTPYKTYPHBIE KOIIUU OJINTOCAXapU/I0B TPYAHOTO MOJIOKA. B
KOHTEKCTe JieueH!sI pebeHKa ¢ OPOHXHOJIUTOM 0cO0YI0 3BHAUNMOCTh
mpuobpeTaeT MPOJAEMOHCTPHUPOBaHHAs in Vitro crocoGHOCTH
HEKOTOPBIX OJINTOCAXaPH/IOB TPYAHOTO MOJIOKA (2-(DyKO3WILIIAKTO32a U
J1akTo-N-HeoTeTpao3a) OKa3bIBaTh MHTHOUPYIOIee BINAHIE Ha PETUIN-
kanuio PCB. IIpuMepoM JeTCKOM MOJIOYHOU cMecH, OO0 beTHHSAIONIEN
B CBOEM COCTaBe MHOTHE IIPENMYIIeCTBa, 3HaUNMble B HYyTPUTUBHOH
noziepskke 60yIbHOTO pebeHka, siBysieTcss cMech NAN® SUPREME
(Nestle, Tepmanus). YacTHYHO THAPOTU30BaHHbIE CHIBOPOTOYHBIE OeJI-
kH, mpobuoTuk Lactobacillus reuteri DSM 17938, a Takske KOMILIEKC U3
JIBYX OJTUTOCAXAPUIOB, HJIEHTUYHBIM COOTBETCTBYIOITIM OJIUTOCAXAPHU-
JlaM TPYHOTO MOoJIoKa (2-pyKO3WIIaKTo3a U JaKkTo-N-HeoTeTpaosa),
JIeJIar0T 3Ty CMech IIPOyKTOM BBIOOpA B MUTAHUU JIeTel IEPBOTo Tofia
¢ OpPOHXUOJINTOM, HAXOZATUMCS Ha HCKYCCTBEHHOM BCKaPMJIMBAHU.

BasucHas Tepanus OpOHXUOJINTA 3aKI0YaeTcs B obecrieueHUN
JIOCTaTOUYHON oKcureHanuum mnamnuednTta. OKCUTeHOTepamus
IPOBOZIMTCSA TIPH NoKazaTesax SpO, Huxe 92-94%. B saBucumoctu
OT CTeIleHU TAKEeCTH OOJIPHOTO HAa3HAYAIOTCS MHTAJISAINN YBIIAK-
HEHHBIM 30-40% kuciaoponom, CPAP-tepanus, nposesenue VBJL.
TocriuTanu3upoBaHHBIX JleTel TOMeIAloT B ITayIaTy, o0ecreueHHYI0
nojaved yBJIaXKHEHHOTO U OXJIAXKJEHHOTO KHCJIOPOAA, Jisd
JINKBU/IAITIHY OBIIIKY U IIAHO3A.

Kucnopozorepanus He 00s3aTeJIbHO JOJKHA CTAHOBUTHCS
MIPENATCTBUEM JJIsl SHTEPAJIBHOTO NMUTAaHUsA pebeHKa, OOJIBHOTO
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o6poaxuosuToM. Criocob mojjauu KUCJI0po/a UTPaeT 3HAYUTEIHHYIO
posib. B HacTosIIIee BpeMs peKOMEH/TyeTcsl IpUMeHeHe Ha3aIbHbIX
KaHIOJIb C BBICOKOIIOTOUHOHW MOJlauedl KHCJIOPO/Ja BMECTO
KHUCJIOPOJTHON MACKH, TaK KaK 3TO II03BOJISIET COXPAHUTH SHTEPAIHHOE
[MUTaHUE, B TOM YHCJE, IPU HEOOXOAUMOCTH, Yepe3 30H/1. JI1o6oi
BUJI SHTEPAJILHOTO MUTAHUs pebeHKa, 0cobeHHO per 0s, Ha QoHe
BBICOKOIIOTOUHOH ITOJIaYU KHUCJI0PO/a Yepe3 Ha3aJ bHble KaHIOJIU
acconmupoBaH ¢ 60Jiee paHHUMH CPOKaMH BBIIIUCKH peOeHKa U3
CTallMOHapa, B CPAaBHEHUH C JIETbMHU 0€3 HyTPUTUBHOU IOJJIEPKKH,
HO IPU TaKOM JKe crocobe KHucaopoaoTepanuu. [Ipu 3ToM pUCK
aCIUPaIMOHHBIX OCJIOKHEHUU NPU HAa3HAYEHUU SHTEPAJIHLHOTO
MUTAHUA Ha POHE KUCTOPOJIOTEPAITHH C UCII0JIb30BAHUEM Ha3aJIbHbBIX
KaHIOJIb IPU3HAETCH HE3HAUNTETHbHBIM.

ITokazauusa k CPAP/VBJI:

- ocs1abJIeHUE JBIXaTeJIbHOTO IITyMa Ha BJIOXE;

- nepudepruUecKuil IUAHO3, ET0 COXPAHEHHUE TIPU JIbIXaHUH 40%
KHCJIOPOJIOM;

- cumxenue PaO, Menee 55-60 MM pT. cT. uiu yBesindenue PaCo,
OoJiee 55 MM PT. CT. (THIIOBEHTHJIAIIMA);

- ToTpeGHOCTh B OKcureHorepanuu ¢ FiO, >0,5;

- IOBTOPHBIE AITHOY;

- CHIDKeHHe 00JIEBOU peaKIuu, HapyllleHHe CO3HAHUS;

- UCTOIIEHHE.

MeaukaMeHTO3Has TEPATTUS

b GEeKTUBHOCTD TPUMEHEHUs OPOHXOJUJIATATOPOB Y JIETEH C
OCTPBIM OPOHXHOJIUTOM HE JIOKasaHa. Y JeTel Mpu OpPOHXHUOJIUTE
He PEeKOMEH/yeTcs HCIOJIb30BaTh aJpeHaIuH, [3,-arOHHCTHI KO-
POTKOTO AefcTBUA U M-XOJIMHOMUTHKHU. VIHTaJIAIIMOHHAA TepaTus
UMH He BJIHUAET HA JJINTEJIHbHOCTh OPOHXHMOJINTA, HE YMEHbIIAET
YaCTOTY U MPOJOJIKUTESLHOCTh TOCIHUTAIU3AINHN, a TakKe He
OKa3bIBaeT KJIMHUYECKH 3HAYMMOTO BJIUAHUA Ha BeauduHy SpO,
ITO CBA3AHO C TEM, UTO OCHOBY HapYIIIEHUs JIETOYHON BEHTUJIAIINU
py OPOHXUOJIUTE COCTABJIAIOT HE OPOHXOCHA3M M OTEK CIM3UCTOU
000JIOUKH, KaK IpU OPOHXUATIBHON aCTME, a MEXaHUUYECKast 3aKyIIOPKa
IpocBeTa OPOHXHMOJI SMUTETUATIBHBIMHU KJIETKAMU U CIIU3UCTHIMHU
npobkamu. IIpescTaBiseTcs, YTO B HEOOJIBIIION TPYIIIE TPYTHBIX
JleTeld JocTUraeTcs XOpoIui apdekT, B ToO BpeMs Kak y OOJIHIIIOTO
KOJIMUECTBa OTBET HA TaKOe JIeYeHHE MUHUMAJIbHBIA WJIH BOOOIIE
OTCYTCTBYET. B HacrosIee BpeMs HEBO3MOKHO IIPE/ICKA3aTh HUX
5¢bGEKTUBHOCTD, IO3TOMY PEKOMEHyeTCsl IPOOHOe Ha3zHAYEHHE
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B,-aronmcros (canbOyTamMos 0,15MT/KT Ha IPUEM 3-4 pasa B [IeHb, B
BO3pacTe JI0 1 rojia — He OoJiee 1,25 MT Ha UHTIANNI0). Te feTH, y
KOTOPBIX OTMeuaeTcs 3G deKT, ABIAI0TCA KaHAUAATaMH Ha JTaTbHeH-
11ee yieyeHue. [Ipy OTCyTCTBUU KIIMHUYECKOTO YIIYUIIIEHUs TePaIs
JIoJKHA OBITH IpekpaiiieHa. OHako, noydeHne addekra yepes 20
MUHYT I10CJI€ UHTJIANUY B BUzIe pocta SpO,, ymenbinenus Y/1/1, Bol-
PaKEHHOCTH OJIBIIIIKY MOXKET PACCMATPUBAThCA B KAUeCTBe OCHOBAHUS
JUIA JaHHOM Tepanuu. HraaanuoHHble OPOHXOJIUTUKY HCIOIb3YIOT
yepes HeOyIai3ep 3-4 pasa B JIeHb B Pa30BOU JI03€ — CaIb0yTaMoJI
0,15 MJI/KT, MAaKCUMAaJIBHO 2,5 MJI, (PEHOTepOJI 25 MKT/KT' + UIIPATpPO-
usi OpoMU/I 12,5 MKT/KT (KOMIUIEKCHBIH rpernapat bepojtyart 1 kars/
KT/ MHTJIALUI0, HO He Gosiee 10 kamness). IlepopaibHoro npuema f3,-
aroHHUCTOB cJieflyeT n3berats u3-3a Hea(pHeKTUBHOCTHU.

l'unepToHMYECKUI PACTBOP XJIOPHU/AA HATPUA HE PEKOMEH/IyeTCs
HCII0/IH30BATh MHTAIAIIMOHHO B CBA3U C HEIOKA3aHHBIM 3hPEKTOM,
BO3MOXKHOCTBIO pPas3BUTHA OpoHXxocmaszma. HeT pasHHIB B
HCITOJIb30BAHUU 0,9% min 3% pactsopos NaCl.

IIo cocTosHMI0O Ha HACTOSAIMUM MOMEHT, B HCCJIEOBAaHUAX,
IIPOBE/IEHHBIX C MTO3UITUN J0Ka3aTeJIbHON MeUINHBI, IPUMeHeHNe
ropmoHanbHOU Tepanuu (cuctemHble I'KC, (MHransamuoHHbIE
raokokopTukocTepousipl — MI'KC)) mpu ocTpoM OGPOHXUOTIUTE
He OIIpaBJaHO. BO3MOXXHBIMU IOKa3aHUAMU I Ha3HAUEHU:
CUCTEMHBIX CTEPOUJIOB IIPH OCTPOM ODOHXUOJINTE ABJIAIOTCS
IIO/I03PEeHNe Ha pa3BUTHEe OOJIUTEPUPYIONIETO0 OpPOHXMOJIUTA
(mporpeccupyroliee HapacTaHUE JbIXaTeIbHON HETOCTATOYHOCTH,
IIepCUCTEHINs CUMIITOMOB OoJiee 4-6 He/leb, MHOT/Ia TIOBTOPHBIH
3IN307, OPOHXHATHHON OOCTPYKIIUHY IIOCJIE «CBETJIOTO» IIPOMEIKYTKA),
pas3BUTHE OCTPOH HAJIITOUEUHNKOBOH HETOCTATOUHOCTH.

Obs13aTesnpHAA NIPOIEAYPA IPU OPOHXUOINTE — TyasIeT HOCA C UC-
[I0JIb30BAHUEM COJIEBBIX PACTBOPOB, IEKOHT€CTAHTOB U OTCACHIBAHU-
eM causu. OTcacblBaHMe CIU3U U3 HOCA YIIydlllaeT HOCOBOE JIbIXaHUe,
TeM caMbIM yMeHBIIIas CTENEHb AbIXaTeJIbHOrO yeuius. IlocTosHHO
OTCAcChIBATh CJIN3b He PEKOMEHYETCs. DTy MPOIEAYPY CJIelyeT IPOo-
BOJIUTH JIUIIIb IIPU HAJTUYUU SIBHBIX IPU3HAKOB CKOIJIEHHUS CeKpeTa
B BEPXHUX JbIXaTeJIbHBIX IMyTAX. /[eTAM ¢ alTHOD caHAIUs BEPXHUX
JIBIXaTeJIPHBIX IIyTel peKOMEeH/yeTcs /Ja)ke B OTCYTCTBHE SBHBIX
IIPU3HAKOB HAKOILJIEHUS CJIN3U B HOCO- U POTOTJIOTKe. Heobxoammo
IIOMHUTH O BO3MOKHOCTH Pa3BUTHSA AlTHOD IIPU 3aKAIIbIBAHUH B HOC
Y HOBOPO’K/IEHHBIX, JUIS1 BBEJIEHU JIEKAaPCTBEHHBIX IIPENIapaToOB UM
WHTPAaHA3IbHO He0OXOIMMO HCII0JIH30BaTh TYPYH/IBI.
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Prick amiHO? y HeIOHOMIEHHBIX /leTel mpu PCB-uHMeKInY MOBbIIIEH
110 44—48 Hepnens ITKB, uTo MOKeT 00YC/IOBIUBATh BKJIIOUEHHE B Te-
panuio MeTWIKCAaHTUHOB (KodenH, TeoDUUTHH) IIPU GPOHXHOJIUTE.

[TarueHTaM ¢ OPOHXHOJUTOM IPOTHBOIIOKA3aHO HaszHAYaTh
OTXapKHUBAIOIIILE CPEJICTBA, MyKOJITUTUKH (aMOPOKCOJI, alleTHIIUCTENH,
KapOOoIUCTENH, Te30KCUPUOOHYKIea3a U Jp.), aHTUTUCTAMUHHBIE
Iperaparkl, aHTATOHUCTHI JIEHKOTPHUEHOBBIX PEIENTOPOB, JUYPETUKHI
BBUAY nX Hed(h(MEKTUBHOCTH U AK€ BO3MOKHOCTH YXYAIIEHUs
cocTtosiHUsA 60bHBIX. OCHOBHBIE TMOAXOABI K JIEYEHHIO OCTPOTO
OPOHXHMOJINTA V JIETEU € TTO3UITUH JIOKA3aTEIbHON MEIUIINHBI, IPE/I-
CTaBJIEHHbIE B OTEUECTBEHHBIX PEKOMEH/IAIINAX, IIPUBEIEHBI B TA0I. 3.2.

Ta6auna 3.2

PexomeHanum o Tepanuy OCTPoro GpOHXMUOJINTA

[mo BapanoBy A.A., u 1p., 2019]

BMmenraresibCTBO

PexomenmoBaHo (1a/Her)

AHTHOMOTHUKU

Her, 3a UCKJIIOUE€HUEM CUTYAlIUi, KOTZ[a UMe-
eTcsl COIYTCTBYIOIIAA OakTepuaibHas HHQpeK-
st IU00 cephe3HbIe MIO/I03PEHUs Ha Hee

IIpoTuBOBHpYCHAA Tepanusa

He nposBoauresa

T'upparanusa

Ja, opanibHad. B ciydyae HEBO3MOXKHOCTUA
IIPOBe/IEHNU OPATIbHOU TU/IPATAIINH CIIeyeT
BBOJIUTH JKHM/IKOCTh Yepe3 Ha30raCTPATbHbII
30H/], WJIU BHYTPUBEHHO

YBaKHEHHBIH KUCTIOPO/T

Ia, npu SpO, < 92-94%

f3,-aroHMCTEI KOPOTKOTO AeHcTBHsA
yepes HeOyaizep

Pyrunno HeT. IHrasAMOHHAA Tepanus
MOKET OBITB IIPOOJIKEHA IIPU IOy YeHHH
sddexra uepes 20 munyT (pocr SpO,, ymeHb-
menue Y/1/] Ha 10-15 B 1 MUHYTY, CHH)KEHUE
MHTEHCUBHOCTHU CBUCTSIINX XPUIIOB,
YMeHbIIIeHNE BTSKEHUN Mekpebepuii),
obJieryeHue JIbIXaHusa

TJIIOKOKOPTUKOCTEPOUH/IbI

3% pacrsop NacCl B Buze Her
WHTJIAITUN
HWHransnuoHHble Her, uckiouenne — nmanueHTs! ¢ BJIJT

CucreMHbIe
TJTIOKOKOPTUKOCTEPOU/IBI

Hert, BOBMOKHBIE TIOKA3aHU: OCTPast
HA/IIOYE€YHNUKOBAsI HEZIOCTATOUHOTD,
HIOI03PEHNEe HAa PA3BUTHE OOJIUTEPUPYIOIIETO
OpoHXMOIUTA

BubparroHHbIN U/ WIH IEPKYCCU-
OHHBIN Maccak

Her
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IIpodunrakTuka

OnTHuMaIbHBIM CUUTAETCS IO//lepKaHNe TPYTHOTO BCKapMJIUBa-
HUSA HA IPOTSPKeHUU He MeHee 6 MecsAIeB, TaK KaK OJJTHUM U3 IIPO-
TeKTUBHBIX HpakTOpoB NpOoTUB PCB-nHpeKnNN ABIAETCA IPyLHOE
MOJIOKO, cofiepakatee 1gG, IgA, naTepdepoH—a, oaurocaxapusbl
U PAJL IPYTUX 3aIUTHBIX (GaKTOPOB. Jl0Ka3aHO CHUKEeHHEe YaCTOThI
U TAXKeCcTU OPOHXMONIUTA, B ToM uncie PCB-atuosoruy, y gerei,
HAXOJAIMUXCA HA TPYZHOM BCKApMJIMBAHUU WM MOJIYYAIOIIUX
cMech, 000TaIIeHHYIO ABYMS OJIUT0CaXapu/iaMu IPyAHOTO MOJIOKA
NAN® SUPREME (Nestle, 'epmanus), 10 CpaBHEHUIO C I€TbMHU
Ha UCKYCCTBEHHOM BCKapMJIMBAaHUU. BBIIIO IIpOZIeMOHCTPUPOBA-
HO, uTo mpuMeHenue cMmeci NAN® SUPREME (Nestle, 'epmanus)
B IIepBBIe 12 MecsAIeB KU3HU IPUBOANIIO K YIYUIIEHUIO COCTaBa
KUIIEYHON MUKPOOHUOTHI, YIIYUIIEHUIO IT0Ka3aTeael UMMYHHOTO
roMeocTasa B KUIIeUHUKeE, CTATUCTUYECKHU 3HAUNMOMY CHIKEHUIO
YacTOThl OPOHXUTOB (Ha 70%, p<0,01), UH/III (Ha 55%, p<0,05),
IIpUMeHeHUs aHTUOUOTHUKOB (Ha 53%, P<0,05), B IIEPBHIE 4 MecAIa
— K CTaTUCTUUYECKU 3HAUYMMOMY CHUKEHUIO YaCTOThl HAa3HAUEHUS
JKapOTOHMIKAIONINX ITpenapartos (Ha 56%, p<0,05).

B OospHUIIAX TPOMUIAKTUYECKE MEPOIIPUATHSA, [IAaBHBIM 00pa-
30M, JIOJDKHBI OBITh HAaIIPaBJIEHbI HA IIPEIOTBpAlleHle BHYTPUOOIIb-
HUYHOTO 3apakKeHUs U pacrnpocTpaHeHusa nHekuu. Jlyammumu
criocobamMu podUIaKTUKU BHYTpubOboapHUUHON PCB-nHbeKIINN
SIBJISAIOTCS HOIIIEHNE MACOK U YaCTOE MBIThE PYK, IIPUUEM Je3nHDEeK-
U PYK TOJIKHA TPOU3BOAUTHCA JI0 U IIOC/Ie KOHTAKTA € TAlleHTOM,
IIpesIMeTaMU B HEIIOCPeZICTBEHHOM OJIM30CTH OT HETO, a TAKIKe I0CyIe
CcHATHUA NepuaTok. [Ipennourenue oTaaeTcsa o6e33apaskuBAIOITUM
cpeJicTBaM Ha OCHOBE CIIHPTA.

AddexTruBHOMN U 6e30TIaCHON BaKITUHEI TpoTUB PCB B HacTos1IEe
BpeMms HeT. [Ipenapatom BeIOOpa /1 TaCCUBHONM UMMYHOIIpODU-
JIAKTUKH Y JleTell U3 TPYII pUcKa ABJsETCA MaauBu3ymad (Topro-
Boe HazBaHue CunHaruc). [Ipemnapat co/iep>KUT ryMaHU3UPOBAHHBIE
MOHOKJIOHQJIbHBIE aHTuTesna IgG1, Bo3ieiicTByonIIEe HA 6EJIOK CITU-
saus F PCB. MoJekyna naiuBusyMada COCTOUT U3 YEJIOBEYECKUX
(95%) 1 MBIIIUHBIX (5%) aMHHOKUCJIOTHBIX II0CIE€I0BATEIbHOCTEMH.
He saBsAsich UesloBeUeCKUM HMMYHOIJIOOYJIMHOM, TAJINBU3YMal He
HeceT pUcKa 3apakeHus Apyrumu nHpeknuamu. B PO B odpunu-
JIbHON MHCTPYKIIUHU K IIpenapaTy YKa3aHbl CJIeyIOIIe TOKa3aHuA:
JleTU B BO3pacTe /10 6 MecAIEeB, poXK/IeHHbIe Ha 35-1 HeJlele Oepe-
MEHHOCTH WJIU paHee; JIeTH B BO3PACTe /10 2 JIeT, KOTOPBIM Tpebo-
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BaJIOCh JiedeHue 10 moBoay BJI/] B TeueHue mocaeHUX 6 MECATIEB;
JIETH B BO3PACTe /IO 2 JIET ¢ TeMOJIMHaMuYecKu 3HauuMbiMu BIIC.
ITasmBu3ymMab BBOJIUTCS BHYTPUMBIIIIEUHO B IEPETHIO TOBEPX-
HOCTB Oe/ipa eskeMeCsTYHO U3 pacyeTa 15 MT/KT ¢ HHTEPBAJIOM 3015
JIHEU B TeUeHHUeE 5 MecsIeB (BO BpeMs ce30Ha MOBBIIIIEHHON 3a00-
seBaemocTu PCB-uH}eKnnen) ¢ y9eToM perioHaIbHBIX IAHHBIX 00
SIUIEMUOJIOTHHU — C OKTAOPA-AeKka0ps 10 MmapTa-Mmas. [Ipenmyte-
cTBa 00JIee IIUTEIHHOTO IPUMEHEHHS TIperapara He yCTaHOBJIe-
HbL. [IpeimouTuTebHO, YTOOBI IEpBasi HH'bEKIIU ObLIa IIPOBEIEHA
Jl0 HavaJia mojpbeMa 3a00JIeBAaEMOCTH, B IIEPUOJ] UMMYHHU3AIUU Ha
CTaIlMOHAPHOM JTaIle — 3a 3—5 JHEH J10 BBIMTUCKH. JleTAM, KOTOpbIe
O6bLTH nHpuUIEpPoBaHbl PCB BO BpeMs IpUMeHEHUA MTaJTUBU3yMa-
0a, peKOMeHIyeTCsl IPOJAOJIKUTH €r0 IPUMEHEHHNE €KEeMECTUHO
B T€UEHHE BCEro IO/beMa 3a00J1eBaeMOCTU, YTOOBI CHUBUTH PHCK
peuHdekIu. BO3MOKHO HCIIOJIH30BaHNE TAJIMBU3yMaba IMpu HO30-
KOMUAJIbHBIX BcObIKax PCB-uHbeku (BBe/IeHNE KOHTAKTHBIM).

IIporaos

B TUNWYHBIX caydasax Kajaobbl M CHUMITOMBI JOCTUTAIOT
MaKCUMaJIbHOU BBIPAXKEHHOCTU Ha 3-5-U JleHb OOJIE3HH, 3aTEM
HauuHAT ociabeBarh. OOIas MPOJOJIKUTETBHOCTH OCTPOTO
OpPOHXMOJINTA OOBIYHO COCTABJISAET 10-14 THEH, XOTS Y HEKOTOPBIX
TPYZHBIX JIETEd BCTpedvaeTcs IMPOJIOHTUPOBaHHOE TedeHHe (y
HOBOPOJK/IEHHBIX, HEJIOHOIIEHHBIX aeTel c¢/6e3 BJIJ] mo 21-35
JHel). Y HemoHOIeHHBIX eTel ¢/6e3 BJI]I, nepenocsamux PCB-
OpOHXHOJHT, yacTtoTa rocnutanusanuu B OPUT nmocturaer 27-
50%, OT 17 10 100% OOJIbHBIX HYKJAIOTCA B mpoBeaeHuu MBJI.
JleTasIbHOCTH OT OPOHXMOJIUTA COCTABJISIET OT 0,2 110 7%. JleTabHbIE
ucxojibl oT PCB-uHMEKIUN y 3I0pOBBIX JIETEN HE PETUCTPUPYIOTCS,
y ZleTeli Tpynn pucka (HeZoHOIIeHHbIe feTH, fetu ¢ BJIJI, BIIC,
cugapoMoM JlayHa) JieTaabHOCTh COCTaBJIAET OT 1 710 3%, Haubosiee
BBICOKHE ITOKA3aTeTN OTMEYAIOTCA Y UMMYHOKOMITPOMETHPOBAHHBIX
ManueHToB — 0 70%.

Tskenple OCIOKHEHUSA U pe3uJlyasibHble U3MEHEeHHs IpU
OpOHXUOJIUTE BO3HHUKAKT pe/Ko. K TAKEIBIM OCJIOKHEHUIM
OPOHXMOJIUTA OTHOCUTCS MOCTUH(EKIIMOHHBINA 00JTUTEPUPYIONITHI
OPOHXHUOJIUT, TO03PEBATh €T0 HEOOXOIUMO TIPU TTEPCUCTEHIUH pe-
CIIIPATOPHBIX CUMIITOMOB OoJiee 4-6 HeJlesIb OT Havyasia 3abosieBa-
HusA. Kpome Toro, BO3MOKHBI TIOBTOPHBIE 3TTU30/1bl OpOHXUATHBHOU
o0cTpyknuu. [lepeHeceHHBI OPOHXUOIUT ABJIAETCA (HAKTOPOM
pucKa pa3BUTHA OPOHXHAJIIBHOU aCTMBI Y JIeTEH.
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I'mtaBa 4
CuHapoM acmupanii MEKOHUA

OnpenesieHne U 3NMUAEMUOJIOTUA

Cungpowm acnimparuu MekoHus (CAM) — pa3BuTHe JIbIXaTeIbHON
HE/I0CTaTOYHOCTH Y HOBOPOXKJEHHBIX B pe3ysbTaTe IMOCTYILJIEHUs
MEKOHUS B JIbIXaTeJIbHbIE IIyTH B aHTeHATAJIbHOM U/VWJIN UHTPaHa-
TaJILHOM IIEPHOJIE.

MeKoHUU IPUCYTCTBYET B AMHUOTHIECKOH KUKOCTH Y 3-20% 10-
HOIIIEHHBIX HOBOPO3K/IEHHBIX U Y 48% POXKEHHBIX IIOCTIE 42 Heflean
recranuu. [Ipu sTom kianHUYeckue npusHaku CAM pasBuBaOTCA
TOJIBKO V 5-9% HOBOPOXKJ€HHBIX, POJIUBIINXCS Yepe3 MeKOHUAIb-
Hble aMHUOTHYeCKHe BOJbI, U3 KOTOPHIX OKOJIO 30-50% TpebOyioT
UHTYOAIu Tpaxew, MpoBeZieHus posioHTupoBanHoi VIBJI u Te-
panuu JIErOYHOH TUIepTeH3UU. Y HOBOPOXK/IeHHBIX ¢ I'B MeHee 34
HeJleJIb 4acTOTa CJIy4aeB HaX0XKeHUs MeKOHUS B OKOJIOIIOJTHBIX
BOJZIaX COCTaBJIAET 0KOJIO 4—5%. HactoTa BecTpeuaemoctu CAM 3Ha-
YUMo BbIIIE B cTpaHax Oro-Bocrounoit Asuu, Abpuku, OkeaHuu
U y KOpeHHOTO HacesieHUus1 ABcrpainun. [Tomumo sToro, pakropamu
pucka passutus CAM sABIAIOTCA IepeHOIIEHHOCTh, KypeHue Ma-
Tepu, MIPe3KJIAMIICHUs, OCJIOKHEHHAA BHYTPUYTPOOHOM T'UIIOKCHEH,
IIpUeM JIeKapCTBEHHBIX [IpernapaToB, AJINTEIbHBIN Oe3BOIHBIH 1Ie-
pUOJ 1 XOPUOAMHUOHHUT.

ATHOJI0TUA

MekoHU — 5TO COZEPKUMOE KUIIeUHNKA I1J107]a, IEPBOPOTHBIHN
kaJs. CJIOBO MEKOHHH ITPOUCXO/IUT OT TPeyecKkoro «mekonion», uro
O03HayaeT COK MaKa — ONMUYyM. APHCTOTEJb UCII0JIH30BaJ 3TO Ha3Ba-
HHe [10 aHAJIOTUU MeX/1y IPUCYTCTBHEM MEKOHUs B aMHUOTHYE-
CKOM JKUKOCTH U COHJIMBOCTBIO WJIH JlelIpeccrell HOBOPOK/IeHHBIX,
rosiarasi, YTo 3Ta CyOCTaHIMA IO//IeP>KUBAET COH IIJI0/IA B MATKe.
XO0Ts MEKOHHUH IPUCYTCTBYET B KUIIEUHHUKE I1JI0/1a K BO3paCTy 10-16
HeJleJIb TeCTallii, ITacca’k MEKOHUSA B OKOJIOILJIOJTHBIE BOJBI PETKO
IIPOUCXOJIUT JI0 34 HeJeJIb U Yallle BCTpevuaeTcs Iocjie 37 HeJleslb
06epeMeHHOCTH, UTO CBSA3aHO C OTCYTCTBUEM I1€PUCTATBTUIECKON
AKTUBHOCTY KHUIIEYHUKA U TOHUUYECKON KOHTPAKTYPOH aHAIBHOTO
cuHKTepa y IJI10/ja Ha paHHUX CpOKax OepeMeHHOcTH. YacTtoTa
raccaka MeKOHUsI IIOBHIIIIaeTcs NpU yBesmdeHuu I'B u cBsa3aHa ¢
MHeJNHU3aIell HepBHBIX BOJIOKOH, IIOBBIIIIEHNEM IIapacUMIIaTH-
YecKOTro TOHyCa U yBeJIMUeHNeM KOHIIeHTPally MOTUINHA (TIenTH-
Jla, KOTOPBIN CTUMYJIUPYeT COKpaIlleHNe KUITeYHON MyCKYJIaTyPhl).
MexkoHUi 13-3a cBOe BA3KOCTH, TOHyca COUHKTepa, HUBKOU IIEPU-
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CTAJITUKU HAXOJUTCA B KUIIEYHHUKE Y IJIOJIA 10 POXKAEHUs, 1103~
TOMY BHYTPUYTPOOHOE OTXO0XK/I€HNEe MEKOHMU Jallle BCETO CBA3AHO
¢ TUIIOKCHUEH, TIPU KOTOPOU IIPOUCXO/IUT CIIa3M COCY/IOB OPBIKEH -
KU, YCHUJIeHHe ITIePUCTAIBTUKH KUIIIeYHNKA, pacciabieHne aHaIb-
HOTro cUHKTEPA U BBIXOJ, MEKOHUSA B OKOJIOIJIOZHBIE BOJIBI. De-
TaJIbHAA TUIOKCUS CTUMYJINPYeT BHYTPUYTPOOHBIE IbIXaTeIbHbIe
JIBUKEHU S, BO3HUKAET JIbIXaHUE TUIIA «TaCIHUHT», IPU KOTOPOM
VJIMHAETCS BOX U PE3KO PEAYIIUPYETCA BBIIOX, UTO CIIOCOOCTBY-
eT BHYTPUYTPOOHOMH acnmpanuu MekoHus. K ¢pakropam, cnoco6-
CTBYIOLIIUM BHYTPUYTPOOHOMY ITaccaky MEKOHHUSA U eTo acCIIUpaIui,
OTHOCATCS SKCTPAreHUTATbHAA IATOJIOTUSA U BPeIHbIe IIPUBBIUKH
MaTepu (recTos, cep/leuHO-COCYIUCTasl IaTOJIOTH, XDOHUUECKHe
00JIE3HU JIETKUX, [IOYEK, CAXapHBIH /InabeT, TAbaKOKypEHHE U Hap-
KOMaHU), KOTOPbIE CIIOCOOHBI BRI3BATh (DETOIIAIEHTAPHYIO He-
JIOCTaTOYHOCTD, 33/IEPKKY BHYTPUYTPOOHOT'O POCTA U TUIIOKCHIO
mwiozna. Kpome storo, puck CAM yBennuuBaeTcs IpHy lepeHoIIeH-
HOU 6epeMeHHOCTH, aHOMAJIUAX POJOBOH JleATeIbHOCTH, 0OBUTUH
IIyTIOBUHBI.

ITaroreHes u naroMop@ororusa

MekoHUH nIpeicTaBiIsieT cOO0 BA3KYIO CyOCTAHITUIO, COCTOSIITYIO
13 aMHUOTHYECKOH JKUKOCTH, XOJIECTEPOJIA, KETUHBIX KUCJIOT U
coJiel, MyKOIIOJIMCaXapu/i0B, TaHKpeaTUuecKux (pepMeHTOB, cMa3-
KU, JIAHYTO, CJIYIIIEHHBIX KJIETOK U APYTUX OPTAHUYECKUX BEIECTB.
Benymumu Mmexanusmamu natoreHe3a CAM SBIIAIOTCA CIIeyIOIIHE.

1. O6CTpyKIMA IBIXaTeJIbHBIX IyTeH U HapyIlIeHle TPAHCIIOpTa ra-
3a K TepMUHAIBHBIM OT/[eJIaM PeCIIPATOPHOTo TpakTa. OOCTPYyKITHA
MO2KeT OBITh TOJTHOH U yacTU4HOH. B mepBoM cityuae hopmupyercs
aTesieKTa3 ¥ IPOUCXOIUT HapYyIIeHNe BeHTHIAIINOHHO-TIeppy3HU0H-
HBIX COOTHOIIIEHUH 110 TUITY JIETOYHOTO IIYHTA C PAa3BUTHEM TsIKe-
JIOY TUTIOKCEMUYECKOH ZIbIXaTeIbHON HeJIOCTATOUHOCTH. B ciryuae
YaCTUYHOHN 0OCTPYKIIMHU BEPOSATHO Pa3BUTHE CHH/IPOMA «BO3YII-
HBIX JIOBYIIIEK» BCJIEJICTBHE HKCIIUPATOPHOTO 3aKPBITHUA OPOHXUOJI
C MOCJIEAYIOMUM JUHAMUYECKUM [epepa3ayTueM anbBeos. [Ipu
IIpoBeZleHNH dH0TpaxeanbHON VIBJI pazBuBaercsa peHomeH auto-
PEEP, KOTOPBIH YacTo sBJAETCA MPUUYHHON HENpeTHAMEPEHHOTO
VBEJIMUEHUs IaBIEHUS B IbIXaTEJbHBIX IIYTAX U OCJIOKHEHUH B BU/Jle
CUHJIDOMOB YTEUYKH BO3/yXa.

2. HeBocnasuteapHbIe IIPOIECCHI (ATIONTO3 BCJIEACTBIUE IIPSIMOTO
MTOBPEXKIEHNS SIIUTENSA bIXaTeIbHBIX IIyTel U a1bBE0JIOIUTOB; BTO-
puuHasa cypdakTaHTHaAsA JUCHYHKIIUA, CBA3aHHASA C UHAKTUBALNEH
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U HapylleHueM CHHTe3a cypdakTaHTa; HHAKTUBAIlUA HaTPUEBBIX
KaHAaJIOB C MOCJIeAYIOIMNM HapylleHrueM peabcopOunu ¢eTanbHOM
JIETOYHOMH KUKOCTH).

3. BocriasiutenbHBIM OTBET (IPOAYKIMA OHMOIOTMYECKH aKTUBHBIX
BEII[ECTB — [IUTOKUHOB, XeMOKUHOB, JIEHKOTPHUEHOB U ITPOCTATJIAH/ -
HOB, pocdosmnnassl A2; akTUBaLUsA CUCTEMbl KOMIIJIEMEHTa; CUHTEe3
CBOOOJIHBIX PA/INKAJIOB; IIOBPEXK/IeHHE SIIUTENNA U IPOIIOTeBAHNE
JKU/IKOCTHU U OeJIKa B MHTPAaaIbBEOJIIPHOE IPOCTPAHCTBO).

4. IIJITH. BHyTpuyTpoOHasi THIIOKCHU S, aCITUPAIliA MEKOHUS, T10-
caenyomye HapyeHusa razooomena u KOC (runoxkcemus, Tumep-
KapOusi, alu/103) TOBBIIIAIOT TOHYC COCY/IOB JIETKUX, CIIOCOOCTBYIOT
TUIIepTPOdUU MBIIIEYHOTO CJI0sI JIETOUHBIX apTePU, B pe3yJibTaTe
4yero NnoJifiep>KuBaeTcs CTOUKUH deTasbHBIH KPOBOTOK.

IIpu IpOJIOHTUPOBAHHOU acIUpanuy MEeKOHHs cMasKa KOXH,
HOTI'TH M IAJIBLIBI MJIa/IeHIIa OKpallleHbl MeKOHueM. Jlerkue Tsoxe-
JIble ¥ IUaHOTUYHBIE, TAKXKe MOTYT OBITh OKPAIIIEHBI B JKeJITO-3€J1e-
HBIH 11BeT. II0BepXHOCTh OpraHa OTe4YHa, Ha TOBEPXHOCTH OpraHa
U cyOIIeBpasIbHO 00HAPYKUBAIOTCSA ITeTeXUaIbHbIE FeMOpparum.
JlpIxaTesbHbIE IIyTH 3all0JIHEHBI )KUJIKOCThIO, KOTOPasA COAEPKUT
MEKOHHUU U HepesKo KpoBb. MeKOHUH JacTo 0OHapy:KUBAETCs
Tak)Ke B MUIIEBOJIe, JKeJIyJKe U BEpXHEHN UacTu KulleuHuka. [Ipu
MHKPOCKOIIMY B TEDMUHAJIBHBIX JIBIXaTEJIbHBIX IYTAX TaK:Ke 00HA-
py’XuBaeTcs MEKOHUH U aMHUOTHUYECKUE YeTyHKH, KOTOPbIe MOTYT
COXPaHATHCA B TeUeHUe HeCKOJIbKUX HeZlesIb I10cJie poxkaeHus. 1H-
TepCTUIIHAJIBHBINA OTEK, FreMopparndeckyue N3MeHeHUs JIETOUHOH
IMapeHXUMBI, THAJIMHOBbIe MeMOpaHbl XapaKTePHBI /IJIA TUIIOKCH-
YeCcKUX U3MeHEeHUH B JIETKOM U 00bIYHO HabionatoTesa npu CAM.
Hepenxo o6HapyKuBaTCsA JerouHble NH(PAPKTHI, COZlepIKaIITe
MEKOHUH C IpaHyJ/IeMaTO3HOH peakIiuell BOKPYT, pa3PBIBbI JIETKUX
¢ sMbosnel cocyZloB MEKOHUEM. B mpe- U MHTpaallMHAPHBIX JIe-
TOUHBIX apTepUsAX 00HAPYKUBAIOT TUNEPTPOPUI0 MeTUH, HAOITIO-
JlaeTcs MacKyJsgpU3ans JEero9YHbIX COCYZ0B 10 YPOBHA aJbBeOJI.
Ecnu pebeHok utuTesbHO HaxoAwicsa Ha UBJI, ructosornueckue
U3MeHeHUsA MOTYT HallOMUHATh kKjiaccudeckyto ¢opmy BJIJ. Meko-
HUH B OKOJIOIIJIOZHBIX BOAAX CHIKAET UX IPOTUBOBOCIIAJINTEIbHBIE
cBoiicTBa. [loaTOMy coueTaHMe MEKOHHAIBHOM aciupanuu U UH-
(eKIMOHHOTO MopakeHus JIeTKUX, HallpUMep, CTPENTOKOKKOBOH
nHdeKknue, MoXeT co3/1aTh KOMOUMHUPOBAHHYIO0 MOpdoIoTHYe-
CKYIO KapTHHY acliupanuu U HHQEeKIuHy, a AblXaTeJbHble Hapylle-
HUA NpuobpecTH arpecCUBHBIN XapakTep TeUeHU.
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KianHuueckasa kapTuHa

Miaanennsl ¢ CAM 06BIMHO POXKAAIOTCS HA CPOKE OepeMeHHOCTH
nocse 37-39 Hezenb. [Ipu poxxaeHnu nociie 40 Heeslb UMEIOT IIPU-
3HAKM [I€PEeHOILIeHHOCTH: JUINHHbIe HOI'TH, Mallepauio KOKHBIX
IIOKPOBOB, AUCTPODUIO IyIIOUHOTO KaHAaTUKA. [Ipu BHYyTpHYTPOO-
HOU acnupaIuy MeKOHUSA HOTTU U KOKHBIe TIOKPOBBI MOTYT OBITh
OKpAIIleHBbI B I[BET OT 3€JIEHOTO JI0 2KeJITOT0 ¥ Kopu4uHeBoro. OObI4-
Ho ety ¢ CAM 11pu po2KJleHUY UMeIoT HU3KHUe 3HaueHus 110 IIKaje
Anrap. OkoJ10 II0JIOBUHBI MJIaJleHIIeB HyxkatTcA B 1IBJI B nepBbie
MUHYTHI II0CJIE POKIAEHHU, UTO MOXKeT OBITh CBA3aHO Kak ¢ dpak-
TOM TS3KEJION OOCTPYKITUH JbIXaTeTbHBIX ITyTeH, TaK U ¢ BTOPUYHOU
JIBIXaTeIbHOU HeJIOCTATOUHOCTHIO, BOBHUKIIEN B CBA3H C OCTPOH
runokcueit. Puck tsaxxesnoro Teuenus CAM yBesimuuBaeTCs IPU po-
Jlax IyTeM oIlepalluy KecapeBa ceYeHus, HapylleHUHU cep/ledHoro
puTMa IJIOJla, HU3KUX 3Ha4YeHUAX OLeHKU 110 IIKaje Anrap yepes
5 MUHYT IIOCJIe POXKJeHHUA.

Knnanueckue cumntoMbsl CAM BKJIIOUAIOT MAHO3, TAXUIIHOD,
IIYyMHOE JbIXaHWe, pa3JyBaHUe KpbLJIbeB HOCA, BTAXKEHHE
Me)KpeOepHBIX NPOMEXYTKOB U mozpebepuil, yBeauueHUe
IPYZHOU KJIETKU B IlepefHe3aiHEM pa3Mepe. [Ipu ayckyapTaruu
BBICJIYIIINBAETCSA JKECTKOE JIbIXaHNe, KOTOPOe MOKeT ObITh JIOKAJTbHO
wiu 1uddysHo ocnabieHHBIM, pACIPOCTPAHEHHbIE BJIAXKHBIE U
Cyxue XpHIIbL.

CUHZpOM yTEeYKH BO3/AyXa fABJseTcA HauboJsiee UYacTHIM
ocnoxxkHeHnuem CAM. Bo3HUKHOBeHUEe IIHEeBMOTOpAakca,
ITHEBMOMEZNACTUHYMAa U THEBMOIIEPUTOHEYMA, 00beIUHAeMbIX
B CUHZIPOM yTeUYKHU BO3/yXa, y muasneHnes ¢ CAM Habs0/1aeTces
€ 4aCTOTOM 15-20%, IIpu uctosab3oBanuu MBJI wacToTa moBeImaeTcs
710 50%. [Ipy BOBHUKHOBEHUU THEBMOTOPAKCca IIPU ayCKyJIbTallul
JIbIXaHUe Ha OPaKeHHOH CTOpOHEe pe3Ko 0cIabeHo, OTMevYaeTcs
pe3Koe yxyZ[lleHHe COCTOSHMA IallieHTa 3a CUeT HapylleHUu:d
remoAHaMuKHU. [Ipu 3TOM MOKHO Ha0JII0/IaTh ACUMMETPHUIO TPy~
HOH KJIETKH, HapyllleHue SKCKYPCUH U B3/yTHe )KUBoTa. [IHeBMOTO-
paxc MoxKeT OBITh IBYCTOPOHHUM U HalpsKeHHbIM. IHTepcTHIN-
asipHaA aMduseMa JIeTKUX [IPU acClIUpald MeKOHUs BCTpedaeTcs
PelKo U, Kak IIPaBUJIO, ABJAETCA CJle/ICTBUEM JJINTeIbHOIO IIPOBe-
nenusi UBJI ¢ arpeccuBHbIMU mapamerpamMu (Beicokre MAP, gpixa-
TeJIbHBIN 00beM, FiO,).

Hpyrum TsxensiMm ocsoxkHenneM CAM saBasercsa [1JITH, koTo-
pas pasBuBaeTca y 10-35% MJilaZileHIeB ¢ JaHHBIM BUJIOM aclupa-
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MU U CYUTAETCS OJTHOM U3 OCHOBHBIX IPUYKNH HEOJIATONPUATHOTO
ucxona. s TAKeJIOU JeTOUHON THIIEPTEH3UU XapaKTepeH
pacupocTpaHeHHBIH IMaHO3, HECMOTPS Ha PECHUPATOPHYIO
MMOAJIEPIKKY, IIPU ayCKYIbTAI[UH CEPAIla OOBIYHO BBICIYIITUBAETCS
aKIIEHT BTOPOT'O TOHA M CUCTOJIMYECKUH (PYHKITMOHATIBHBIH IITyM
TPUKYCIUIAIbHON PErypruTanuu. YBeIuueHue IeuYeHu, KoTopoe
OTIpe/iesisieTCs P MaJIbIIalluU JKUBOTA, 0OBIYHO CBSI3AaHO C HU3KUM
CTOSTHHEM IIPABOTO KymoJja AuadparMbl B CBSI3U C BbIPAKEHHOH
JIETOYHOU runepuHIANHed (B3AyTHUEM JIETKHUX), a TaKXKe C
MIPaBOYKEJTYTOYKOBOM Cep/IeYHOM HETOCTATOYHOCTBIO.

JnarHocruka

Juarnoctuueckumu kputepuamu CAM cunTaroTCs:

- HAINYKe MEKOHNA B aMHUOTUYECKOM KUKOCTH;

- peciupaTopHble HapyIlIeHs, TOSIBUBIIIHECS B IEPBbIE YaChl JKU3-
HU;

- He0OXO0IUMOCTD B peCIupaTOpHO# mojzepsxke (kucmopoa, CPAP,
UBJD);

- UCKJIIOYEHbI APYTHEe IPUIUHBI IbIXaTeIbHON HEeJOCTATOUHOCTH.

Heo6x011MO0 TOMHUTD, YTO HAJTUYHE MEKOHUS B TPaxee — IPU3HAK
He JOCTaTOYHBIA U He HEeOOXOJUMBIHN I IIOCTAHOBKHU JHMarHo3a
CAM.

ITpu quarunocrrke CAM HEOOXOAMMO YUUTHIBATh AUATHOCTUYECKIE
KpPUTEpUH ITepUHATATbHOU achukcuu. COriacHO PeKOMeHIAIINAM
AMepHUKaHCKOH aKaZieMUH MeAUaTPUN U AMEPUKAHCKOTO KOJLUIE/ KA
aKyIIepOB-THHEKOJIOTOB (1993), cieayiolue 4 006s13aTeTbHBIX
npuU3HaKa JOJKHBI MOATBEPIKAATh JHATHO3 IepPUHATATbHOMN
achukcuu:

- CMEIIaHHBIA WK MeTabonudeckuil anuzo3 (pH meHee 7,0) B
aHasiu3e KPOBH, MOJIyUeHHOH U3 MyIOYHON apTepuu cpasy IMocye
POKIeHUA;

- OlleHKa II0 IIKasie Arrap 0-3 6ajia B TedeHHe He MeHee YeM 5
MUHYT;

- HEBPOJIOTUYECKUE MIPOSABIEHUA Y HOBOPOXKIAEHHOTO (CyZI0pOrH,
KOMa, TUIIOTOHUS);

- ToKa3aHHbIe TUCHYHKIIMU HECKOJIPKUX OPTaHOB: KPOME T'OJIOB-
HOTO MO3Ta, MOPAKAIOTCA MOYKHU, cepAlie, jerkue (CAM), meueHs,
JKeJTy/IOUHO-KHUIIIEUHBIH TPAKT, KPOBb U KDOBETBOPEHHUE.

ITo G.M. Cleary u T.E. Wiswell (1998) cremens Tsi:kectu CAM ore-
HUBAETCS Ha OCHOBAHUU MMOTPEGHOCTH B PECIIUPATOPHON MOAIEPIK-
Ke cpasy IocJIe POKIeHHUA: IIPU JIETKo# acnupanuu tpebyercs FiO,
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<0,4 B TeUeHHE 48 YacoB; MPU YMEPEHHOH TAIKECTH — IMOTPEOHOCTD
B Tepanuu FiO, >0,4 Gosee 48 9acoB, OTCYTCTBYIOT OCJIOXKHEHUS;
TIPU TSKEJIOM TeueHUHr 60s1e3Hu — HeobxomauMocTh B IBJI 6ostee 48
vacoB, CAM ocJIoKHSeTCS JIETOUHOU TUIIEPTEH3UEN U CHHIPOMOM
YTEUYKH BO3/yXa.

IIpu nmomo3pennn Ha CAM HOBOPOKIEHHBIM HEOOXOIHUMBI
MOHHUTOPHUHT TyinkeMud, KOC u ra3zoB KpoBH, apTepUaIILHOTO
nasjieHus, ypoBHs SpO,, OCHOBHBIX 371eKTposiuToB, KT, Ix0KT',
peHTreHorpadus rpyHON KIETKH. B pszie cyyaeB MoJjie3HbIMU UH-
CTPYMEHTaMHU MOHUTOPHUHTA ra30BOTO COCTaBa KPOBU MOTYT CJIY3KUTb
TpaHCcKyTaHHbIN aHanus PaO, u PaCO,, a Taxxe kanHOMeTpHsl. B ciry-
yasx Tskesoro TeueHus CAM, TpeOyroIero IpoBeieHus SH0Tpaxe-
anpHOU MBJI, MacCHBHOM MHOTPOITHOH M Ba30IIPECCOPHOM TEPATIHHU
U COIPOBOKAAIoIerocs TsukeabiMu HapyieHusamu KOC, pekoMmeH-
JIOBAaHO IIPOBEJIEHNE TTAPEHTEPATTLHOTO MUTAHUS /IO CTA0MIN3aIU
IoKasaTeJied BUTAJIbHBIX (DYHKITUH.

KrnaccuuyeckuMu peHTTeHOJOTHUeCKUMH NpusHakamu CAM
CUHUTAeTCsA TeHEepaJu30BAaHHOE IIOBBIIIEHHUE NPO3PAYHOCTH
JIETKUX B pe3yjIbTaTe PEe3KOU runepuHQIIAINNHA JIETOYHOU TKAaHU U
pacmpocTpaHeHHbIE HEOJTHOPOHBIE MHGUIbTPATHBHBIE 3aTE€HEHUA
(puc. 3). Paznuure MexaHW3MOB, BOBJIEUEHHBIX B ITATOTe€HE3
00JIe3HH, MPUBOJIUT K IUPOKUM BapUaIlUsAM PEHTTEHOJIOTHYECKON
KapTUHBI: PEHTTeHOTpaMMa ¢ MUHUMAaJIbHBIMU U3MEHEHUSIMH,
pacrpocTpaHeHHbIe cybcerMeHTapHbIe aTeJIEKTa3bl U IUCTEIEKTABHI,
MPU3HAKYU UHTEPCTUIIUAIBHOTO OTEKA, IIJIEBPAJIbHBIN BBITIOT, THEB-
MOMEINACTUHYM B THEBMOTOPaKc. OOBIYHO pa3pelieHne peHTTeHO-
JIOTHYECKUX U3MEHEHUU TPOUCXOTUT MeJJIEHHEE, UeM YIyUIlIeHHE
KJIMHUYECKUX CUMIITOMOB. PEHTT€HOJIOTUYECKUT METO/T SABJISIET-
¢ «30JI0THIM CTaHJIAPTOM» B JIMATHOCTUKE CUHJIPOMOB yTEUKHU
Bo3ayxa. OTHAKO B HACTOsIIEE BPEMS C YCIIEXOM HCIIOJIb3yETCs
VJIBTPa3ByKOBasA JHATHOCTHKA, KaK IMOPaXeHUH, CBA3AHHBIX
HenocpeacTBeHHO ¢ CAM, Tak ¥ ero 0cI0KHEHUH (ITHEBMOTOPAKCE),
YTO MO3BOJISET 3HAYMMO CHU3UTD JIyUEBYIO HATPY3KY.

B xyimHIYeCKOM aHAIN3€e KPOBH YaCTO IIPUCYTCTBYET JIEUKOITUTO3,
KOTOPBIN MOKET OBITH CJIEJICTBUEM BIUSHUSA PA3JIUUHBIX (PAKTOPOB:
BOCHAJIMTETbHON pPEAKIINH BCJIE/CTBHE aCIIUPAIUU, CTPECCOPHOU
peaknuedl NpU MepUHATAJIbHOU ac(PUKCHH, COIYTCTBYIOIIEU
nepuHaTtaibHOU wuHPeknuu. TpoMOONMUTONEHUS HEPEIKO
HaOoaetcesa y muanennes ¢ [IJITH u naxogamuxces Ha UBJL.
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UccnenoBanue KOC u ra3oB KpoOBHU BBIABJAET THIIOKCEMUIO U
pecniupatopHblil anuao3. IIpu serkom Tteuenuu CAM ypoBeHB
PaCO, moxeT ObITh HUXKe HOPMBI BCJIE/ICTBUE TUIIEPBEHTUIANH.
IIpu TsxesioM TeueHUU OOJIe3HU, BO3SHUKHOBEHUH CHHIPOMA
yTeuku Bo3ziyxa yposeHb PaCO, nosbimaercs. CToliKas TMIIOKCEMUsA
CONIPOBOKJAeTCA TUIlEepJIaKTaTEMUEN U CMEIIaHHbIM alluI030M,
[IPENMYIIECTBEHHO 3a CUeT MeTab0INYeCKOro KOMIIOHEHTA.

IKT' o006s3aTesNbHO MOJKHA OBITh BBIINOJHEHA y MJIaJI€HIIEB
¢ CAM. 39To0 wuccaenoBaHHe II03BOJIAET JAUAarHOCTHPOBATH
HIIeMHUYECKHe HapylleHus B Muokapze. 9xoKI Heobxommma
JUI OLIEHKM COKPATHMOCTH CepJeYHOM MBIIIIBI B JUHAMUKE
U JUATHOCTHUKU JerouHON rumnepreHsuu. IXoKI mosBoiser
OIIpeJIeJINTh BOJIEMUYECKUH cTaTyc pebeHKa 1 TepCOHUMUITIPOBATh
nporpamMmy UHQY3MOHHOU Tepanuy, a Takxke AuddepeHInpoBaTh
pecrupaTopHyO IaToI0TuI0 U «cuHue» BIIC.

Jleuenue

IToxxon K OKa3aHUIO OMOIIU B POAOBOM 3ajI€ HOBOPOK/IEHHBIM C
MEKOHHATbHBIMHU OKOJIOIUIOAHBIMH BOJJAMH JIOJI?KEH OBITh b de-
peHnVpoBaHHBIM. IIpy BBIABIEHUN IPU3HAKOB JUCTpPecca IJIoJA U
YCTAaHOBKH (paKkTa HaJIU4usA OKOJIOIJIOZHBIX BOJ|, OKpAIlleHHBIX Me-
KOHHEM, B POJIOBBIY 3aJI IOJKHA OBITH IIPUTJIAllleHa KOMaH/1a Bpa-

IR

PucyHnok 3. Penrrenorpamma pedenka ¢ CAM: pactipocTpaHeHHbIE
HeCMMMeTPHUYHbIE HEOAHOPOAHbIe MH(MMIBTPATUBHBIE 3aTeHEHUA HA
(doHe B3yTHA JIETOYHON TKaHU.
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Yyel-HEeOHATOJIOTOB, 00J1a/IAI0NUX HABBIKAMY UHTYOAIIMH U CAHAITIT
Tpaxeu, a TakKe mpoBezieHusA MBJI 1 koMIIIekca cep/ieTHO-JIeTOUHOH
peanumanuu. Kpome Toro, He06X0IUMO HaJIMUUe IbIXaTeILHOMN all-
[apaTyphl, CPE/ICTB allllapaTHOTO MOHUTOPUHTA U BCEX HEOOXOAMMBIX
WHCTPYMEHTOB U PACXOJHBIX MaTEPHUAJIOB.

B HacrosAmee BpeMsa He peKOMeH/yeTcs pyTUHHAA caHaLUs po-
TOIJIOTKH IIOCJIe POXKIEHUA IOJIOBKH IJIOZA. DTO He CHUKAaeT PUCK
Pa3BUTHUS JBIXATeILHON HEZIOCTATOYHOCTH U TsKecTH TeueHuss CAM.
PyTuHHaA UHTYOAIIUS U cCAaHAIIUA TPaxeHu Yepe3 5H0TPaXeaTbHYI0
TpyOKy He IIPOBOAUTCSA ecIu Y pebeHKa 4acToTa cepieIHbIX COKpa-
IeHNi 60s1ee 100 yZIapOB B MUHYTY, CIIOHTAHHOE IbIXaHUe aJIeKBaT-
HO€, a TOHYC MBIIIII YZI0BJIETBOPUTEIBbHBIH. JIaBask jKery/iKa ¢ IIeIbI0
NpeynpeXkeHNs perypruTalliy U acllupanuy Tak:Ke He peKOMeH-
JloBaH. MitazsieH1ib1 ¢ puckoM pa3sutusa CAM 1 uMeromye CUMITOMBI
pecnupaTopHOTo AucTpecca HanpasisaoTes B OPUT.

Benymumy HanpaBaeHUAMU WHTEHCUBHOU Tepanmuu y HOBOPO-
)7eHHBIX ¢ CAM ABJIAIOTCA cTabMIN3aIUs PeCIUPAaTOPHOU QYHKITNHI
U BOCCTaHOBJIEHUeE ra30Boro romeocrasa, Hopmanusanusa KOC, cra-
Omm3anys reMOANHAMUKY, ITO//IepKaHIe BOJHO-3JIEKTPOJIUTHOTO
OasaHca, paHHee Hayayio HTEPAIbHOTO IUTAHUA, 11epeOPOIIPOTEK-
IS ¥ pa3BUBAIOIIUN YXO/I.

Bo30yxneHue, xapakTepHOe /IS JOHOIIEHHBIX MJIQ/IEHIIEB C pe-
CIIMPATOPHBIMU HapyIIeHUAMU, TOTPeOHOCTh B IPOBEIEHNN CaHA-
MY TPaxeu MOTYT OBITh CTUMYJIAMU, ITPOBOLUPYIOIINMU JIETOUHYIO
BA30KOHCTPHUKIINIO, IIyHTHPOBaHUe KPOBHU CIIpaBa HAJIEBO, TUIIOKCHUIO
u anuzo3. Kpome Toro, axxurarysa MoXKeT CTaTh IPUUNHOM /1ecHH-
XPOHU3AIUU C allIIapPATHBIM JbIXaHUEM U CIIOCOOCTBOBATH BO3ZHUK-
HOBEHUIO BEHTWJIATOP-aCCOIIMMPOBAHHBIX IOBPEXKIEHUN JIETKUX
BeJlesicTBUE 6apo- U BOIOMOTpPaBMBI. CTpaTerus MUHHUMAaJIBHOTO
BMeIIaTeJIbCTBA, PalliOHAIIbHOE HCIIOJIb30BaHUe celaTalluu, OIITU-
MaUTBbHBIN TEMIIEPATYPHBIH PEKUM U peayn3ariiis IPUHITUIIOB pas-
BHUBAIOIIEr0 YX0/1a CIOCOOCTBYIOT 3(P(HEKTUBHOMY KYIIMPOBAHUIO
Kap/AnopecIuPaTOPHBIX HAPYIIEHUY U YMEHbIIEHUI0 TOTPeOHOCTH
B pecupaToOpHOU MoJi/iepKKe. BaKHBIMU KOMIIOHEHTaMU MHTEH-
CUBHOM Tepannu sBJIAIOTCS NO3UITMOHHASA Tepamus U CTPOro aud-
(bepeHIIPOBAHHBIN MOJX0/, K CAHAITUY TPAXeU C UCI0Ib30BaHUEM
3aKPBITHIX ACIUPALIIOHHBIX CHCTEM.

PyrunHoe wucnonp3oBaHue aHTHOHOTHKOB npu CAM He
peKoMeHJyeTcs. Y CTaHOBJIEHO, YTO IpodUIaKTHYeCKOe Ha3HaueHue
aHTUOHMOTUKOB He YMeHbIIIaeT YaCcTOTY Pa3BUTHUA UHOEKINH Y JieTel
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¢ MEeKOHHaJIbHOH acnuparnueil. Ha mpakTuke, Ipu poKJAeHUU B
cayJae, ecyli TPYAHO UCKIIOUUTH HEOHATAJIBHYIO0 UH(QEKITNIO, KaK
[IpaBUJIO, aHTUOAKTEepHAJIbHOE JIeueHe HazHavyaeTcs (1epBast TUHUA
Tepanuyu — aMOUIWIJINH ¢ TEHTAMUIIMHOM), U IIPHU OTCYTCTBHUH
IIOJIOKUTEJIPHOTO BBICEBA U3 KPOBH U Tpaxeuw AHTHUOUOTHUKH
OTMEHSIOTCS Uepes 48-72 4acoB [0ocJie Havasia Tepanumu.

B nacrosiee BpeMs HeT fjoka3aTeabcTB adpdexktuBHOcTH ['KC ipu
CAM. /Ins ompeniesnieHUs MOKAa3aHUU /I CTEPOUTHON Tepamnuy,
YTOYHEHHUS [103bl, BPEMEHU Hayvajsa U IPOJIOJIKUTESTBHOCTH
Tepanuy, IyTell BBeZleHUA U MOOOUYHBIX 3¢ PeKTOB HEOOXOAUMBbI
JIOTIOJTHUTEJIbHBIE UCCIIeZIOBAHNS.

MuazieHUp! ¢ JeTKUM U cpeiHeTskeabIM CAM 00bIYHO HyK/1al0TCSA
B KUCJIOPOZIOTepanuu /i goctuxenus SpO, 6omnee 95% u PaO,
6osiee 80 MM pT. cT. Haubosee 4acTo ¢ 3TOH 11esIbI0 UCIIOJIB3YIOTCS
HHU3KOIIOTOUHBIE Ha3aJbHble KAHIOJU, IIOTOK KUCJIOpO/a He Oosiee
2 j1/MuH. Vcnosb30BaHue BHICOKOH KOHIIEHTpalU KUCI0posia 6e3
PpacIpaBJISIONIero AaBaeHus (KUCI0PO/HAA TaJIaTKa) HEe[OIYCTHMO,
TaK Kak IIpY II0JIHOM 3aMellleHUH JIbIXaTeJIbHON cMecH Ha KUCJIOPOJ
PHCK KoJIjIalica aJbBeoJs 3HAYMMO yBeamuyuBaercs. Kpome Toro,
HeOoOX0MMO ITIOMHHUTH O TOKCHUeCKUX 3¢ deKTax KUucaI0poza.

Borpoc o niestecoobpasHoctu ucnosnb3oBanus CPAP u HenHBa3uB-
HOU BEHTWIAIIUH JIETKUX (BBICOKOIIOTOYHAS KUCJIOPOOTEpaIus,
HEeUHBA3UBHAs [lepeMerKaoasncsa BEHTUIANNA JIETKUX, IBYXYPOB-
HeBas BEHTWISAINS, HENHBA3UBHASA BBICOKOUACTOTHAS BEHTUIIAINSA)
y HOBOpOxkieHHBbIX ¢ CAM B HacTosIIee BPeM OCTAETCS OTKPBITHIM.
Vcnosip30BaHMe IOCTOSTHHOTO /IaBJIEHUSA B JIbIXaTeJIbHBIX My TIX 000-
CHOBAHO ITaTOreHEeTUYECKHU, TaK KaK IPHU 3TOM, C OJTHOU CTOPOHHI,
CHIKAEeTCS PUCK SKCIUPATOPHOTO 3aKPHITUSA JbIXaTeIbHbIX ITyTel
u GOPMUPOBAHUSA «BO3AYIIHBIX JIOBYIIEK», & C APYTOH — yBeIHU-
quBaercs QYHKIIMOHATbHAA OCTATOYHAS eMKOCTh jierkux (POEJT)
u ctabunusupyercs okcureHarusa. OTHAKO y ieTell ¢ BBIpaKeHHOH
JIBIXaTeJIbHOU HeZIOCTATOUYHOCThI0O HEMHBA3UBHAS peclupaTopHas
MO /ieP>KKa MOXKET UMeTh HUBKYI0 5(G(GeKTUBHOCTD 10 IPUYNHE
Ype3MepHOTO0 BO30Y:xk/AeHuA U (urrokTyanuiit MAP. ImeHHO T03TOMY
HeNHBa3WUBHAasA BEHTWIALUA MOXKET ObITh PeKOMEH/I0BAHA JIETSM CO
CpeIHeTsKeJIBIM PeCIINPAaTOPHBIM IUCTPECCOM, MMEIOIITM a/IeKBaT-
HYIO TOJIEPAHTHOCTH K IIPOBOJIUMOM pecripaTopHoi Tepanuu. Ho-
BOPOX/IEHHBIM, COXPaHAIOIIUM BhIPasKeHHYI0 Tuniokcemuto (PaO,
MeHee 50 MM PT. cT), runepkanauio (PaCO, 6osee 60 MM pT. CT.)
wiu anunos (pH MeHee 7,25), Ipu yBeJTMUeHUH TOTPEOHOCTU B KUC-
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Joposie 6osiee 60% HeoOXoMMa HHTYbaIuA Tpaxen U Hauaio VBJL.
HoBopoxxeHHble, uMemomue Tskeabiii CAM, cOpoBOK/IAIONTHH-
cs BBIPQXKEHHOU OOCTPYKITMEH IbIXaTeJIbHBIX IyTeH, TpebyroT VBJI
cpaay nocie poxaenusd. leasto nposenenusa UBJI aBiagerca Hopma-
JIM3anysa nokasaresel ra3oobMeHa IIPH MUHUMAIbHBIX 3HAUEHUAX
IbIxaTespHOro oobeMa u FiO2, a Takke MUHUMU3AITUS BO3/IeHCTBUA
IIOJIO’KUTEJIBHOTO JIABJIEHUSA B JIBIXaTeIbHBIX IIYTAX HA CHCTEMHYIO 1
WHTPATOPaKaJIbHYIO TeMOANHAMUKY. /lJIf 3TOr0 HIMPOKO MCIOJIb-
3YIOTCS KaK BCIIOMOTaTesIbHble, TAaK U IPUHYAUTETbHbIE PEXKUMBI
sHpoTpaxeatbHoN VIBJL. Ilpu ajiekBaTHOM PUTME JAbIXaHUSA UCIIOJTb-
30BaHNEe TPUTTEPHBIX AJITOPUTMOB BEHTHJISAIMOHHON MOJIJIEPKKU
CIIOCOOCTBYET PECIIPATOPHOMY KOMMOPTY U yMEHBIIIAET UCIIOIH30-
BaHUE CPEJICTB JJIA ceJlaTallii U OOIIIYIO TPOIoJLKUTETbHOCTD MIBJI.
MexaHnuuecKkre CBONCTBA JIeTKUX (II0JIaT/IMBOCTh U COIIPOTUBJIsSAE-
MOCTB) y nmanueHToB ¢ CAM SBJIAIOTCA HENOCTOSHHBIMU. FIMeHHO
[I03TOMY BaKeH ITOCTOSTHHBIM KOHTPOJIb 3a napamerpamu VBJI u ux
CBOEBpEMEHHasI KOppeKIus. AJITOPUTMBI SHAOTPaXeaJIbHON BeH-
TWISAIAH C IBOHHBIM KOHTpoJieM («Volume Guarantee», «PRVC»),
paboTas o IPUHITUITY OOPaTHOU CBA3H, CIIOCOOHBI ABTOMATUYECKU
MeHATh napaMmeTrps! MBJI i1s foCcTHKEHUA TPUOPUTETHBIX II0Ka3aTe-
JieH B YCJIOBUSX HETIIOCTOSTHHOM peclIupaTopHOY MEXaHUKHU, UYTO CHU-
’KaeT PUCK Pa3BUTHA BEHTUIATOP-UHAYIIMPOBAHHBIX IOBPEK/IeHUH
JIETKUX U CIIOCOOCTBYET CTAOMIN3AIIY [A30BOr0 roMeocTasa. [Ipu Be-
neHuu nanueHToB ¢ CAM Ha TpaluIIOHHOM 5HI0TpaxeasbHON MIBJI
Ype3BbIYANTHO BasKeH [ePCOHUGUIIPOBAHHBIN 1000 TapaMeTpoB
BEHTWJISLINH, KOTOPHIM OCHOBAH Ha IOKAa3aTesAX PeCIIUPaTOPHOM
MeXaHUKU U JJAHHBIX IpadUUecKoro pecliupaTopHOTO MOHUTOPUH-
ra. CiioxxHOCTH TOZI60pa MapaMeTPOB PeCINPATOPHON MOAEPKKU ¥
nanueHToB ¢ CAM 1 BRICOKHH PUCK BOSHUKHOBEHUS BEHTHJIATOP-UH-
ZYIIMPOBAHHOTO IIOBPEXK/I€HU CBSA3AHBI C HETOMOTEHHBIM IIOBpEK/Ie-
HUeM JIeTKuX. /[y MyiaieHIieB 0e3 JIeroUHOM TUIIEPTEH3UH JI0CTa-
TOYHO coxpaHeHue pH Ha ypoBHEe 7,3-7,4; Pa0O2 60-80 MM pT. cT. 1
PaCO2 — 40-50 MM PT. CT.

B cnyuasx yBenumuyeHus norpebHoctu B mapamerpax UBJI (MAP
Gosiee 10-12 cM BoJ.CT., FiO, Gosee 0,6), pocTa pecIMpaTOPHBIX
UHJIEKCOB I1ejieco0Opa3sHO HCHOJIb30BAaHUE BBICOKOYACTOTHOM
ocruyisitopaoit UBJI (BUOWBJI). IIpu 5TOM MOKET OBITH HC-
[I0JIb30BaHA CTPATerus MaJoro JbIXaTeJIbHOTO ob0beMa (MeHee
o06beMa MepTBOTO aHATOMHUUYECKOTO IPOCTPAHCTBA), IIPU KOTO-
po#l okcureHanus obecreunBaeTcs 3a CUeT IIOCTOSTHHOTO /IaB-
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JIeHUs B JIbIXaTeJIbHBIX MyTAX, a snumuHanusa CO, MpoMCXOUT
Oyarozmaps aspofuHaMHuYecKuM 35(ddexTaM, BO3HUKAIOIIUM
Giyarozaps HaJIOKEHHUI0 HAa 3TO JlaBJIeHUe OCIUIIATOPHBIX
kosiebanuil. I[locTosTHHOE pacnpasJsIoiee JaBIeHNe CIIOCOOCTBYET
addexTuBHOMY U 6e30n1acHOMY yBemueHu0 POEJ], cHIKeHUIO Be-
POATHOCTH BO3SHUKHOBEHUA HeHOMeHa SKCIINPATOPHOTO 3aKPHITHA
JIbIXaTeJIbHBIX ITyTel, a BRICOKOUACTOTHBIE KoslebaHus obecrieunBa-
IOT aJIeKBATHYIO U 0€30I1acHYI0 MUHYTHYIO QIbBEOJIIPHYIO BEHTUIISA-
nuto. Kombunamus BUOUBII ¢ aqiropuTMaMu JBOWHOTO KOHTPOJIA
SABJISIETCS COBPEMEHHOM TeXHOJIOTHeH, CIOCOOHOM 3aluTUTh
OT TUNO- WJIU TUNEePUHOIANUN B YCIOBUAX H3MEHSIOIINXCS
MeXaHUYEeCKUX CBONUCTB JIETKUX.

OpunMm u3 BuioB BHOUBJI siBisieTcss MHTpAIyIbMOHApHAsA ITHEB-
MOIIepKyccHs. ITO METOJ, PECIIUPATOPHOM Tepamuu, OCyIlecTBIIge-
MBI ITIOCPEICTBOM BBICOKOCKOPOCTHOTO IIOTOKA I'a3a, IPU KOTOPOM
MaJieHbKHe 00beMbl raza (MeHee 00'beMa MEPTBOT'O AHATOMUYECKOTO
IIPOCTPAHCTBA) IOJIAI0TCA B bIXaTeIbHbIE IyTH C BBICOKOU (perysu-
pyeMoii) 4acTOTOH | YIIpaBJIsieMbIM JIaBJIEHUEM Yepe3 YHUKAIbHBIN
OTKpBITHIH Ki1amnaH («Phasitron»), pearupyoIuii Ha ©U3MeHEHUs Me-
XaHUYECKUX CBOUCTB Jierkux. [JoMIMO OPraHOIPOTEKTUBHOTO pe-
KPYTMEHTa, HHTPAILyJIbMOHAPHAs THEBMOIIEPKYCCHUS CIIOCOOCTBYET
MOOMIN3AINH COJIEP>KIMOT0 Tpaxer U OPOHXOB, UTO MOXKET OBITh
HCIIOJIb30BAHO B cIyvyasax MaccuBHoro CAM u/uiu runepcekpernu
B JIBIXaTEIbHBIX IIYTAX.

IIpoBeneHHble KJIMHUYECKHUE HCCJIEJOBAHUSA UCIOJIH30BAHUA
5K30TeHHOTO cypdakTaHTa 1A JgedeHuUs O00iapHBIX ¢ CAM
IIOKa3aJaH, YTO OH MOKET ObITh 3P (PEeKTUBHHIM B YMEHBIIEHUH
JHell HaxoxeHus Ha VIBJI u kucioposoTepani, HE0OOXOAMMOCTH
HCIIOJIb30BAHUS SKCTPAKOPIIOPATIHHON MeMOPaHHOM OKCUTeHAIINHT
(3KMO). IIpu s3TOM IMOKa3aHUEM JIJIs IPOBEJEHUA cypdaKkTaHT-
HOU Tepanuu sABJseTcsa BTopuaHbIil P/IC, dopmupyromuticsa B pe-
3yJIbTaTe MOBPEXKAeHUs ajbBeosonuToB I mopsazaka u npsaMoro
noBpexJieHusa cypdakrtanta. HMHceTHanAnuio cypdakranTa
NIPUMEHSAIOT ¢ 1esbio dopmupoBanus ®OEJI niaa obierueHus
PEXPYTMEHTA aJibBeoJ1 y nanueHToB Ha VBJI. Jlna pekoMmeHaaui
PYTUHHOTO UCII0JIb30BAHUSA cypdaKTaHTa IPHU aCIUPAIU MEKOHU
HeOoOXO/IMMBI OTIOJTHUTEIbHBIE HUCCIE0BAHUSA, KOTOPBIE JOJIKHBI
OTBETUTh Ha BONPOCHI O BpeMeHU Ha3HaueHUsA cypdaKTaHTA,
ONTUMAaJIbHOHA METOIUKE BBEIeHI I, He0OX0AUMOI 103€e (KOJITMYeCcTBO
Y KOHIIEHTPAIUsA), YACTOTE BBEJEHU, BO3MOKHBIX OCJIOKHEHUAX.
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CypdakTaHT MoKeT OBITh HCII0JIH30BaH B BU7Ie OOIIOCHOTO BBEJIEHU A
WIN B BUJle OpoHXOanbBeossspHoro jaBaxka (BAJI) pactBopom
cypdaxTaHTa ¢ IOCJIeAyIONel aKTUBHON acluparuen.

B ciiyuae pedppakreproii runokcemuu u [TJITH, oc103kHUBIINX Te-
yeHue Ts2kesioro CAM, ucnionbayrorea uarananuu NO. Oxcuy, a3oTta
JUIaTApyeT JIeTOYHbIe COCY/Ibl, YMEeHbIIIaeT 3KCTpaIlyJIbMOHAIbHOE
IIYHTUPOBaHUE U THUIOKCEMHUIO, CHH)KasA BEHTUJIAIHMOHHO-
nep@y3uoHHbIe HECOOTBETCTBUA, PACIINPAA JIETOYHBIE COCYAbl B
a3pPHUPOBAHHBIX y4yacTKax JIerkoro. lcrnosib30BaHUe UHTAIALUA
NO wmoxetr ObITH OoJsiee 3(D(PEKTHBHBIM NPU IPOBEIEHUU
BbICOKOUYacToTHOM MBJI 1 mocsie mpoBesieHNsI MaHeBpa peKPYTMEHTa
aJIbBEOJI.

IIpu otcyrcrBuu addexra ot ucnoabzoBanus BUHOUBJI u NO
cpencTBoM criacenus muiazieHeB ¢ CAM saBasetcs 9KMO. [TarueHTsI
¢ CAM cocTaBiAI0T 31% MOy AU HOBOPOXKAEHHBIX, Hy K/IAIOIINXCA
B OKMO, yIuTeTbHOCTD Kypca 0OBIUHO 4-5 JHEH, BBIXKUBAEMOCTh
OOJIbHBIX IIPH UCII0JIH30BAHUY 3TOTO METO/Ia COCTABJISET B CPETHEM
94%. Ilpu aTOM HCIOJIB3yeTcsA pecnupaTopHbIi Bapuant OKMO, 1ie-
JIBIO KOTOPOTO SIBJISIETCS MO//IeP?KKA PECITUPATOPHBIX TOTPeOHOCTEMH
Ha BpeMsA BOCCTAaHOBJIEHUA (PYHKIIMHU JIETKUX U yMeHbIIIeHHe Bepo-
ATHOCTU Pa3BUTHA BEHTUJIATOP-ACCOLIMUMPOBAHHOIO ITIOBPEXKIeHHA.

IIpodpmrakTuka

ITpodunaxrukoit CAM sBjsieTcss yMeHbIIIeHHe YacTOTHI IIepeHo-
IIeHHOU 6epeMeHHOCTH — UHJIYKITUSA POJIOB IIOCIE 41 He/leN CBA3aHA
€O 3HAUYUTEJIbHBIM yMeHblIeHrneM 9acToTbl CAM 110 cpaBHEHUIO C BbI-
JKUJIaTeJIbHOM TaKTUKOH. ArpecCUBHOe BeJleHre OepeMeHHOCTH IIPHU
HapyLIeHUIX CepAeUHOr0 PUTMa IIJIO/IA, CBA3AHHBIX ¢ BHYTPUYTPOO-
HOH THIIOKCHEelN, TaK)Ke CIIOCOOCTBYET yMeHbIeHui0 4acToTsl CAM.
HcnosnbpsyeMsble IpodpuiakTRdecKue cTpaTeruu Manod@@eKTUBHbI
B CBSI3U C T€M, UTO aCIIUPAINA MEKOHUA OOBIYHO IPOUCXO/IUT B IIpe-
HaTaJbHOM IIepUOJeE.

IIporuos

CmepTtHOCTh OT CAM cocraBaser oT 4 A0 12%. Puck
He0JIarOIPUATHOTO UCX0/1a TTOBHIIIAETCS MIPU TAXKEIOH acIupanun
U TOSIBJIEHUU OocyIoKHeHuHU. OcobenHo omacHa ITJITH, koTopas
OCJIOJKHSAET acIUpPAlNI0 MEKOHUSA, U SBJSETCA IVIABHOU IPUYH-
HOU cMmepTHOCTU. IIpu M3ydeHUU OTAAJIEHHBIX IOCJIEICTBUH ¥
JleTell ¢ acmupanyell MeKOHUsA B IepUojie HOBOPOK/IEHHOCTU 00-
Hapy»keHa TUIIepPeaKTUBHOCTD JIbIXaTeJIbHBIX IIyTed U BbICOKAs
YacTOTa MOBTOPHBIX OOCTPYKTUBHBIX OPOHXUTOB B I'PYTHOM, paH-
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HeM, JIOIIKOJIBHOM U IIIKOJIbHOM BO3pacTe. Y YacTH JieTel pU Uc-
ciaenoBaHUU GYHKIUM BHellHero fbixaHus (O®BJl) oTmeuanuch
HeoOpaTHMble 0OCTPYKTHUBHBIE HAPYIIEHHUSI, YTO CBU/IETEIHCTBYET O
COXPAHSAIOIIEMCS HapYIIeHHU POXOIMMOCTH JIbIXaTeIbHbIX ITyTeH
niocsie CAM, BepOsITHO, CBSI3aHHBIM C (pUOPO30M U obIuTEpaIIUeH
MEJIKUX /IbIXaTeIbHbIX IMyTel. He61aronpuaTHbIM HCXO0M TSKEJIOT0
CAM sBiseTcs 00TUTEPUPYIONTAN OPOHXUOIIUT.
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Yacrs 11
HNHaTepcruimaibHbIe
3a00/1eBaHUA JIETKUX

HOBOPOKACHHDbIX

I's1aBa 5
OO01mas xapakrepucTuKa
HUHTEPCTUITUATBHBIX
3a00JIeBaHUI JIETKUX MJIAJICHIIEB

OmnpeaesieHne U 3NMUAEMUOJIOTHUA

NaTepcTunuanbuble 3aboseBanus yerkux (M3J1, CHHOHUMBI:
nuddys3HbIe 3a00JIeBaHUS JIETKUX, JUbGy3HbIE TAPEHXUMAaTO3HbIE
3a00J1€BaHUSA JIETKHX) SIBJISTIOTCS TeTEPOTeHHOU I'PYIIION 60JIe3HEH,
IIPH KOTOPHBIX B IATOJOTHUYECKUH IIpoIlecc B MEPBYIO Ouepesb
BOBJIEKAIOTCS aJIbBEOJIBI U NEPUAIbBEOIAPHBIN UHTEPCTULINH,
4TO HIPUBOJAUT K HAPYIIEHHUIO Ta3000MeHa, PECTPUKTUBHBIM
HapYILUIeHUsAM BEHTWIAIINOHHON QYHKIUU JeTKUX U AU DYy3HBIM
UHTEePCTUIMAJbHBIM H3MEHEHUAM, BBIABJAAEMBIM IIPHU
PEHTTeHOJIOTUUEeCKOM HcciiefoBaHuu. Bmecte ¢ Tem, npu U3JI,
HapsAZY ¢ UHTEPCTHULINEM, B IATOJIOTHYECKUH ITPOIECC BOBIEKAIOTCS
U JIpyTHe JeTOUHble CTPYKTYPHI (IapeHXUMa, AbIXaTebHble Iy TH,
KPOBEHOCHBIE U INM(MATHIECKHE COCY/IBI).

lMmeroTes cyliecTBEHHblE pas3jaudusa B dopMax, TeUeHUH,
TUCTOJIOTUUECKUX OcoOeHHOcTAX, nmporHode M3JI y merelr u
B3pociblx. Hanpumep, camas yacras ¢opma M3JI y B3poCabIx
— oOblYHAad WUHTEPCTUIHMAJIbHAsA NHEBMOHUA (BapuUaHT
UAVONATHYECKOH UHTEPCTUIINATBHON THEBMOHUY, CHHOHUMBIL:
UAUOTIATHYECKUH JIerouHbld Gubpos — NJI®, uaunonaTuyeckuit
GuOPO3UPYIOINY aJIbBEOJUT) OYEHD PETKO BCTPEYAETCA Y JeTeld
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U TOJIBKO B IIOJIPOCTKOBOM BoO3pacTe. Y JeTed nMerTcs GOpMBbI
N3JI, He BcTpewaroluecs y B3POCJbIX, Takue Kak Auddy3HbIe
HapyIlleHus pa3BUTUA U POCTA JIETKOTO, HEHPOIHJOKPUHHAS
KJIeToOYHas runepiuiazusa miazenne (HOKI'M) u jerouyHsii
WHTEPCTUIINANBbHBIN riukoreHo3 (JIWTY). B oTyimune oT B3pOCIIbIX,
nipu U3J1 y neTeii uare yziaeTcss yCTaHOBUTH STHOJIOTHIO OOJIE3HU.
Y nereyt yaiie, 4eM y B3POCJIBIX BCTPEUAIOTCA ceMeiHbIe GOpPMBI
3a00J1eBaHUH, a TporHO3 AeTckux M3JI B 1iesioM, jrydiie, 4em y
B3POCJIBIX, UYTO CBA3AHO C IOPa’KeHNeM Pa3BUBAIOIIETOCs JIeTrKoro.
N3JI sspnsitoTes peikoy matosorueil. CAuTaeTcs, YTO UX UCTUHHYIO
YaCTOTY OIIpe/IEIUTh OUeHb TPY/AHO, TaK KaK BCJIEICTBUE CIIOKHOCTHU
JINaTHOCTUKU MHOTHE CJIy4au OCTAIOTCA Hepacno3HaHHBIMU. 110
pasHbIM HaHHBIM yactota M3JIy meTeli cocTaBiiser ot 0,13:100 000
JeTer Muiajline 17 jeT A0 16,2:100 000 JeTel mMJafile 15 jeT. B
HacTosIee BpeMs mosarawT, uro M3JI BcTpedaroTes B J060M
BO3pacTe, HO y JIETEW OHU HE MeHee YeM B IOJIOBUHE CJIyYaeB Ma-
HU(EeCTUPYIOT B HEOHATAJIILHOM IIepPHO/Ie WU B BO3pacTe [0 ABYX
set xus3Hu. Cpenu M3J1, moATBEPKIEHHBIX OUOTICUEN, Y JeTer
B BO3pacTe JI0 1 rojia 2/3 ciydyaeB IpUXOUTCS Ha 3ab0JieBaHus,
MIpeUMyIIeCTBEHHO BCTpeyaloliiyecs B HEOHATAJILHOM IIepUo/Ie.

Kinaccudpurkanusa

Kiaceudukarnua U3J1 y gereit 6pL1a peisokeHa sKCIIepTaMu
AMepHUKaHCKOTO TopakasbpHOTO 0ob61ecTBa (ATS) B 2013 1. Co-
rJ1acHO ZJaHHOU kyiaccudukanuu, U3J1 y neteil mogpasensioT-
cs Ha 3abosieBaHUA, HauboJiee paclpocTpaHeHHbIE B MJIafIeH-
yecTBe, U 3a00j1eBaHUA, He cieNU@PUUHBIE JJIs MJIa/IEHIEB, TO
ecTh BCTpeuaromuecs B Jif060M Bo3pacTe. OTAeJIbHO BBIIEIAIOT
Heksaccudunupyemsle caydau M3JI. OnHako 3a mocsieHue TObI
CTaJIO U3BECTHO O psZie HOBBIX 3a00JIeBaHUM, UMEIOIUX B CBOEH
ocHOBe nudPy3HOE UHTEPCTUIIHATIBHOE IOpakeHUe JIeTKUX,
OBLIN yCTAHOBJIEHHI FeHeTHYeCcKre IPUUNHBI psia 3a601eBaHnH,
4TO TpebyeT JONOoMHeHUA KiaaccuduKamnu, o0coOeHHO B pasjiese
M3JI, npeBasupyoIux y MiuaaeHes (Tads. 5.1). Jetansao N3J1
U3 TPYNIBI HauboJjiee pacIpocTPaHEHHBIX B MyIaZIleHUeCTBe, IIpe-
CTaBJIeHHbIe B Ta0JI. 5.1, OXapaKTepHU30BaHbl B IOCIEAYIOIMIUX
IJ1aBax MOHOTrpaduy, a TakKe B MyOJIUKANUAX, IEPEUUCIEHHBIX B
CIIMCKe JINTEPATYPHI JAHHOM IJIaBbl U COJlep:KaIIUX B TOM YHCJIEe
CBe/IeHUsA O KJIMHUYeCKUX HAOJI0/IeHUAX MaI[UeHTOB C JTaHHBIMH
3a00J1eBaHUAMH aBTOPaAMHU.
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Tab6aumna 5.1
Kiaaccudukamus U3J1 y gereii [mo Kurland G. ¢ coasr., 2013, ¢ 7omoJH.]

I. 3aGosieBanus, HanboJIEe paCIPOCTPAHEHHBIE B MJIaZIEHIECTBE
A. TubdysHble HapyILIeHU PAa3BUTHUS JIETKUX

1. AntunapHas aucmtasus (mytaiuu renoB TBX4, FGF10, FGFR2)

2. Bposk/ieHHas anpBeosisipHas auciiasus (myTauuu renos TBX4, FGF10)

3. AJIbBeOJIApHO-KaNUIAPHAA JUCIIA3UA ¢ HapyIIeHUEeM PACIIOJIOKeHU A
JIerouHbIX BeH (MyTaruu rena FOXF1)

B. HapymeHnus pocra JIerkux

1. JlerouHas runorviazus
2. XpoHHnueckoe 3a60JieBaHUE JIETKUX HOBOPOJK/IEHHBIX
» XpoHuveckoe 3a60jIeBaHUE JIETKHX, ACCOIUUPOBAHHOE C HE/IOHOIIIEHHO-
cThi0 (OPOHXOJIErOYHAS JUCIIIA3Us, CHHAPOM Bunbcona—MukuTh)
« [IprobpeTeHHOE XPOHUYECKOEe 3a00IeBAHNE JIETKHX Y JIOHOIIEHHBIX MJIa-
JIeHIIEB
3. CTpyKTypHBI€ JIerOYHbIE U3MEHEHU 1, ACCOLIMMPOBAHHBIE C XPOMOCOMHBIMHU
HapyIIeHUsMHI
» Tpucomus 21 XpoMOCOMBI (cuH/1poM JlayHa)
» Tpucomus 13 xpomocomsl (cunipom IaTay)
» Tpucomust 18 XpoMOCOMBI (CHHPOM DBap/Ca)
4. 3aboJieBaHU s, ACCOIIMUPOBAHHBIE C BPOXK/IEHHBIMH IIOPOKAMHU CEpPIa Y
Jieteii 6€3 XpOMOCOMHBIX HApYIIEHU I
5. Myranuu resa ¢punamuna A (FLNA) — HapyIieHus: pocTa JIETKUX, sMmbuse-
MaTO3HbIE U3MEHEHU s [IaPEHXUMBI

C. CHeLII/I(i)I/IquKI/Ie COCTOAHUA HeyCTaHOBJ’IeHHOﬁ 9THUOJIOTUHN

1. JIerOUHBI HHTEPCTUITHAJIBHBIN TJTHKOT€HO3
2. Halipo9HIOKpUHHA S KJIETOYHAS TUIIEPIITIA3HsI MJIa/IeHIIEB

D. Jucdyuknuu cucteMbl cypdaKkTaHTa

1. Myraruu rena cypdakrantaoro nporenta B (SFTPB) — nomuHupyomuit
TUCTOJIOTUYECKHI IATTEPH — JIETOYHBIN aJIbBEOJISIPHBIN TPOTEenHO3 (JIAIT)

2. Myranuu resa cypdakranTHoro nporenta C (SFTPC) — roMmuHupyomuii
TUCTOJIOTUYECKUH TATTEPH — XPOHUYECKUH THEBMOHUT MuazeHeB (XIIM),
a TakKe JleCKBaMaTHBHAsI HHTEPCTUIIMAIbHAS THeBMOHUs (JIUII) u He-
crerudurUeckas HHTepCTUIMaIbHAsA THeBMoHus (HCUIT)

3. Myrtanuu rena ABCA3 — JIAII, XTIM, IWII u HCUIT

4. CHHJIPOM «MO3T — JIETKHe — [IIUTOBU/IHA JKesie3a» (MyTanuu rena NKX2.1)

5. Bpoxx/ieHHbIH 1eDUIUT O- U B-CyOBbeAMHNL PELENTOPOB IPAHYIONUTap-
HO-MaKpodarajbHOTO KOJIOHHECTHMYJIUPYIOIIEro GhakTopa — JOMUHUPYIO-
muii rucronorudeckuil narrep — JIAIT (myramuu reaoB CSF2RA, CSF2RB)

6. HenepenocumocTs Tu3uHypuueckoro 6eska (mytanuu rena SLC7A7) — no-
MHUHUPYOUUANA TUCTOJIOTHYECKUH maTTepH — JIATI

7. 'mcTosoruyecky coracyromeecs ¢ pacCcTpOHCTBOM OesIKOB cypdaKTaHTa,
HO ellle HeyCTaHOBJIEHHOE reHeTHYeCcKoe HapylIeHnue

I1. 3aboneBaHusi, He crenubUYHBIE JJIsI MJIA/IEHIIER
A. PaccrpoiicTBa y MMMYHOKOMIIETEHTHBIX JIMIL

1. HdeKuoHHbIe U TOCTHH(EKITMOHHBIE ITPOIECCHI: TOCTUHOEKITMOHHBIN
06 TepUpYOUT GPOHXUOJIUT U JIP.

2. PaccTpoiicTBa, CBSI3aHHBIE C aT€HTAMH OKPY?KAIOIIEH CPe/Ibl: TUIIePCEHCH-
THBHBIN THEBMOHUT, HHTQJIAIIUY TOKCUYHBIX BEIIECTB

3. CurapoM acnupanuu

4. D03uHOGUIbHA S THEBMOHU ST

5. JIerouHbIi a/1bBEOJIAPHBIA MUKPOJIUTHAS
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3. Capxonsio3

HHUA

B. PaccrpoticTBa, accOIUMPOBaHHbBIE C CHCTEMHBIMU 3a00JI€BAHUAMU
1. UmmyHHbIe 3a601eBaHUs
2. bosie3HU HAKOIJIEHU

4. 'metnonuTo3s U3 KjeTok Jlanrepranca

5. 3JI0KaYeCTBEHHBIE HOBOOOPa30BaAHUS

C. 3aboJieBaHUA Y UMMYHOKOMIIDOMETHPOBAHHBIX AIIIEHTOB

1. OnnopTyHucTHUYecKue NHDEKITUN

2. 3ab0JieBaHs1, ACCOIUUPOBAHHBIE C TEPATIEBTUYECKUMU BO3IEHCTBUAMU

3. 3aboJsieBaHUA, ACCOIUUPOBAHHBIE C TPAHCIUIAHTAI[UOHHBIM CHHIPOMOM 1

peaxuei OTTOpKEHU S TPAHCIIJIAHTATa

4. IuddysHOE aIbBe0IAPHOE TOBPEKAEHIE HEN3BECTHON S THOJIOTUH

D. 3aboneBanus, mackupymouuecs mnox 13J1
1. AprepuajipHas TUIIEPTOHUYEeCKas BaCKYJIONATUA

2. 3aCTONHbIE BACKYJIOMATHH, BKJIIOUAIOI[I€ BEHO-OKKJIIO3UOHHbIE 3a601eBa-

3. JIumdarnyeckue paccTporcTBa
4. BropruHbIil BEHO3HBIN 3aCTON Ha (poHe 3a60IeBaHUI cepAIa
II1. Hekstaccudunupyemsole 3a001eBaHUA— BKJIIOUAIOT 3a00JI€BaHUSA HA TE€P-
MHUHAJIBHOU CTaZ[UU, HEAUATHOCTUPYEMbIE PE3YJIbTaThl OMOIICUY U OUOIICHUU C
HeI0CTAaTOYHBIM KOJINYEeCTBOM MaTepHasa

B opurunanbHo# KoHrennuu A. Bush ¢ kot (2019) otHOCAT
pan W3JI, maubosiee pacmpoCTpaHEHHBIX B MJIaZIeHUECTBE, K
IePEKPHIBAIOIIUMCS IIPOSIBJIEHUSIM HAPYIIIEHHOTO CO3PEeBaHUsI
JIETKUX WU PACCTPOUCTBAM, CBA3aHHBIM C IIEPCUCTEHIINEN pa3iny-
HBIX CTPYKTYP (deTarbHOrOo JIErKoro (Tabir. 5.2).

Tab6auna 5.2

PaccrpoiicTBa, CBA3aHHBIE € IEPCUCTEHIHEH (PeTaTbHOrO JErKOoro
[mo Bush A., u ap., 2019, ¢ gomoaH.]

AHaToMHUUYECKUEe MexaHu3M 3ab6osreBaHUsL
CTPYKTYPbI
JIpixatenbHble myTH | [lepcucreniius HOKI'M, BJIJT*

HeUPO3H/IOKPHUHHBIX KJIETOK

WHTrepcrunuii IIepcucTeHINA TIIUKOTEH- JIUT, BAJ, BJIJT*
COZIEPIKALIUX KIIETOK
AJbBEOJIBL TotasbHOE OTCYTCTBHE pOCTa | ATTMHAPHAS AUCTLIA3US

YacTuuHOE OTCYTCTBHE POCTA

AJII)BeO]IHpHa}I THUIIOILJIAa3uA,

BAJ, BA*

Cocynucras ceTb

OTCyTCTBI/Ie pocTa
KalluuisIpoB

AJIbBEOJIIPHO-KANIMIIIAPHAS
JUCIIa3Us

®eranpHasg TunepTpodUs
cpeziHel 060I0UKH COCYOB

IJITH, BAZI**, BJIJT*

IIpumeuanusa: BAJl — BpoxieHHAA ajibBeosIApHAA JUCIIa3HA, “B HEKOTOPBIX CIyda-
Ax **BAJl MOKeT KJIMHIUYECKU IPOoABIAThCA B Buze [TJITH
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JlnmarHocruka

AHaMHe3, KIMHUYeCKas JUAarHOCTUKA U (PU3UKaJIbHOE

uccjiejoBaHue

Hauano Oojie3HH cpa3y Iocje POXKAEHUs € CHUMIITOMOB
JIbIXaTeJIbHOU He0CTATOUYHOCTH, OCOOEHHO Y JleTel, POJUBIINXCS
B CPOK, IIpezionaraeT Aud@ysHble HapylIeHUsA Pa3BUTHA U pocTa
snerkux, JIUT win nedunur 6enkoB cypdakranta B, C mwiu ABCAS.
HenonomenHocts, BIIC u spyrux opraHosB, cuHapoMm [layHa u
JIpyTHe XPOMOCOMHBIE aHOMAJIUU ACCOITUUPYIOTCA C ATbBEOJIIPHOM
cuMIuduKanyell ¥ HapyleHreM Pa3BUTHSA JIETKOTO KaK IPUYNHOHN
HUMEIOIINXCs PeClINpaTOPHBIX CUMIITOMOB. CoueTaHUe JbIXaTeJIbHbIX
HapylIeHu! B IIepBble JTHU U HEAEeIN >XU3HU C BPOXKIEHHBIM
THUIIOTUPEO30M, OTCTaBaHUeM B (PU3MUECKOM PA3BUTHUH, CYIOPOKHBIM
CHUH/IPOMOM MOTYT OBITH CBSI3aHBI C CHH/IPOMOM «MO3T—IIIUTOBU/IHAS
JKeJjie3a—Jierkue» — pes3yJibTaToM MyTtanuu reHa NKX2.1. [IpusHaku
UHQEKITMOHHOTO IOpaykeH!s B Hauasie 001e3HN TPeOYIOT HCKIIOUeHN
nHbeKInoHHOH mpuunHbl 3J1. CeMelHbIN aHAMHE3 CMepTEN B paH-
HeM JIETCKOM BO3PAcCTe, JUTUTEIBHOMN OTPeOHOCTH B JOMOJTHUTEIBHOM
KUCJIOPO/ie, HAJIUYMe APYTUX JieTell WM B3POC/IbIX PO/ICTBEHHUKOB,
crpazatomux 13J1, ierouHoli runepTeH3ueii, HO3BOJIAIOT 3aII07I03PUTh
TeHeTUUECKYIO IIPUPO/LY JIETOUHOM NTaTOJIOTUHY, HAapuMeD, 1uddy3HbIe
HapyIIeHUs Pa3BUTHA JIETKUX, AedeKTh chHTe3a 6eIKOB cypdakTaHTa.

BO3HUKHOBEHHUE THUIOIJIA3UU JIETKUX OOBIYHO CBS3BIBAIOT C
OONBIINM YHCJIOM PAa3JUYHBIX BHYTPUYTPOOHBIX aHOMAaJIH,
CJIeJICTBUEM KOTODPBIX ABJIAeTCA HapylleHUe JbIXxaTeJbHbIX
JIBIKeHUH IJI07Ia MU OTPaHUYeHNe BHYTPUTPYIHOTO IIPOCTPAHCTBA,
HaIpHUMep, OJIUT0- WK MOJUTHAPOAMHUOH, 1edopMaIiuy TPyAHON
keTkH. Takke TUMONJIA3Us JIETKUX MOXET OBITh Pe3yJIbTaTOM
JIOTIOJIHUTEJIbHBIX BHYTPUTPYAHBIX HMJIN BHYTPUOPIOIIHBIX Macc,
HEeWPOMBINIEeYHBIX 3a00JIeBaHUl, NMPUBOAAIINX K HapyIIeHUIO
¢yuknuu guadparmsl (Tabu. 5.3).

HenocraTouHble BecoBble MNpHOAaBKU WJIM IIOTepsi Beca
xapakTepHsl A7 WM3JI y meteil mepBBIX JIET KU3HU U CBA3AHBI
OOBIYHO C aHOpeKCHel, NWHTOKCUKaluel, 3aTpyJHEHUAMHU IIPU
KOPMJIEHUU BCJIEJICTBUE /IBIXaTEIbHON HEOCTATOYHOCTH, a TAaKXKe
C BBICOKMMU HHepTeTHYeCKUMHU 3aTpaTaMU Ha paboTy JIbIXaHUA.
3anono3puth M3JI MO3BOJMAIOT IMOSABJIEHUE ITMAHO3Aa H/UJIH
MIOTJINBOCTHU IIPX KOPMJIEHUH, YaCThle OCTAHOBKU BO BpeMsA COCaHUH,
Kaireab, KaKk IIPaBUJIO, CyXOH, TAaXUIITHOD, CBUCTAIIee JbIXaHUE,
OZBINIIKA, YCUJIMBAIOLIAsACA NIPHU KOPMJIEHUU U OecIOKOUCTBe.
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Tab6auna 5.3

IIaTosroru4yeckue cOCTOAHUA U 3a60I€eBaHUA,
acCOIMHPOBAaHHBIE C JIETOYHOH IMIIOIIa3HeH
[Boitnosa E.B., Oscaunukos /1.10., 2016]

BHYTPUTPYZHOTO 06'beMa

Mexanusm ITaTosormyeckne cCOCTOAHUA
U 3a00/1eBaHNA
YMeHblIeHHE JnadparmanbHas rpbixka

BporK/IeHHBIH TOPOK PAa3BUTHS HIDKHUX
JIbIXaTeJIbHBIX Iy Tell (BPOJKeHHAsA KUCTO3-
HO-a/IeHOMaTO3Has MaabhopMaris)
Jlerounas cekBecTpanus

DeTaNbHBIN TUAPOTOPAKC (T€MOTUTHYECKAS
60JIe3HB IUI0/ja, HEUMMYHHAs BOASHKA
wIoaa)

BpoxzeHHble fehOpMaLui TPYAHOM KIETKH
AxoH/IpOTIIIA3Us

HesaBepIleHHBIN OCTeOreHe3
BuyTpurpyaHas HelipobiacToma
IBeHTpanusa guadparmsl

ITpOIOHTUPOBaHHBII
OJIUTOTUAPOAMHUOH

AreHe3us 1IoueK

BporkieHHasT 06CTPYKIUS MOUEBBIBO/ISIIIIUAX
myTei

JIBYCTODOHHAA ITOYeYHas AUCIIIA3UA
JIBYCTODOHHHH IIOJTMKUCTO3 ITOYEK
IIpostoHTpPOBAHHBIN IIPEKEBPEMEHHBIN
Pa3phIB OKOJIOIUIOJIHBIX 000JI0UeK

Ymensuienue GeTaabHbIX
JIBIXaTEeJIbHBIX JIBUKEHHH

Buytpuyrpobusle nospexaenus [THC, B
0COOEHHOCTH CTBOJIA TOJIOBHOTO MO3TAa,
CIIMHHOTO MO3Ta

BHyTpUyTpPOOHBIE TOBPEXK/IEHHA
nuadparmaabHOTO HepBa

BpokieHHBIM MHOKECTBEHHBIA apTPOTPHUIIO3
ITpueM MarTepbio BO BpeMsi 6epeMeHHOCTU
AHTH/IEIIPECCAHTOB

BposkzieHHBIE IOPOKU
cep/ila ¢ HapyIIeHHeM
JIETOYHOU reMOMHAMUKHI

Terpana ®asnio

l'mnortasus npasoro cepana

I'unonuiasus JerouHou apTepun

CunHzpoM ATaraHa ¢ IpaBOCTOPOHHEH THUIIO-
IIazuen

XpomocoMHbIe
¥ TeHeTHYeCcKre 60Ie3HI

Tpucomus 13, 18, 21 XxpoMocoM
X-cueruieHHas MyTanus rega puiaMuHa A
(FLANA)

Cunzpom diepca-/lannoca

85




Hedopmanusa TPyAHOH KIIETKH, XapaKTepusylolnascsad Kak
VIUIOIIEHUE, MOKET OBITh MIPU3HAKOM THIIOIIA3UH JIETKOTO WU
CBHU/ETEJILCTBOBATh O JIJINTEJILHOM TedeHUU Oosie3HH. Takxke
O THUIOIUIa3UM JIETKUX OyZeT CBUJIETEJILCTBOBATH 3aJ/IeprKKa
YBEJINUEHUsS] OKPY>KHOCTH TPYJHOU KJIETKH. BopoHKooOpasHas
JledbopManus rPyIHOH KJIETKH CYUTAETCA YaCThIM CHMIITOMOM IIPU
nedunute 6enxka ABCA3 y neteit. [Ipu gourenbHOM Teuenuu U3J1,
COIIPOBOXK/IAOIIEMCSA TUNEPUHDIIAINEN, TPY/THASA KIE€TKA MOKET
MIPUHUMATH 609K000pa3HyIo GopMy. XapaKTEPHBIM ayCKYJIbTATHB-
HBIM cUMIITOMOM s neTet ¢ 3J1 aBusaroTcea nuddysHas Kpemnu-
Tallsl, HATIOMUHAIOIAA «TPeCK Iesisiodana», «XpycT CHera», KOTO-
Ppble yalie BBICIYIINBAIOTCA B 3a/He0a3aIbHBIX CETMEHTAaX JIETKUX,
WHOT/Ia BBIABJIAIOTCS BJIQYKHBIE U CyXHe CBUCTAIINE XPUIIBL, YTO CBU-
JIETEJILCTBYET O COIYTCTBYIOIIEM OPAKEHUH BO3yXOIIPOBOAAIINX
JIBIXaTeJIbHBIX IyTel. OTCYyTCTBHE AYCKYJIbTATUBHBIX CUMIITOMOB He
Hckirouaer guarsosa M3JI.

OG30pHast peHTreHorpa@usa OPraHoOB IPYTHOM KJIETKHU

Xorsa peHTreHOTrpad U rpyAHON KIeTKH MeHee crelududHa 111
nuarHoctuku V3J1 o cpaBHenuo ¢ KT, ona octaercs OBICTPBIM,
HeZJOPOTHM, JIETKOJOCTYIIHBIM METO/IOM UCC/IeJOBAaHUA C HU3KUM
YPOBHEM JIyueBOM HaTPy3KHU, UTO MOJXOAUT /ISl IEPBOHAYATIBHOTO
CKPUHUHTA U MOCJIeYIONIero HabJIo/leHus paHee THAarHOCTHPO-
BaHHBIX 13J] y nereil. PenTreHorpadus opraHoB rpyZHON KIETKU
peAKo IPUBOJUT K IIOCTAHOBKE KOHKPETHOTO JUarHo3a, HO 4acTo
IIOMOTaeT BBIABUTH 3a00J1€BaHUs, KOTOPble MOTYT UMUTHPOBATH
N3JI. TunnusbiMu npusHakamu M3JI Ha peHTreHOrpaMmax opra-
HOB IPYZHOU KJIETKU CYUTAIOTCS IOBBIIIEHNE BO3IYIIHOCTH, CUM-
IITOM «MaTOBOTO CTeKJIa», PETUKYJIIPHBbIE, OUaroBble UJIN PeTU-
KYyJIIDHO-04YaroBble NHGUIbTPAaTUBHbIE U3MEHEHU; IIOBbIIIEeHUe
BO3JYIIHOCTH MOXKET XOPOIIO BBIABJATBHCA Ha PEHTreHorpaMme
OPTaHOB I'PY/IHOM KJIeTKU B OOKOBOH MPOEKIINH B BH/Ie CKOIIJIEHU
BO3/yXa 3a rpyAunHON. HopMasibHas peHTreHOIoTHYecKas KapTHHa
He HcKJIrouaer auargosa M3JI.

KomnblorepHasa Tomorpadusi OpraHOB rPyIHOM KJIETKH

KT sBisercs cTaHZAPTHBIM METO/IOM BU3YaIHU3allNu JJIs MMalu-
€HTOB C ToI03peHueM Ha 1131, TOCKOJIbKY [T03BOJIAET TOITBEPAUTH
Haymuue V3J1, siyulie oxapakTepHU30BaTh BEIPAYKEHHOCTD U PaCIIpo-
CTPaHEHHOCTb U3MEHEHHH B JIETKUX, BHIABUTH CIIeNH(pUUECKUE OCO-
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6eHHOCTH, YHUKAJIbHBIE JIJIsI HEKOTOPBIX 3a60eBanuil. Kpome Toro,
KT nomoraet BbIOpATh ONTUMAIBHOE MECTO /111 OUOIICUY JIETKUX.
MiazeHnpl He MOTYT BBIIOJIHATH KOHTPOJIUPYEMBIEe JIbIXaTeIbHbIe
JIBIDKEHUS U 3a7I€PIKKY JbIXaHUsA, I03TOMY UM MOTYT IIOTPeOOBaTh-
cs ceanus U uHTyOarus 1 noxydenusa KT Broxa u BbIjoxa om-
TUMAaJIBHOTO KauecTBa. /lo3a o0JyueHUs HOJKHA TOAOHUpaThes ¢
y4eToM BO3pacTa.

ITpu nposenenun KT 006p19HO 06HAPYKUBAIOTCS pa3HOOOpa3HbIE
U3MEeHEHHs: yUaCTKU IMOBBIIIIEHHON BO3/YIIHOCTH, MO3aUYHOCTh
IIHEBMATHU3aI1 U HEPABHOMEPHOCTH Iepdy3uH JIeTOUHOM TKaHH,
CHMIITOM «BO3JyIITHOH JIOBYIIKUA», CAMIITOM «MaTOBOTO CTEKJIa»,
JINHeHHble U PETUKYJISIPHBIE 3aTeHEeHNUs, OUaroBble TEHU, KUCTO3-
Hble U3MeHeHus. Mo3anuHoCTh JierouHod Tkanu npu KT xapak-
TepHa 11 OPOHXUOJINTA, 00HAPYKUBAETCS IPU HEPABHOMEPHOM
pacrpocTpaHeHUH HHTEPCTUIINAIBHBIX N3MeHEeHUH, IPU JIETOUHOH
TUIIEPTEH3UH, TPOMOO03MOOJINY BETBEH JIETOYHON apTEPUH.

Y4acTKy KOHCOJIU/IAIIUY JIETKOTO aCCOIMUPOBAHBI ¢ NH(PEKIINOH-
Ho npuposoit N3J1, acnupanuoHHBIMU TOPAXKEHUAME, OPTaHU3Y-
IolIeiicsl THeBMOHUEH, JIETOYHBIM reMOpparunieckuM CHH/IPOMOM.

YTonmieHne MeXJ0IbKOBBIX U BHYTPU/IOJIBKOBBIX ITEPErOPO/IOK B
BU/Ie JINHEHHBIX WU PETUKYJIAPHBIX 3aTeHeHUH CBA3aHO C OTEKOM,
nHpUIbTpanue wiu GuOPO3NPOBAHNEM JIETOUHOT'O UHTEPCTH-
IIUA, BBIABJISAETCS IPU JUMGaHTHOMAaTOo3€e U TUM(aHTHOIKTa3U .

CHUMIITOM «MaTOBOTO CTeKJIa», Hecnenuduueckut KT-npusHak,
OTpa’kaIoIUi pa3JIUYHBIE NTATOJIOTHYECKUE U3MEeHEHUS B JIET0U-
HOH TKaHU Ha YPOBHE aJIbBEOJI, X HETIOJIHOE 3al0JIHeHNe cyOcTpa-
TOM, XapaKTepU3yeTcsA CHIKEHNEM ITPO3PAYHOCTH JIETOUHOU TKAaHHU
¢ nuddepeHnupyeMbIM PUCYHKOM COCY/I0B U OPOHXOB Ha 3TOM ¢ O-
He. Y zieTelt 3ToT cuMIToM cBsa3aH ¢ HOKI'M, HapylIeHUAMH pocTa
U Pa3BUTHUS JIETKOTO, fedeKkTaMu cuHTe3a O0eKoB cypdakTanTa. B
TO 7K€ BpeMs CUMIITOM «MaTOBOTO CTeKJIa» MOXKeT 0OHAPYKUBATHCS
y MaJIEHbKUX JIeTeH U IIPU OTCYTCTBUU MOPGOIOTUUECKUX U3MeEHe-
HUH B JIETOYHOH TKaHU, eCJIU UCCIIe/IOBAHNE BHIIIOJTHEHO Ha BBIJIOXE
WJIM HETIOJIHOM Bfioxe. DTO HanboJiee XapaKTepPHO IIPU IPOBEZIEeHUH
HCCIIeIOBAHUSA II0/T HAPKO30M, KOT/[A yUYaCTKU, UMUTHPYIONIHE CUM-
IITOM «MaTOBOTO CTEKJIA», PACIIOJIATAIOTCA B COOTBETCTBHE C TPABU-
Tamyel B JOpCATbHBIX OT/esax. B ¢BA3U ¢ 3TUM MIPEIIIOUYTUTETHHO
npoBenierre KT B cOCTOSHUM eCTECTBEHHOTO CHA.

l3MeHeHNEe CTPYKTYPHI JIETKOTO B BU/IE COYETAHUSA CUMIITOMA
«MaTOBOT'0 CTEKJIa» C YIVIOTHEHHEM MeXKJ0JIbKOBBIX IIEPETOPOIOK
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MIOJIYYUJIO B QaHIVIOA3BIYHON JIUTEpaType Ha3BaHHUE «crazy-paving»
(«cymacriezas UCUepPUEHHOCTh» ), UIU CUMIITOM «OyJIBIKHOM
MOCTOBOI». Takoe Ha3BaHUE CBA3AHO C TEM, UTO BBIABJIAEMbIE HA
KT usMeHeHUs HAIOMUHAIOT OECTIOPAOYHO YIIOKEHHYIO IJIUTKY,
HaIlpUMeDP, Ha CaJI0OBBIX JOPOXKKax. JJaHHBI CUMIITOM OTpakaeT
aJIbBeOJIIPHBIE U3MeHeHHs ¢ GUOPO3UPOBAHUEM MeK/I0JIBKOBBIX
IIPETOPO/IOK U BHYTPHUIOJIBKOBOTO UHTEPCTULINSA. BrIsAABIEHNE T10-
JIOOHBIX pacpOCTPAHEHHBIX U3MEeHEeHUH Y TOHOIIeHHBIX HOBOPO-
JK/IEHHBIX IIEPBBIX MECAIEB KU3HU C pECIUPATOPHBIMU HapyIle-
HUAMU TpeOyeT reHeTHUeCKOI0 UCCIeJOBAHUSA /Il UCKII0UEeHU
nedekToB 6eKOB cypdakTaHTa.

CHUMIITOM «JIEPEBO B MOYKAX», XapaKTEPHBIN JJIsT TOPAYKEHUS
TepPMHUHAJIbHBIX OT/IEJIOB OPOHXHUAIBHOTO JlepeBa, IIpe/ICTaBIseT
cobo¥ MenKue eHTPUI00yIApHbIe pa3BeTBIeHHbIE Y- miu V-00-
pasHbIe CTPYKTYPHI, TAKKe OH MOKeT OBITh CBA3AaH C HAPYUIEHUAMHI
BHYTPU/IOJIBKOBBIX COCY/IUCTBIX CTPYKTYP. TOT IPU3HAK OOBITHO
oIlpeJiesisfieTcsl IPU MOCTUH(EKIMOHHBIX TOPaKEHUAX, B HACTHO-
CTU, IPU NOCTUHQEKIITMOHHOM 00JIUTEPUPYIOIIeM OPOHXUOJIUTE,
00 TUTEPUPYIOIUH OPOHXUOJIUT MOYKET OBITD U CJIE€JICTBHEM MEKO-
HeaJbHOU aclupanuu.

ToHKOCTeHHBIE KHCTO3Hble n3MeHeHus pu 113J1 y nerei panHero
BO3pAacTa BBIABJIAIOTCA B CIydasax HapylIeHUs JEeroOYHOro PocTa,
pu ledunute 6eJIKOB cyppaKTaHTa, JETOYHOM I'UCTHOIIUTO3E.

IIporHocTuueckoe 3HauUeHUe UMeEET BBIABIEHNE PEHTIEHOJIOTU-
YeCKUX IPU3HAKOB JIETOUHOU T'UIIePTEeH3UH B BUJe TUIIEPTPOPUN
IIPaBBIX OT/IEJIOB CEP/ALIA U PACIINPEHUS CTBOJIA JIETOUHOU apTepuH,
MIOBBIIIEHNS COOTHOIIIEHN A IMaMeTpa apTepuu K iuaMeTpy OpoHXa,
YTO CBA3AHO C BBICOKUM PHUCKOM HeOJIAarONPHUATHOTO UCXO/1A.

B Tab1. 5.4 mpeacrasieHbl AuddepeHaNbHO-IUAarHOCTUUEeCKTe
KJIUHUYecKUe, peHTreHosiornueckue u KT-mpusHakyu HEKOTOPBIX
N3JI y miazeHnes.

Ixoxkapauorpadua U Karerepusanua IPaBbIX OTAE/IOB
cepana

Y3U ceprieuHO-COCYAUCTON CUCTEMBI OJIKHO OBITh BKJIIOUEHO
B KOMILJIEKC 00cCyIeIoOBaHUs NP MOA03peHuN Ha uddy3Hoe 3a-
6oneanue Jjerkux. [IJI'H mokeT ObITh IpU3HAKOM JUPDY3HBIX
HapyIIeHu# pocTa U pa3BUTHUA Jerkoro. BeimonHeHne 9xoKI' He-
06x01MO 1A TpoBefieHusA AuddepeHInaTbHON JUAaTHOCTUKU C
3a00J1eBaHUAMHY, I10 MHOTUM IIpHU3HaKaM cxofgHbMu ¢ VI3JI, Hanpu-
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Mep, C aHOMaJIbHBIM JIPEHAKEM JIETOYHBIX BEH, apTEPUOBEHO3HBIMU
(uctynamu, cTeHO30M U aTpe3uel JIETOUHBIX BeH. BoisiBsierune BIIC B
couetanuu ¢ cumnromamu M3J1 mpeamnosaraet HapyeHus: pa3BUTH
U pOCTa JIETKOTO U Cy:KaeT TUAarHOCTHYECKUH MOUCK. /[marHocTuka
JIETOYHOU TUIIEPTEH3UH U JIETOYHOTO CEP/IA UMeET OOJIBIIIOE 3HAUE-
HUeE JIJI TPOTHO3a 3a00JIEBaHUSA U OTIPE/IeIEHUs JIeueOHON TAKTUKH.

IxXoKapauorpapUIECKUM KPUTEPUEM BO3MOKHOU JIETOUHOM T'U-
IEPTEH3UH, COTJIACHO aKTYaJIbHbIM PEKOMEHIAIIHAM, SBJISETCS I10-
BBIIIIEHUE CHCTOJIMYECKOTO JIaBJIeHUs B ierouHoi aprepuu (C/IJIA)
710 37-50 MM PT. CT. CO CKOPOCTHIO TPUKYCITU/IATLHON PerypruTanuu
2,0-3,4 M/c, IpH HAJIMIUH WJIH IIPU OTCYTCTBUH JIOTIOJTHUTETbHBIX
MMPU3HAKOB JIETOYHOU runepreH3uu. O J0CTOBEPHOH JIETOYHOH T'H-
IepPTEH3UH OyIeT CBUETEIHCTBOBATH NTOKa3aTesb C/IJIA BrIlie 50
MM PT. CT. CO CKOPOCTBIO TPUKYCIUAIIBHON PETYPTUTAIIUH >3,4 M/C.
IIpu oTCcyTCTBHYM OOCTPYKITMH BBIBOJTHOTO OT/IEJIA IIPABOTO JKETYA0U-
ka (ITXK) C/IJIA paccuuThiBaeTcs HA OCHOBAHUH CKOPOCTH TPHUKY-
criuiabHOU peryprutaruu (V) U TaBjieHUs B IPaBOM IIPEICEPINU
(JIITIT) mo ypaBHenwuto beprysim: CIIJIA= 4V2* [IIIII. Pacuer cpezue-
T0 ZIaBJIeHus B JierouHoi apTepuu (cp/lJIA) Bo3MOKeH Ha OCHOBAHHUH
OTIpe/ieJIeHHsI BpEMEHHBIX ITapaMeTPOB CHUCTOJTUYECKOTO ITOTOKA B JIe-
TOYHOU apTepuu U paccuuTbiBaercs o ¢opmye: Lg(cp/lJIA)=—2,8
(AT/ET)+2,4, tne AT — acceleration time, BpeMs yCKOpEHUS ITOTOKA
B BBIHOCSAIIIEM TPaKTe IIPABOTO keaynouka, ET — ejection time, Bpems
BbIOpOca. BMecTe ¢ TeM JJOCTOBEPHBIE JIAHHBIE O INATHOCTUUECKOHN
[IEHHOCTH 3TOTO TIOCJIEJTHETO METO/1a ¢ U3MepeHrueM oTHoleHus AT/
ET nns1 BoIABIIEHUS JIETOYHOU TUIIEPTEH3UH Y JIeTel OTCYyTCTBYIOT. K
JIOTIOJTHUTETLHBIM ITPU3HAKaM JIETOYHOU THIIEPTEH3UH 110 JAHHBIM
IxoKI' oTHOCATCA yBEJIMYEHNE pa3MepPOB IIPABOTO MPEeACEPANs, TH-
neptpoduio u gunaranuio DK, quiatanuio JIETOYHON apTepuH,
VIUIOIEHUE MEXKIKeTyT0UKOBOU ieperopoaku. C/IJIA comocTaBiasaoT
C CUCTEMHBIM CHUCTOJIMYECKUM apTEPHUATIbHBIM JIaBJIEHUEM, O JIETKON
CTENIEHH JIETOYHOH TUIIEPTEH3UH Oy/IeT CBUIETETbCTBOBATH ITOKa3a-
TeJIb CUCTOJIMYECKOTO JIABJIEHHS B IIPABOM JKEJIy/IOUKE, PAaBHBIN 1/3-
1/2 CUCTEMHOTO JIaBJIEHUs, O CPETHETAKEIION — 1/2-2/3 CHCTEMHO-
O JIAaBJIEHUS; O TSIKEJION — OOJIbIle >2/3 CUCTEMHOTO JIaBJIEHUS, a
Takke (MMpU HAJIMYKUH) [IYHT C Pe00JIaIaoNIuM IPaIUeHTOM CIIpaBa
HasteBo. IlestecooObpasHo mpoBesieHre IXoKI' ¢ mpoboii ¢ KuCI0poIoM
— Ha (one Hopmanuzanuu SpO, npoucxoaut ymenbimenue CIJIA,
npu runiokcemuu CJ/IJIA yBesinurBaeTcs.
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YacTh ManyeHTOB MOXKET HYK/JaThCA B IPOBEJIEHUH KaTeTepHU3a-
I[UY NTPABBIX OT/IEJIOB CEPZIIA /I HHBA3UBHOTO OIIPE/IeJIeH s 1aBiie-
HUS B JIETOYHOU apTepUH; UCKIIIOUEHHS U JOKyMEeHTUPOBAHUs BbIpa-
JKEHHOCTH aCCOIMMPOBAHHBIX aHATOMUYECKUX TIOPAKEHUH CepALa;
OTIpe/IeJIEHN s HAIMYHS CUCTEMHBIX U JIETOYHBIX KOJUIATEPAIHHBIX
COCY/IOB, OOCTPYKITUY JIETOYHBIX BEH; BBIABIEHUA JUCHYHKIIUU Jie-
BBIX OTZIEJIOB cep/iiia. KpurepreMm HaJIu4us JIETOYHOH I'HIIEPTEH3HH,
I10 JJAHHBIM KaTeTepU3aI[i MPABBIX OT/IEJIOB CeP/Ia, SBJIAETCS 10-
BbllIeHUe cp/IJIA BBIIlIe 25 MM PT. CT. IPU UH/IEKCE PE3UCTEHTHO-
CTH JIETOYHBIX COCY/IOB >3,0 eANHUIIBI Byza (WU)-M2 i cuTyanuu
JIBYX?KEJTy/TOUKOBOTO KPOBOOOPAIIIEHHUS.

ITy1bcoKCUMeTpUA U UCCIEIOBAHIE TAa30B KPOBU

Cumxenue SpO, 0OBIYHO CBH/IETEJILCTBYET O BEHTHJIALMOHHO-
nepdy3uOHHBIX HECOOTBETCTBHUAX M OTPakaeT IIPOIECCHI
PEMO/IETTMPOBAHNS TUCTAIBHBIX BO3ZYIIHBIX TPOCTPAHCTB, THITUYHBIX
Juis netckux dopm M3JL. JIjia BeIABIEHUSA HAYATbHBIX HAPYIIIEHUH
HeoOX0/IMMO IPOBOAUTh MOHUTOPUHT 3HadeHHH SpO, HE TOIbKO
B COCTOSIHMH ITOKOS1, HO U IPU (PU3UUECKOHN HArpy3Ke, a TAaKiKe BO
BpeMsi cHa. BoJibIMHCTBO JieTel ¢ 113J] MMEIOT TUIIOKCEMUIO, KOTOPAst
MIPOSIBJIAETCA IPU3HAKAMY JIECATyPAIUH P MyJIbCOKcHMeTpun. [Tpu
HCCJIEIOBAHUY Ta30B aPTEPUATIbHOM KPOBU BBISABJIAIOTCH TUITUYHBIE
u3MeHeHHs — CHuKeHne PaO, 1 peciipaTopHblii a/IKasios, CBA3aHHbIH
C THIIEPBEHTUIAIMEN. [ MIepKATHUA — CHMIITOM, CBH/IETETbCTBYIOLIHI
O TSXKEJIOM TeYeHUU OOJIE3HU U JJaJIeKO 3allle/illell CTPYKTYPHOM
[IEPECTPONIKE JIETOUHOM TapEHXUMBI.

JduarHocruueckue Kpurepuu aerckoro N3JI-cunapoma

KinHnueckoe 3HaUeHUE UMeeT TaK Ha3bIBaeMbIl JieTckuii 3JI-
CHUH/IPOM, KOTOPBIY BKJIIOYAET CIIEAYIOIIHE TPU3HAKH:

1) pecuupaTOpHbIE CUMIITOMBI (KaIllesb, OJIBIIIKA, TaXUIIHOJ,
HEIEPEHOCUMOCTh (PU3UUECKON HATPY3KHU);

2) 00bEKTUBHBIE CHMIITOMBI, TAKUE KaK KPEIUTAIINS, 3aTPY/IHEHE
JIBIXaHUS, BTsKEHHE YCTYIMYUBBIX MECT TPYAHON KJIETKH,
«bapabaHHbIE TATIOYKU »;

3) TunoKceMus mpu uccaenosanuu SpO,;

4) pacrpocTpaHeHHbIE PEHTTEHOJIOTHYECKHE U3MEHEHUA.

Hasynuue 3 13 4 Py NpU3HAKOB, IPY YCJIOBUH UCKITIOUEHI Ta-
KuX 3a00JIeBaHU KaK MyKOBHUCIIH/I03 U UMMYHO/Ie(DULIUT, JieIaeT
muarao3 N3J1 BecbMa BepOsATHBIM. VICIIOIb30BaHE 3TOTO CKDUHHUHTA

92



0Ka3aJI0Ch IOCTATOUHO 3 GEKTUBHBIM 0COOEHHO Y JleTell pAHHETO
Bo3pacra. 13 218 ciyuaeB noaTBep:k/IeHHBIX Ouorcueii 3J1y neteit
B BO3PACTe /10 /IBYX JIET, 3 U3 4 NPE/ICTABJIEHHBIX IPU3HAKOB OTMeYa-
JIUCh y 91% TallEeHTOB.

T'eHeTnueckue uccjaeT0BaAHUA

Y HOBOpPOX/AEHHBIX ¢ VI3JI MOTYT OBITH BBIABJIEHBI HEKOTOPHIE
MOHOTEeHHbIe HapylleHusA. [IpHopuUTEeTHOCTh, ¢ KOTOPOU TeHBI
JIOJKHBI OBITH IIPOAHAJIM3UPOBAHBI, 3aBUCUT OT KIUHUYECKOH
KapTUHBI 3a00JIeBaHNsA, PE3YJIFTATOB NIPOBEJEHHBIX HCCIIe0OBAHUHI
U Ioj03peBaeMoro 3abosieBaHusA. B PYKOBOJCTBE IO JETCKUM
MN3JI AMepUKaHCKOTO TOPAKaJIbHOTO coolIectBa (2013) ObLIH
chOpPMHUPOBAHEI CIeAYIOIINEe PEKOMEeH/ IalliH:

- /11 HOBOPOXKJIEHHBIX ¢ HaIU4ueM Jetckoro M3JI-cuHapoma u
TsKeI0N hopMoi 3ab0sieBaHMsA, ¢ OBICTPHIM ITPOTPECCHPOBAHUEM
00JIe3HU WU TOJIOKUTETBbHBIM ceMeHBIM aHaMHEe30M B OTHOIIIe-
Huu 1U3JI B3pocibix win U3J1 neTelt peKOMEHI0BAHO TPOBEIEHUE
reHeTUYEeCKOT0 TeCTUPOBAHUSA JJIs BHISABJIEHUS MyTaIllUil B TeHax
SFTPB, SFTPC, ABCA3, xogupyomnux cypdakTaHTHbIE IPOTENHBI
B, C, ABCA3 cOOTBETCTBEHHO;

- JIJIs1 HOBOPOXKJIEHHBIX, ¥ KOTOPBIX UMEIOTCS IIPU3HAKU JIETCKOTO
N3JI-cunsipoMa, a Tak:Ke BPOXKA€HHBIH THIIOTUPEO3, MBIIIIEUHAsI THIIO-
TOHUSI, pEKOMEH/I0BAaHO F'eHeTHUeCKOe TECTUPOBAHKEe Ha MyTAITIH WIH
neseruu reHa NKX2.1 TupeouaHoro ¢gakropa tpanckpunuuu TTF-1
JUIST ICKJTIOUEHUsI CHHAPOMA «MO3T—JIETKUE—ITUTOBU/THAS JKEJIe3a»;

- 17151 HOBOPOKJIEHHBIX € ieTcKUM 1 3JI-cuHAPOMOM, TPUBOISAIINM
K IBIXaTeJIbHOM HEeZI0CTAaTOYHOCTH U pedpakTePHOH JIETOUHOH TH-
[IePTEH3UH, COILYTCTBYIOIINMU BPOK/IeHHBIMYU IOPOKAMU Pa3BUTHA
JIPYTHX OPTraHOB U CHCTEM, PEKOMEH/I0OBAaHO TeCTHPOBAaHIE HA MY-
Tanuu win genenuu resa FOXF1 11 UCKITIOUeHUs aJIbBEOJISIPHO-
KaWUIIPHOU TUCIIJIA3UY C HAPYIIEHHEM PACIIOIOKEHHUSI JIETOUHBIX
BeH (MyTallly IAHHOTO TeHa UMeTCs y 40% OOJIbHBIX);

- JIJ1s1 HOBOPOXKJIEHHBIX C IEPUBEHTPUKYJIAPHON HOAYIAPHOU Tre-
TepPOTONHeEN ceporo BelecTBa roJIoBHOTO Mo3sra (1o anaeiM MPT),
J06apHO 5Mbu3eMol, 5MpU3eMaATO3HPIMU U3MEHEHUSIMHU, TPaXeo-
OpoHxoManAnue, ferckum V3JI-cuHAPOMOM, BPOXKI€HHBIMU I10-
POKaMM ¥ MaJIBIMU aHOMAaJIUSIMU Pa3BUTHUS cep/illa pEKOMEeH/I0BAaHO
omnpeziesIeHni MyTanui reHa priamuHa A FLNA.

3a mocyefHUe TOABI OBUIN IOJyUeHBI JaHHBIE O Psfie TeHOB,
MyTaI[i1 KOTOPHIX accorurupoBanubl ¢ U3JI (tabi. 5.5).
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Ta6auna 5.5
T'ensl, acconuupoBaHHble ¢ V13J1
[m1o Ferraro V.A. ¢ coasT., 2020, ¢ IOI0JIH. ]

T'en IIpoxykTt reHa Tun dopma N3JI
Hac/IeJ0OBaHUA
ABCA3 AT®-CBA3BIBAIONAN AyTOCOMHO- BposxzienHas aucyHKIA
KaCCeTHBIN TPAHCIIOP- |  PEIleCCHBHBIN cypdaxranta (repunur
Tep A3 nporenHa ABCA3)
COPA CybpeiHAIIA KOATO- AyTOCOMHO- 3aboJieBaHNe, BKJIIOUAOIIEE
Mepa anbda JIOMHHAHTHBIH | IIOpa’KE€HHE JIETKHX, CyCTa-
BOB, IIOYEK
CSF2RA Penenrrop rpanysonu- X- JIeroYHbIH aTbBEOIIPHBIN
TapHO-MaKpodarab- CLIeIUIEHHBIH IIPOTENHO3
HOTO KOJIOHUECTHMY-
JIApyIoIero hakTopa,
a-cybopeTuHuIa
CSF2RB | Penentop rpaHyJsonu- AyTOCOMHO- JIerouHslii aJIbBEOIAPHBIN
TapHO-MaKkpodaraib- PperecCUBHBIN NIPOTENHO3
HOT'O KOJIOHUECTUMY-
Jpyrouero Gpakropa,
B-cyopenuHuIa
FGF10 ®daxrop pocra pubdpo- AyTOCOMHO- AnwHapHas JUCILIa3nsd,
6J1aCTOB 10 pelLleCCUBHBIN | BPOXKIEHHAs aJIbBEOJIAPHAs
JIACTLIIA3HA
FGFR2 Penenitop axropa AyTOCOMHO- AnuHapHAs UCIUIA3US
pocra pubpo6IacToB 2 | perecCUBHBIN
FLNA duamue A X- 3ab0s1eBaHNEe, BKIIYAIO-
CIeTIEHHBIN 1Ijee IIoOpakeHue JIETKUX,
ITHC, cep/ie4HO-COCYCTOM
CHCTEMBI, KOCTHO-CyCTaBHOU
CHCTEMBI, CHCTEMBI KOAry-
JIAIAN
FOXF1 ®dakTop TpaHCKPHUII- AyTOoCOMHO- ABBEOISIPHO-KANIJUISIPHAS
MY ceMeNCTBa JIOMUHAHTHBIH | JIMCILIA3WA C HAPYIIEHUEM
«forkhead» PACIIOJIOKEH NS JIETOYHBIX
BEH
GATA2 GATA-CBA3BIBAIOIIAH AyTOCOMHO- NmmyHOozebUnur c je-
6esIoK 2 JIOMUHAHTHBIH TOYHBIM AJIbEBOJIAPHBIM
IIPOTENHO30M
MARS Mertuonumn-tP- AyTOCOMHO- JIerouHsbli aIbBEOJISIPHBIN
HK-cunTeTasza PerecCuBHBIN IIPOTENHO3
NKX2-1 TupeonnnsIil hakTop AyTOCOMHO- CHHAPOM «MO3r—JIerkue—
TPAHCKPUIIIAU-1 JIOMUHAQHTHBIH LUTOBU/IHASA JKeJIe3a»
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T'en IIpoaykr rena Tun ®opma N3J1
Hac/IeIOBAaHUA
NSMCE3 He-SMC snemeHT 3 AyTOCOMHO- NmmyHomedbunut
TOMOJIOT PeLlecCUBHBIN
OAS1 OusiroajieHIIIaT-CHUH- AyToCOMHO- JlerouHslii abBEOJIAPHBIT
Terasa 1 JIOMUHAHTHBIH TIPOTEMHO3 C TUIIOTraMMa-
ry100y/TMHEMUEH U CIIEHO-
Merainei
SFTPB CypdakraHTHBII AyTOCOMHO- Bpoxxnennas nquchyHKIuA
nporeuH B perieccuBHbIN | cypdakranTa (neduur cyp-
daxkranTHOrO IpotenHa B)
SFTPC CypdaxraHTHBIN AyTOCOMHO- Bpoxxnennas aucdyHKnusa
mporens C JIOMMHAHTHBIA | cypdakTanTa (redbuiur cyp-
¢akranTHOrO NIpoTenHa C)
SLC7A7 Y + L-nepenocuuk AyTOCOMHO- JlerouHsIl aJIbBEOJIAPHBIN
AMUHOKHCIIOT 1 PpelecCUBHBIN TIPOTEHHO3 C HEIIEPEHOCH-
MOCTBIO JIN3UHYPHUIECKOTO
Geska
TBX4 @QaxTop TpaHCKPHUII- AyTOCOMHO- AnuHapHas AUCIUIA3uUA,
nuu T-60kca 4 PEIeCCUBHBIN | BPOK/IEHHAS aJIbBEOJISIPHAS
JIACILTIA3US
TMEM173| CruMyssATOp reHOB AyTOCOMHO- Jlerounslii pudbpo3 B
nHTepdepoHa JIOMUHAQHTHBIH pamkax STING-accoruu-
(STING) POBaHHOM MJIaZIeHYeCKOH
BAaCKYJIOTIATHH

BpoHX0oCcKONHA U OPOHXO0ATbBEOJIAPHBIN JIaBaAK

HcnosnbayroTes ajs 3ab0pa U OLIEHKH KJIETOUYHBIX 00pasIioB
BO3JYXOHOCHBIX IyTed (O6POHXOB) W aJbBEOJI, MPEIIIECTBYIOT
6uoncuu. BpoHXOCKOINYeCKOoe UCCIeI0BaHKE [T03BOJISET OI[EHUTh
COCTOsIHUE CJIM3UCTON 00O0JOUKU U MPOCBETHI OPOHXUAIHBHOTO
JlepeBa, HaJIu4Yue U XapakTep OpOHXHAJIbHOTO COAEPKUMOTO.
I muarnoctudeckoro BAJI BeiOupaeTcss cerMeHT ¢ HanboJiee
BbIpa’KEHHBIMU H3MEHEHUSAMHU IPH PEHTTeHOJOTUUYECKOM
ucciaenoBaHuu. Ecau pPEHTTeHOJOTUYeCKHe U3MeHEeHUs
paBHOMEPHBI, TO CTAHAAPTHBIM MecTOM i BAJI sABIsOTCS
CErMEHTHI CPeTHEN JJ0JTU WU A3bIYKOBBIX CETMEHTOB, U3 KOTOPBIX
BO3BpAT BBOAUMOM JKUIKOCTHA Ha 20% 6OJIbllle, YeM U3 HUKHUX
otzesnos. JKuakocerb BAJI osxHa ObITH HCCIe0BaHa HA KJIETOYHBIN
cocTaB, 00s3aTeJbHO MPOBOAUTCA MHUKPOOUOJIOTHUUECKOE,
BUPYCOJIOTUYECKOE U MHUKOJIOTUYECKOe HCCefoBaHus. Ilpu
MMOJ03PEHUN Ha aCHUPAIMOHHBIH CHHAPOM HCIIOJIb3yETCs
OKpacKa Ha BBIsABJIeHHEe MakKpodarop, COJepiKallluX KUPO-
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Bble BKJIIOUEHU:; IPU IeMOCHepo3e KpUTepueM AUarHOCTUKU
saBisieTcss obHapykeHue B BAJI Gosiee 20% cunepodaros, npu
JIETOYHOM aJIbBeoJIApHOM IIpoTenHo3e — IIIMK-nos10KuTe bHbIX
rpanyi. BeisgBienue B kuakoctu BAJI CDia — MO3UTUBHBIX
KJIETOK THUIIMYHO JJIA JIero4yHoro rucruonurosa. Kierku,
Haxogamuecsa B BAJI, HeTOUHO OTpakalOT KJIEeTOYHYIO KapTHUHY
QJIbBEOJIIPHOTO IIPOCTPAHCTBA. DTO CHUXKaeT UHPOPMATUBHOCTD
BAJI B onipesiennenun koukpetHoro M3JI. Kpome Toro, BAJI moxeTt
JlecTabuIN3UpOBaTh COCTOsIHUE TaIMeHTa U B OOJIBIIMHCTBE
cJlydaeB He II03BOJIsIeT BepU(UIUpPOBaTh JUArHO3.

buoncusa jerkux

buorncus jnerkux ABJsAeTcsa MeTOA0M, I03BOJIAIIIUM I0CTaBUTh
MpaBUJBHBIN JAUAarH€Hos, Korja Bce Jpyrue BO3MOXKHOCTHU
JUarHOCTUKHU Yy)Ke HCIOoJb30BaHbl. llokaszaHusa K 3TOMYy
WHBa3UBHOMY HCCJIEIOBAHUIO JIOJIKHBI OBITh YeTKO 060CHOBAHBI
B CBSI3U C BO3MOXKHOCTBIO OCJIOKHEeHUH (puc. 4). buoncus jserkux
MIPOBOJUTCA JeTAM C INepPCUCTUPYIOIIMMHU pecIHupaTOPHBIMU
CHMIITOMaMU B TeUeHUe He MeHee 2 MecsIeB, UMeIUM OBICTPO-
IIporpeccupyloliee 1 JKU3Heyrpoxarlee TeueHue 6one3nu. [Ipu-
>Ku3HeHHas ouorncus npu 1M3JI MoxkeT ObITh TIOKa3aHA U B TEX CIIy-
4Jasax, Korzia IpOBoJNMas Tepanus He IPUHOCUT IPOTrHO3UPYyeMOT0
pesysbTaTa. K coxanenuto, jake mocsjie GUOICUY Y YaCTH OOJIBHBIX
[IPaBUJIBHBIN TMATHO3 OCTAETCA He yCTaHOBJIeHHBIM. Ha pesysibTa-
THI OMOIICUY BJIUAIOT UCIIOJIb3yeMas MeTOJHKA 1 KOJINYEeCTBO I10-
JIyueHHOTo MaTepuasa. bosbIiioe 3HaUeHNe nMeeT BBIOOD ydacTKa
JULsL B3ATUS OHoncuiiHOTO MaTtepuasa. {yis onpeseneHns Haubosee
IIOpaKeHHOT'0 y4acTKa JIETKUX UCIIoIb3yI0TcA pe3yabTarel KT. OT-
KpbITasg OMOICHUSA ABJAETCA TPAJUIIMOHHBIM CII0COO0M, KOTOPBIH
MI03BOJIAET IMOJYYUTh ONTUMaJIbHOE KOJIMYEeCTBO MaTepuasa A
nccIeloBaHUs U3 Hanbojiee U3MEHEHHBIX YUACTKOB JIeTKUX, HO
YacTo MeeT ocaokHeHUs. Topakockonmyeckas OUOICHUs ABIISIETCS
MeHee HHBAa3UBHOUM MeTOJUKON U MOXKeT ObITh BBIIIOJIHEHA B TOM
quciie y ieTell paHHero Bo3pacTa. bruomncnitHbIil MaTepuas AoKeH
OBITh HCCJIEJIOBAH PA3JIMUYHBIMU METOJaMU B COOTBETCTBUH C
JIUATHOCTHYECKOH IUII0Te30M, MMeoIelicsa B KaXK/J0M KOHKPETHOM
ciaydae. Y fieTell paHHero Bo3pacTa HCIOJb3yeTcsl OKpacka Ha
060MOeH3UH U BUMETHH, ABJIAIIINECS CIeNU(PUIHBIMHI peaKIInIMI
npu HIKI'M u JIUT cooTBeTcTBEHHO. B TabJ1. 5.6 TIpecTaBIeHb
THCTOJIOTHYeCcKHe IIaTTEPHBI U COOTBeTCTBYIomue uM 1M 3JI.
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Tab6auna 5.6
T'ucrosiornueckue NaTrepHbI U cOOTBeTCTBYIOMue um M3J1
[mo Young L.R., 2021, ¢ gomosH. ]

Tucrosornyeckuin CooTBercrByIonue
naTrTepH TUcTOJIOTHYecKoMy narrepray 1U3J1
JlerouHsIit JuchyHKIuu cucreMsl cypdakTaHTa* WIu mepe-
JIbBEOJISIPHBIN nauu curHanoB I'M-KC® (manpumep, Myranuun
TIPOTENHO3 B renax CSF2RA wiu CSF2RB)
HenepeHOCHUMOCTB JIM3UHYPUYECKOTO OesiKa
AyTOVMMYHHBIE MEXaHU3MbI, BKJII0Uasl ayTOAHTH-
Tena k 'M-KCO
Krnerounsrii JIerouHbli HHTEPCTUITHATHHBINA TJTUKOT€HO3
MHTEPCTUI[AATIBHBIH
TTHEBMOHUT
XpoHn4ecKuit JucdhyHKmu cucreMsl cypdakranTa®

TTHEBMOHUT MJIaJIeHIIEB

JleckBamaTHBHAs JucdyHkuuu cucreMsl cypdakTanTa® Win CUH-

HMHTEPCTUIINATBHAA JIPOM XPOHUYECKOTO JIETOYHOTO KPOBOTEUEHUS,

TTHEBMOHUSL TaKKe MOJKET ObITh aCCONMUPOBaHa ¢ HHGEKIUAMU
(BMY, BupycHslii reratut C, IUTOMETATIOBUPYC-
Has), 3a00JIeBAHUAME COEIMHUTEILHON TKAHN
(cucremMHas KpacHasi BOJTYaHKA, PEBMATOU/THBIN
apTpuT), UMMyHOZepHUIUTAMU (CeIEKTUBHBIN
nedurut IgA)

JTuddysnoe OcTpas uHTEepCTUIAIbHASA THEBMOHUSA U HTUYHA

QIbBEOJIAPHOE OpPraHU3yIIIeMycs WIH IposndepaTuBHOMY Aud-

NIOBpEXX/IeHNe/ocTpas dy3HOMY aJIbBEOIAPHOMY IIOBPEXKAEHUIO0, KOTOPOE

MHTEPCTULINATIBHAS SIBJISIETCS] TUCTOJIOTMYECKUM IIPOSIBJIEHUEM OCTPOTO

TTHEBMOHMUS PJ/IC

JIumbouurapHas HmmyHozmedunuTel, 3a601€BaHUS COETMHUTETBHON

HMHTEPCTUIINATBHAA TKaHHU

ITHEBMOHUS,

QOTUKYISPHBIN

OPOHXUOJIAT U

POZICTBEHHbIE

3aboJieBaHuIA**
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Hecnenuduyeckas 3abosieBaHUsl COEUHUTETIHHOM TKAHH; PEIKO
WHTEPCTUIAATIbHAS — 3ab0JIeBaHUS BCJIEACTBHE MyTallUii TeHa cypdak-
ITHEBMOHMS taHThIX IpoTenHOB C (SFTPC), ABCA3 (ABCA3),
CHUH/IPOM «MO3T — JIETKVE — IIIUTOBU/IHAS JKeJie3a»
(myranus rena NKX2-1)

I'ucrosiornueckuii CooTBercTByOIIEe
naTrTepH rucroJioruuyeckomy narrepay 13J1
OpraHusyomnascs Ocnoxuenusa BUY-uHdeknny, XUMHOTEPATUHT
ITHEBMOHUA*** WJIY TPAHCIUIAHTAIUU KOCTHOT'O MO3Ta, IIOBPEX-

JIEHHS JIETKUX, ACCOLIUMPOBAHHOTO C BEHITMHIOM
U 3JIEKTPOHHBIMU curaperaMu (aHm1. — EVALI —
e-cigarette, or vaping, product use associated lung
injury)

KpunroreHHass OpraHU3yIOIIasicss THEBMOHUA

O6bIuHas W auonaruyeckuii JIerouHsli ¢pubpo3 y B3pOCIIBIX,
UHTEPCTUIHAIbHASL penko — 3aboJieBaHUA COeITUHUTEIbHOH TKaHU,
ITHEBMOHUA TUIIePYyBCTBUTE/ILHBIN THEBMOHUT; COOOIIAIOCH

JIUIIB 00 OJTHOM CJTy4dae OOBIYHON MHTEPCTU-
[MAJIHHOI THEBMOHUH Y ITOJIPOCTKA C MyTallH-
eti rena ABCA3

ITpumevanus: *1ucHyHKIUN CUCTEMBI Cyp(daKTaHTa MOTYT OBITh BBI3BAHBI
mytanusamu B reHax SFTPB, SFTPC, ABCA3 wiu NKX2-1, ** oKy asspHbIi
OPOHXUOJIUT, HOAYIAPHASA TUMGOUIHAA TUIIEPIIA3Us U TUMdOIUTapHasa HHTEP-
CTHIIMATbHAS THEBMOHUS IPECTABIIAIOT c060i Mopdo-rucrosornyeckue Gopmbl
WHTEPCTUNNATFHON TUM(OnUTapHOH 60JIe3HU JIETKHUX Y OOJIBHBIX C TIEPBUYHBIMU
nMMyHOZebUIIUTaMU, ***IpeskHIe Ha3BaHUs — 00JIUTEPUPYIOIIHI OPOHXUOJIUT
¢ OpraHu3ymwlelics MHeBMOHUEN, mpoandepatuBHas ¢GopMa 00JTUTEPUPYIOIIETO
6pouxuosiuta; IM-KC® — rpanysionuTapHO-MakpodarajibHbIH KOJIOHHECTUMYIH-
pyromuii hakTop.

AudPpepennuaibHas TUarHOCTUKA

Bosiee 4yacThle MPUUYUHBI PECNUPATOPHBIX HApPYIIEHUH U
336OHeBaHI/IH, KJIMHUYECKH U Ha60paTOpHO-I/IHCTPYMEHTaJIbHO
cumynupywinue N3JI (mHeBMoHUsA, cerncuc, bJI]/l, mepBUUHBIN
uMmMmyHoAebunut, BUU-undeknuusa, BpoxkgeHHble IOPOKU JbI-
XaTeJIbHBbIX HYTefI, JIETKUX, CcepJla, NEpBUYHAA TUJIUAPpHAA OU-
CKUHe3Wsl, PEeNUAUBUPYIONas acupanus, OCTPbI OPOHXHO-
JINT, MYKOBHUCIIU/J 03, NU30JIUPDOBAaHHAA JIETOYHAA TUINIEPTEH3UA,
IepCcucTupymmasa JerodyHasd TrurnepreH3und HOBOpO}K}_IeHHbIX),
JAOJI2)KHBI OBITh HMCKJIIOUYEHBI mnepes yCTaHOBJIEHHMEM TOYHOTIO
auarsoza M3JI.
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BbiCTpoe yxyaLleHune

"NeTtckuii U3J1-cuHapom” COCTOSIHUA
2
(pecnupatopHbie CUMATOMBI, 6bIcTpONporpeccupytoLLee
06 BEKTUBHbIE CUMNTOMbI, TMMOKCEMUA) TeueHue 3a60NeBaHUS
WcknioueHune/neveHve

3aboneBaHuii, KOTOpbIe MOryT

umutuposatb U3J1 (nocesbl,
PeHTreHorpamma opraHoB
rpyAHoi knetku, 3XO-KT)

Cneunduueckme ; AwvarHos
npusHakm H3rM H3rM

Mpeanonaraetcs
BPOX/EHHbI
Aednumnt 6enkos
cypdakTaHTa

OtcyTcTBUe Cneunduyeckon
ANarHOCTUYECKOM KapTUHbI

leHeTu4eckoe
obcnegosaHue
MyTauusa o6HapyxeHa

AvarHos
BepUdUUMpOBaH MyTauusa He o6HapyxeHa

( Buoncua nerkmx n aneKTpoHHaA MUKPOCKONUA )

Pucynox 4
Aaropurm quarnocruueckoro noucka [mo Thacker P.G. ¢ coasr., 2016]

IIpumeuanus: 3JI — unrepcruiuaabHoe 3aboseBanue yerkux, KT — koMmnbioTep-
Hast tomorpadusi, HOT'M — HelposHIOKpUHHAs TUIIepIUIasus MmiaaeHies, OXO-KI'
— 9xoKkapauorpadus.
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IlepBuunasa muiauapHas auckuuesus (IIIJ]) — peakoe (oT
1/2265 10 1/40000 HOBOPOXK/JIEHHBIX) ayTOCOMHO-PEIECCUBHOE
(B penxux ciygasax — X-CIeIVIEHHOE) TeHETHYECKOe 3a00JIEBAHUE,
XapakTepu3yolneecs HapylleHHueM MOJBUKHOCTU PECHHUYEK U
JKTYTHUKOB KJIETOK, B TOM YHCJIE PECHUUYEK, PACIIOJIOKEHHBIX Ha
IIOBEPXHOCTH SIUTEJIUSA JIBIXaTeJIbHBIX MyTeH (CHHOHUM: CUHPOM
HEIOJIBIKHBIX PECHUYEK). B CBA3U ¢ HAJIUUYHEM JKIYTUKOB Y
CIIepMaTo30HJI0B, PECHHUUYEK B (aJIONHUEBBIX Tpybax dYacThb
nerert ¢ IIIJ] poxkmaercss or GepeMeHHOCTeH, HACTYIIUBIINX C
HCIIOJIb30BAaHHEM BCIIOMOTATETbHBIX PETPOYKTHBHBIX TEXHOJIOTHH,
BCJIEJICTBHE POTUTETHCKOTO, YaIlle My>KCKOT0, becrionius. B anamuese
y MaTeped MOTYT OTMeuYaThCAd BHEMAaTOYHble O€epeMEeHHOCTH, Y
oboux poauTesiell — OpOHX09KTa3bl. 3a00IeBaHUE TPOSABISAET cebs
¢ poxzennus kiIMHUKON P/IC y TOHOIIEHHBIX HOBOPOXKAEHHDIX,
YacTo OMMO0YHO paCIleHUBAEMOTO KaK BPOXKJAeHHAs THEBMOHUS,
XOTsI OOBIYHO JUATHOCTHPYETCs ropaszo nosxke. Cpeau 10 HAOIO-
nasiuxcsa HaMu 60bHBIX [I1/] y 6 B HEOHATAJILHOM IIEpUO7Ie ObLIa
JINaTHOCTUPOBaHA BPOK/IEHHAs THEBMOHUSA, IIPU 3TOM OTCYTCTBO-
BaJId MapKepbl OakTepuaabHOU nHbeknuu. [11]/] MoKeT SABIATHCSA
MIPUYHUHOU PECITUPATOPHON TEPATIMU ¥ KHUCIOPOJI03aBUCHMOCTH
B HEOHATAJILHOM IEPUOJIE TPOJIOIKUTEIBHOCTHIO 70 2 HEJENb
u 6osee, cumnromsl PJIC mpu II1/] mosBIIAOTCS B CpelHEM B
BO3pAacCTe 12 Y KU3HH, YACTO BBISBJIAETCA aTeJeKTa3 JI0JU JIETKOTO
(B70% cityuaeB), y TOJIOBUHBI OOJIBHBIX 36PKAIIbHOE PACIIOJIOKEHHUE
cepana, meyenu (situs viscerum inversus, cuaapom 3uBepra-Kapra-
reHepa). Cpesu 60JIBHBIX C 0OPAaTHBIM PACIIOI0KEHNEM BHYTPEHHUX
opranosB Ha ITI1/] npuxogutcsa 25%. 1y 6oapHbIX ¢ [T1I/] xapak-
TEpHBI TOPIUIHBIE K TEPAITUN PUHUTHI IPAKTUUECKU C POXKJIEHUS;
WH/ITI, compoBOkAaIoyecs XpOHUUECKUM (IIPOI0JKUTETBHOCTHIO
Oosiee 4 HenesNb) BJAXKHBIM KalllJIEM, PeEINUIUBUPYIOIIHE
OpPOHXHUTHI B paHHEM Bo3pacTe ¢ (popMupoBaHrEM OPOHXOIKTA30B;
PENHUIUBUPYIOIIHUE SKCCYAaTUBHBIE OTUTHI CO CHUXKEHUEM CJIyXa;
BIIC. [Ipu ycTaHOBJIEHUH AUATHO3a YUYUTHIBAETCS XapaKTepHas
KJIMHUYECKas: KapTHHA U OIleHKa >5 0aJUI0B MO NMPEJUKTUBHOU
mkaie juis BeiABaeHusa npusHakoB I11]/] PICADAR (PrImary
CiliAry DyskinesiA Rule), koTopass mpoBOAUTCSA y MaIlEHTOB,
UMEIIUX XPOHUYECKHE PEeCIUpPATOPHbIE CUMIITOMBI (€3KeIHeB-
HBIN BJIQXKHBIU KallleJib) C pAaHHETO JIETCKOTO Bo3pacTta (TabJ. 5.7).
Ecyin ipu 0TBETE HA TIOCJIEIOBATETbHBIE BOIIPOCHI, ITPEJICTAaBIEHHbIE
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B IIIKaJIe, OTBET «/ia», TO ee 3all0JIHeHHe IIPOJ0JIKAIOT; €CJIN «HeT» —
ManueHT He yZoBJyieTBopsieT yeaoBuaM mkaasl PICADAR. UyscTBu-
TeJIbHOCTh U CHEeU(PUIHOCTh CYMMBI 0aJIJIOB >5 /I YCTAHOBJIEHUS
nuar"osa ITIJT — 90% u 75% coOTBETCTBEHHO.

Ta6una 5.7

IIpeAuKTUBHAA IIKAJIA /IS BHIABIEHU CUMIITOMOB IIEPBUYHOM
muanapuoi guckunesun PICADAR

[Behan L. u z1p., 2016]

Bompoc Basn

Poauiics marmueHT JOHOIIEHHBIM ? 2

Bputn siu y marueHTa pecnupaTopHble CUMITOMBI B pAHHEM HeOHa-
TaJbHOM EPHO/IE (TaXUITHOD, KAIIEJIh, THEBMOHU)?

Bbut in manueHT TOCIIUTAJIN3BUPOBAH B OTAEJIEHUE WHTEHCUBHOU
Tepanunu HOBOpO)KHeHHI:IX?

Nwmeercsa Yy nnanyeHTa aHOMaJ/IbHO€ PACIIOJIOKEHUE BHYTPEHHUX

opraHoB (00paTHOe WJIN HEOTIPEeZIeIEHHOE) ? 4
VimeeTcs 7 y IallieHTa BPOKAEHHBIH IIOPOK cepAana? 2
Vmeercsi JIU y AIUeHTa KPYTJIOTOAMYHBIA PUHUAT? 1

VIMeroTes i y alieHTa XpOHUYECKUe CUMIITOMBI CO CTOPOHBI Op-
raHa cjIyxa: 9KCCy/IaTUBHBIA OTUT, CEPO3HBINA OTUT, CHUMKEHUE CIIyXa, 1
nepdoparusa 6apabaHHON IEPEIOHKU?

ITopaTBep:xkpaerca nuarso3 11111 ¢ 1OMOIbIO TAKUX METO/L0B KaK
HU3MepeHNe YPOBHSA OKCH/IA a30Ta B BBIIBIXaEMOM Ha3aJIbHOM BO3/IyXe
(gacTo CHUIKEH), MCCIIefOBaHIe OMoNTaTa CJAN3UCTON 000JIOUKU HO-
ca WJIU TPAXeH C IIOMOIIBIO BBICOKOCKOPOCTHOHN BUIIEOMUKPOCKOIIHHU
C aHAJIM30M YaCTOTHI U MaTTEPHA OMEeHUs peCHUYEK, TPAHCMUCCHOH-
Hasl 3JIEKTPOHHAs MUKPOCKOITHA OHONTaTa pECHIYEK, TeHETHYECKOE
uccienoBanue. [Ipu Hamunu cugapoma 3uBepra—KaprareHepa u
cymmapaoro 6asuia o mkase PICADAR > 10 AuarHo3 mpaBoMOYeH
Jlacke TIPU OTPHULIATETLHOM PEe3yJIbTaTe BCEX OCTATHHBIX TECTOB.

I[IpuMepoMm Zpyrou IMiKajbl, 001aJaI0MEN BRICOKOU UyBCTBH-
TEJLHOCTHIO U CIEUGUIHOCTHIO, MOXKET OBITH IIKAJIa JUATHOCTHU-
ku HOKI'M, BriouarIas 10 Ipu3HaKoOB, IpejjioxkeHHas L. Fan
B 2020 I'. HA OCHOBE MHOTOIIEHTPOBOTO PETPOCIEKTUBHOTO HC-
cJIeIOBAHUSA, IPOAHAIU3UPOBABIIIETO JIAHHBIE O 199 MaIMEeHTaX C
H3KI'M, camoii 60J1b1110# KOTOpTE B Mupe (Tabi. 5.8).
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Ta6aumna 5.8
Kinmaugeckas mkasia guarHocTuku HOKI'M
[Liptzin D.R., u ap., 2020]

Ilpusnax Basanx

TTosiBJIEHWE CUMIITOMOB B BO3pacTe 0 12 MECALEB XKU3HU 1

Baaep)KKa q)I/I3I/I‘{eCKOI‘O pa3BUTUA (CHI/I)KEHI/IB HWHIOEKCa MacCChbl Tejia

WJTM OTHOLIEHHS MacChl K POCTY /711 JAHHOTO BO3pacTa MeHee 25 1
HIepIIeHTIIA)

OrcyTerBUe «6apabaHHBIX TATOYEK» 1
OrcyTcTBUE KalLIA (BHE SIIM30/I0B PECIIUPATOPHBIX HHOEKIINIA) 1

OTcyTCTBHE CBUCTSIINX XPUIIOB (BHE SIIU30/I0B PECIIMPATOPHBIX
nHpEKIHIT)

AHOMauu CTpoeHus TPyAHON KIeTKU (60ukoobpa3Has rpyaHas
KJIETKA WU ee BOPOHKOOOpaszHas nedopmariust)

BitaskHble XpUIIbI, KpeTUTALUA 1
T'unokcemust 1
Taxurmaos 1
Perpakuuu (BTSKEHUS YCTYIUUBBIX MECT IPY/IHOM KJIETKH) 1

Kaxp1ii CHMITTOM OIEHUBAETCS B HOJIb FUTH OJIMH Oasut, TIPH CyMMe
0aJIOB =7 MMeEET MEeCTO KIIMHIYecKU tuarao3 HOI'M. PeTpocrieKTHBHO
aBTOpPHI OLEHHJIM IO 3TOU IIKajJie BCEeX IAIllMEHTOB COTIJIACHO
MMEBIINMCS JAaHHBIM O HUX U CAEJIaJId BBIBOJ, UTO JIaHHAS IIKaja
MOZKET UCII0JIb30BaThcsA B inarHoctruke HII'M, ee UyBCTBUTEIHHOCTD
(TIpu cpaBHEHWU € pe3ysIbTaTaMU y MAIUeHTOB ¢ uarao3om HIT'M,
MIOITBEPKAEHHBIM OHOTICHEN JIETKUX) cocTaBuIa 87%. Bpicokast orieH-
Ka 110 JJAHHOU IITKaJIe MOXKET SIBUThCS OCHOBAHHEM JIJISI OTIPE/IeJIEHHA
JaJbHEHIIeH JUarHOCTUYECKON TAKTHKHY, B TOM YHCJIE IIOKA3aHUH JIJIsS
MPOBeJIeHUs OMOTICHH JIETKUX ITpH atuniaHor KT-kapTuHe.

OO01IHe BOIIPOCHI Tepanuu

He cymiecTByeT paH/OMU3UPOBAHHBIX KINHUYECKUX HCCIIE0BA-
HUU, TO3BOJIAIONINX OIEHUTh TepalleBTUUEeCKHe BMelIaTeabCcTBa
npu M3J1y neteii, UTo CBA3aHO ¢ OTPAHUYEHHBIM YHUCIOM OOJIBHBIX
U HEBO3MOXKHOCTBHIO IIPOBeJIeHUs I1areb0 KOHTPOJIUPYEeMBIX HCCIIe-
JIOBAaHUH 110 STUYECKUM IIPpUUYNHAM. JleueOHbIe ITOAX0/bI 3aBUCAT OT
Ho30s10ruecKkoi ¢popmbr U3JI.

Munanennam ¢ VM3JI npu BBIIUCKE M3 CTaIOHApa 00s3aTesIbHO
JIOJKHA TIPOBOJUTHCA OIeHKa MOTPeOHOCTH B JOMalrHel
KHCJIOPO/IOTEpANMU U 1esieBoro yposHa SpO,. /lia onpeneseHus
ypoBHs SpO, ciieflyeT UCIoIb30BaTh JAHHbIE MyJIbCOKCUMETPHUH, a
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He MOoKasaTeu 00pasIoB apTepuabHOU KpoBU. [Ipu aTOM AETAM
ZIOJIKHBI IPOBOUTHCs usMepenus SpO,, Mo KpaliHel mMepe, B Te-
yeHUe 6-12 4acoB, 0053aTeIbHO KaK BO BpeMs CHA, TaK U BO BpeMs
GozpcTBOBanysA U KopMieHus. HibkHss rpanuna SpO, 10/KHa ObITh
3aperucTprupoBaHa Kak MUHUMYM B TeueHUe 95% BpeMeHHU OT Bceil
MIPOJIOJIPKUTEIPHOCTH 3aIlUCH TTOKazareyiell. Her HeoOXoqumocTu
KOHTpOJIMpoBath yposeHb CO, B IOMALIHUX yCIOBUAX. B HacTosmee
BpeMA He CYIIECTBYET YeTKUX JIaHHBIX O LeJIEBbIX yPOoBHAX SpO, y eTeit
¢ 13J1, omHako cuuraercs, 9To Heobxoaumo nozyiepxusath SpO, 6osee
90-92%, y IAIUEHTOB C JIETOYHOU rUTIepTeH3uel — boitee 92-94%. [Ipu
THUIIOKCEMUH HCIIOJIb3YETCS JITTUTEIbHAS KHCIIOPOAOTEPAITHS, KOTOPast
MOKET IPOA0JIKATHCS MECSAIbI U TO/bI. Perenre o He0OX0AUMOCTH
MPOBEJIEHU JIOMAIITHEH KHCJIOPOJOTEPAIINH JOJKHBI TPUHUMATh
TIeINaTPhI CTAIIMOHAPHOTO 3BEHA, a He YUaCTKOBbIe Bpauw. [lamnuenTam,
Yy KOTOPBIX OOHapy>KUBaeTcs CHUKeHHe ypoBHA SpO, jumb Ha
KOPOTKO€ BpeMs, KHCJIOPOJIHbIE KOHIIEHTPATOPHI HE TPEOYIOTCA.
ITopTraTuBHBIE KOHIIEHTPATOPHI KUCIIOPOJIa HEOOXOIUMBI JIETAM, Y
KOTOPBIX OTMEYAIOTCSA JIECAaTypaIliU KaK B HOUHOE, TaK U B JIHEBHOE
BpeMsl. [IpenouyTuTeIbHee UCIIOIb30BAHIE HU3KOW CKOPOCTH TIOTOKA
KHCJIOPOTHO-BO3/IYIIIHON CMECH uepe3 Ha3a IbHbIE KaHIOJIH.

HeobxommMo ajiekBaTHOE MUTAHUE, C YIETOM 3aTpaT Ha PaboTy
JIBIXaHWS, IJIs1 KOPPEKIIMH ITOTEPH Beca. 3aTPyAHEHU IIPY TUTAHUH,
CBsI3aHHBIE C OJIBIIIIKOMN, MOTYT TPEOOBATh 30H0BOTO TUTAHUS WU
racTpoCTOMBI. B KauecTBe MPOyKTa HyTPUTHBHOU TOJIJIEPKKH TTPU
0eJIKOBO-3HepreTrueckon HemocrarouHocTy (BAH) /i obecrieuenns
aJIEKBAaTHOTO ITUTAHUS JIETAM C 33JIEPIKKON TEMIIOB (DU3HUUIECKOTO
pa3BUTHS, TIOCJIE pacyeTa MOTPeOHOCTEN B OCHOBHBIX HyTPHUEHTAX,
MOTYT HCIIOJIb30BaThCSI BBICOKOOEIKOBBIE, BHICOKOKAJIOPUUHBIE
cmecu, Hanpumep, preNAN® STAGE o (Nestle, 'epmanust) — rotoBast
K IPUMEHEHUIO JKUJIKasi CMECh HA OCHOBE YaCTUYHO-THIPOJIN30BaH-
Horo Oesika. B jaynpHelIeM, y IeTel crapiie 12 MecsIeB BO3MOKHO
npuMeHeHue npoaykra Ilenramen IOuuop (Nestle, [IBefinmapus),
coJiepsKaIiero 100 KKaj B 100 MJI, 2,9 rpaMM Oejika Ha 100 MJI, Ya-
CTUYHO-THIPOJIN30BAaHHBIN CHIBOPOTOYHBIA OEJIOK.

Jlns 30HIOBOTO NHUTAHUS JleTEd cTapiie 12 MecAIEB, B
3aBUCHMOCTH OT IMOTpebHOCTEeN pebeHKa, MOKHO HCII0JIb30BaTh
COBpPEMEHHBIE U30- WK TUIIEPKAJIOPUIHBIE CIIEIIUATTU3UPOBAHHbIE
cmecu. [IpumepomM M30KaJIOPUHHOU cMecH sBjseTcsa [lentameH
IOunop (Nestle, l'epmanus), a B KauecTBe THIIEPKAJIOPUHHON
cMecH MOKHO Hcnojb30BaTh Ilentamen IOuHunop dasanc (Nestle,
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lepmaHus), comepsKamui 150 KKaJI B 100MJI, 4,5 TpaMmma Oejika
B 100 MJ, THAPOJU30BAHHBIN OEJIOK MOJIOYHON CHIBOPOTKH,
cpenHelenoyeyHble TPUTJINIEPUIBL.

BaxkHoe 3HaueHue umerwT JieueHue ['DP u nmpoduniaktruka
acnuparyy KeJJyl0uHOT0 COJIep:KUMOT0, YTO YaCTO NMeeT MeCTO
y miazeHnes ¢ M3JI, 3amura oT pecnupaTOpPHBIX MH@EKIUH.
Bo3MorkHa aKTUBHAsA HMMYHHU3AIUsA C HCIOJIb30BaHUEM
MOHOKJIOHQJIBHBIX aHTUTeJ A1 TpodunakTuku PCB-uHbekun
(mammBuszymab). Heob6xoimMa MUHUMU3AMUSA BPETHBIX BO3/IEH-
CTBUH OKpY:KaIlel cpesibl, B YaCTHOCTU, TACCUBHOTO KyPEHUS U
BO3/YUIHBIX IOJIOTAHTOB. [Ipy pa3BUTHU JIETOYHOU THIIEPTEH3UHN
IIPOBOJUTCS ee Tepamus.

HoBple TepameBTHYeCKHEe MOJXOMBI K JiedeHHUIo feTedl ¢ M3J1
BKJIIOUAIOT TeHHYIO TepalHio, a TAaKKe HCI0Ib30BAHUE CTBOJIOBBIX
KJIETOK U aHTUGUOPO3HBIX IpernapaToB. B moKIMHHYECKUX
HCCIIeJIOBAHUAX U3ydasach reHHas KOPPEeKIUA HACTIeICTBEHHOTO
JIAII, accorumpoBaHHOTO ¢ MyTarusamu B reHax CSF2RA u SFTPB,
B TO BpeMsI KaK CTBOJIOBBIE KJIETKH HUCIIOJIb30BAJIUCH JIJIsI KOPPEKIINH
JIETOYHOTO JIHBEOJIIPHOIO ITPOTENHO3a Ha MOJIEJISIX MBIIIeH ¢ nedu-
nutoMm CSF2RB. AaTngubporrnyeckue npemnapatsl (TupdeHUu0H U
HUHTeZIaHUO) B HACTOAIee BpeMsa 0100peHs! 114 sederus UJID y
B3POCJIBIX, IOCKOJIBKY OHH CIIOCOOHBI 3aMe/IJISATh TEMIIbI CHIXKEHU A
¢GopcUpOBaHHOU KU3HEHHOU EMKOCTH JIeTKUX. JlerouHbIii ¢pubpo3
OIIMCAH TOJIPKO y HeboJIbIIol yactu fgeteit ¢ M3JI, B oTsimune oT
W3J1 B3pocabiX. Y feTeil oOHapyKUBaeTcs MeHbIIe (prOPO3HBIX
U3MeHeHUH, MeHbIllee OTJIOKEeHHe KoJIJlareHa M paspyllieHue
IMapeHXNUMBbl, OTHAKO aHTH(GUOPOTHUeCKas Tepanusa TakkKe Kak U
Y B3POCJIBIX MOXKeT OKas3aTh xopoliuil ad ekt B Tepanuu M3JI. B
HacToslee BpeMs ITPOI0JIKAIOTCSA UCCIe0BAHNSA 10 PACIIHPEHUIO
TOKa3aHUU JIJIsI UCIOJIb30BAHUA JAHHBIX IIpPenapaToB y JeTel,
IIPOBOZIUTCS MEPBOE KJIMHUYECKOE UCIbITAHNE HUHTeTAHUOA 111
nereit ¢ pubposom npu M3JI.

IIporunos

IIporHos 60s1e3HU 3aBUCUT OT 3THOoJ0TUH U3JI. ®opmbr U3JI,
XapakTepHBbIe /IS JleTel IepPBBIX JIeT XKU3HH, Takue kak HOKI'M u
JIUT, nmeloT 6s1aronpUsATHBIA IPOTHO3, He TPeOYIOT CIIenaTbHOTO
JledeHUs U 3aKaHYUBAIOTCA BBI3/I0pOBIeHUeM. bosie3HH, CBA3aHHbIe
C BPOXK/JIEHHBIM JleUIUTOM OeJKOB cypdakTaHTa MOTYT UMeTh
He0JIarOMPUATHBIHN IPOTHO3 JIJIA )KU3HU B HEOHATAJIBHOM IIepUOJIe.
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IIporHocTuuecku HebaronpusaTHoe TeueHue VI3JI ¢ BBICOKOU
BEPOSATHOCTBHIO JIETAJIBHOT'O UCX0/1a YCTAHOBJIEHO NTpH AU DY3HBIX
HapyUIeHUAX Pa3BUTHA JIETKOTO (Tab. 5.9).

Ta6uuna 5.9

KimHH4YecKue, THCTOJI0THYECKUE U TeHETHUYECKHE 0CO0EHHOCTH
audPy3HbIX HAPYIIEHUH Pa3BUTHSA JETKUX
[Vincent M. u ap., 2019]

IToxasarenu AK/I/HPJIB ALl BAJL
KiimHnueckye 0co0eHHOCTH
3BYP mioza - BO3MOXKHA +
TecTallnOHHBIN JloHOIIIEHHBIE JloHo11IeHHBIE JloHo111eHHBIE
BO3pacT >90% 80% 50%
Mamnudecranusn 24-48 4 <244 24-48 4
CHMIITOMOB
HUcxop, Cmepts Biep- | CmepTh B IIepBBIe CMepTb B IIepBBIe
3a060s1eBaHMA BbI€ YaChl/THU Yacel/THU HeJleIu, HeKOTopble
BBIKHBAIOT
T'unoxcemust Pedpaxrepras Pedpaxrepuas YmepeHHas
PecripaTopHbIH + + -
arnuI03
JIAT + + +
T'eneTnuyeckue ocoGeHHOCTH
Ten FOXF1 TBX4, FGF1o0, TBX4, FGF10
FGFR2
Tun AyTOCOMHO- AyTOCOMHO- AyTOCOMHO-
HaCJIeZIOBaHIA JIOMUHAHTHBIN PperecCHBHBIN PperecCUBHBIN
T'ucrosoruyeckue 0CO0EeHHOCTH
Jlerounas rurmornia- - Taxenaa -
3UA
®daza pa3BUTUA Kananukyssap- IIceBmo-ryanzmy- KananukysnsapHas/
JIETKOTO Hasg JIIpHASA paHHAA CaKKyJIApHaA
AJTbBEOJIBI + - +, HO HEe JI0 KOHI[a
chOopMUPOBaHbI
AnyHapHbIe + - Cumrundukanus,
CTPYKTYPBI CHIZKEHO KOJITYECTBO
CMmelienue + - -
JIETOYHBIX BEH
JInMbaHTH09KTa3bI + - penko
BHeJierouHbIe NIOPOKU PAa3BUTHA

K -

CILYZIOUHO + + +
KUIIIEYHBIN TPAKT
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IToxazaresn

AKJI/HPJIB

BAJI

MouenonoBas
cucrema

+

Cepaeuno-
cocy/IucTast cucreMa

KocTHO-MblIeyHast
CHCTEeMa

JIOP-oprassl

Koxka

JluneBoi
nrcMopdusM

+

IMpumevanwus: AJl — anpHapHas guciiaszusi, AKI/HPJIB — ayibBeossipHO-KaIIiI-
JIApHAas IMCIJIa3KsA ¢ HapylIeHHeM PaclloIoKeHus JIETOUHBIX BeH, BAJ] — Bpox/ieH-
Has ajbBeosIApHad Auciuiasusd, 3BYP — 3azep:kka BHyTpuyTpo6HOTO pocra, JIAT —
JIerouHas apTepuajbHas ITUIIePTeH3Hs

L.L. Fan ¢ koJ/ul. ¢ y4eToM JaHHBIX O HeOJArONPUATHBIX
mporHoctuyeckux (axropax M3JI y geredt O6bLIa IpesioKeHa
LIKaJIa OIEHKU TSXKECTH JAaHHBIX 3a0osieBanuii (Tabi. 5.10). 60-Me-
csAYHas BBIKHUBAEMOCTH IMAIIUEHTOB, HAXOIAIIUXCA Ha 2, 3, 4 CTY-
IeHsAx 3a00JIeBaHMUs, COCTaBUIIA 76%, B TO BpeMs KaK Ha 5 CTYIEeHU
— TosbKO 38%. TakuM 06pa3oMm, JeroyHasi TUIepTeH3Us SIBJISETCs
HebJIarONPUATHBIM IIPOTHOCTUYECKUM (haKTOpOoM y aeteit ¢ 3JI.

Tao6auna 5.10

Onenka ta:xecru npu aerckux U3JI [Fan L.L. ¢ koJu1., 1998]

T'unoxkcemus
(SpO2 T'unokxcemus
0,
CryneHu CHMITOMBI <90%) BO (SpO2 <90%) JlerouHast
TAKECTH CHe WU IpU TUnepTreH3usd
. B IIOKOE
Ppusnueckon
Harpyske
1 Hert Her Her Her
2 Jla Her Her Her
3 Jla Jla Her Her
4 Ha Ha Jla Her
5 Ha Ha Ha Ha

B HacTosIIIIee BpeMs HET CTaHAaPTU3UPOBAHHBIX IPABUJI JJIs 110-
CJIeytonero Habonenus 3a eTbmu ¢ M3J1, ToCKOIbKY TaKTHUKA Be-
JIEHUs TallieHTa 3aBUCHUT, TJIaBHBIM 00pa30M, OT 3THOJIOTHYECKOH
dbopmbr N3JI, KIMHUYECKOTO COCTOSTHUSA PebeHKa, a TaKiKe KoJInJe-
CTBA U TSXKECTH 000CTPEHUI.
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T's1aBa 6
BpoHxoJierouyHas JUCILIa3us

OnpepesieHue U 3NUAEMHUOIOTUA

BJIJ] — rereporeHHoe xpoHH4eckoe nAuddysHoe (MHTEPCTULIH-
asyibHOe) 3a00JIeBaHUe JIETKUX, PA3BUBAIOIIEEC ¥ HeJIOHOIIIEHHBIX
HOBOPOXKJI€HHBIX, IUAarHOCTUPyeMOe Ha OCHOBAHUU KHCJIOPOJO-
3aBUCUMOCTH B Bo3pacTe 28 cyTOK >KU3HU u/unu 36 Henenb I1KB,
OTIaCHOEe Pa3BUTHEM OCJIOKHEHUH, XapaKTepU3yIoIlleecsi perpeccoMm
KJIMHUYECKUX [TPOSABJIEHUI 110 Mepe pocTa peGeHKa IpU MOKU3HEH-
HOMH nepcucTeHINH MOPQOJIOTHUeCKIX U3MeHeHUH JIETOYHOM TKaHH!
u HapymieHu ®B/I.

3abosneBaemoctb BJI/] o6paTHO mponopiimoHanbaa I'B u macce tesna
IpH poxkaeHnH, cpeau nereii c IHMT nipu poxxaenuu bJIJ] pa3BuBaer-
¢y 35-80%, mpu OHMT y 7-30% neteii. B HacTos1ee BpeMs B pa3BU-
ThIX cTpaHax bJI/] peako BeTpedaeTcs y HeIOHOILIEHHBIX HOBOPOXK/IeH-
HBIX C Maccoy TeJia IpHU poxKAeHUN 60see 1200 rpaMm u I'B crapime
30 Henenb. Cpeuuii I'B O0sIbITMHCTBA JleTell, Y KOTOPBIX pa3BUBAETCs
BJII, B cOBpeMeHHBIX YCJIOBUAX COCTaBIIAET 28 Hefleslb; o aBAollee
OOJIBITUHCTBO OOJIBHBIX (75%) mpuxoauTcs Ha Aerert ¢ SHMT.

ATUO0JI0TUSA, TIATOTeHe3 ¥ TaTOMOP@oJI0rusa

K daxropam pucka passutusa bJI/] oTHOcATCA ciiefyromue:

- reHeTHYecKas, 3NIUreHeTHYecKas IIpepacliosioKeHHOCTb, My»K-
CKOU I10JI, He3PeJIOCTh U 3aJIepKKa Pa3BUTHA JIETKUX, HeJIOCTaTOU-
HocTh cypdakranTa y geteit c JHMT u OHMT, I'B menee 30 Hepenb,
3a/iepKKa BHyTpuyTpoOHoro pocra (3BYP) miona, He3penocTs aHTH-
OKCU/IAHTHOH CHCTEMBI;

- BJI 6onee 3 cytok ¢ Fi02>0,5 1 MUKOBOE JlaBJIEeHUE B/IOXa
PIP>30 cm Bog. cT., CPAP, npyrue MeTo/1bl peCIiupaTOPHOU TepaIu
HOBOPOK/I€HHBIX;

- KypeHHe, XOpPUOaMHUOHUT y MaTepy, KOJIOHU3alUA U HHPeKI A
peclIupaTOpHOro TPaKTa HeJIOHOIIEHHBIX HOBOPOXK/I€HHBIX, BEI3BaH-
Has Ureaplasma urealyticum, nuroMmerasoBupycom, BpoXKieHHas,
M BJI-acconuupoBaHHas THEBMOHUS, CEIICHUC;

- CHHZIPOMBI YTEUKU BO3/1yxa (THEBMOTOPAKC, MHTEPCTUIINAIbHASL
sMdur3eMa JeTKUX, THEBMOMEUACTUHYM);

- OTeK JIETKUX B Pe3yJsIbTaTe U30bITOUHOrO 00beMa HHPY3NOHHOHN
Tepaluy, HapylleHus BbIBeJeHUA KUJAKOCTH, TeMOJUHaAMUYecKU
3HAYKUMOT'0 OTKPBITOTO apTepuaabHOro Ipotoka (OAID);
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- HeJIOCTATOYHAs SHePreTHYecKast IEHHOCTb MUTAHUSA U IOBBIIIEH-
Has BHepreTHdeckas IoTpeOHOCTD ¥ eTel, HaxoaAmuxcsa Ha BJI,
TUIIOBUTAMUHO3bI, HU3KHEe TeMIIBI pocTa, ['DP.

KombrHUpOBaHHOE BO3/IeHCTBIE IEPBUYHOTO PECIIMPATOPHOTO 3a-
6omneBanus (P/ICH, mHEBMOHMS), arpeCCUBHOM MHTEHCUBHOM TEPATTUT
U CUCTEMHOU BOCITAJINTEIHHOH PeaKITiy Ha He3pesible JIerKre HeIoHO-
IIIeHHOTO pebeHKa HapyIIaeT nporecc GOpMUPOBAHUSA U POCTA ajIbBe-
0J1, B TOM YHCJIE BCJIE/ICTBHE aHOMAIBHOM pernaparui. PecriupaTopHas
Teparnus IPOBOAUTCA HEJOHOIIEHHBIM MJIJIEHIIaM B KaHAJIUKYJLAP-
HOH MU CaKKyJIIPHOH aze pa3BUTHA JIETKUX. MeXaHU3MbI BEHTUJIA-
TOP-aCCOIMUPOBAHHOTO OBPEKEHM JIETKUX BKJIIOUAIOT 6apOTpaBMy,
BOJIIOMOTPaBMY, aTeJIeKTOTpaBMy U Ororpasmy. Hekpos smurenus fpl-
XaTeJIbHBIX ITyTeH, BOCIIaJleHNe 1 HHTEPCTUIINATIBHBIHN OTeK IepexosaT
B OOJINTEPUPYIOIINH OPOHXHUOIUT C Pa3BUTHEM NEPUOPOHXUATHHOTO
U ayibBeosIsApHOro hubpo3sa. IloBpexaeHne snuTesns U runepTpodus
MBIIIEYHOT'O ¢JI0sI OPOHXMOJI BHI3BIBAIOT HAPYIIIEHNE paclipesiesieHUs
rasa B JIETKUX, 00pa30BaHKe «BO3/IYIITHBIX JIOBYIIIEK», PAa3BUTHE aTe-
JIeKTa30B 1 3M(pu3eMbl. CHIKAeTCs PACTSKUMOCTD JIETKHX, YBETUYUH-
BaeTcs COIIPOTHUBJIEHNE IbIXaTeIbHBIX ITyTell 1 paboTa Abxanus. Hemo-
Ppas3BUTHE, Cy>KeHIe IIPOCBeTa JIETOYHBIX KallWIJIAPOB U THIepTPOdUs
CTEHKHU COCYZIOB BeZIET K JIETOYHOM TUIIEPTEH3UH U JIETOUHOMY CEP/LLY.

B cBA3U C COBEPIIIEHCTBOBAHNEM TEXHUKHU PECIUPATOPHOM Tepa-
IIMH ¥ BBIXQXKUBAHUS YBEJINUUIOCh KOJIMYECTBO BBIKUBIINX IJIy00-
KO HeJIOHOILIEHHBIX JIeTel U ITOBCEMECTHO CTAIN PETHCTPUPOBATHCS
caydau passutus BJIJ] y MyaseHIeB, He Hy>K/IaBIIUXCS B BBICOKUX
KOHITEHTpaIUAX KUCJIOPO/Ia, JIUTEIbHOU OKcureHorepanuu, VBJI
u He uMeBmux PZICH. 3To nocIyKumIo OCHOBAaHUEM /IJI BbIJIeJIEHU
Tak Ha3bIBaeMol HOBOU BJI/I, pazBuBaromeiica y nereit c JHMT, I'B
24-28 HeJleb IPU POXKIAEHNY, B TOM YHCJIe ITOCIe IPUMEHEHUs Cyp-
dakranTa. [Tpu HOBOM BJI]] TponcXOoaUT HapyIIeHEe POCTa U pa3BU-
THS a7IbBEOJI, COCY/I0B MaJIOTO KPyTra KpOBOOOPAIlleH! s, YMeHbIIIEHIEe
KOJINYECTBA aJIbBE0JI C NICTOHUEHHBIMU CelITAMU U KaUJIJIAPOB IPU
MHUHHUMAaJIBHO BbIpaXKEHHOM ¢ubpo3e.

JAnarHocruka

Kiruauueckasa kapTuHa M GpU3NKaJIbHOE UCCIEeI0BaHIIE

Hagano passutus BJIJI MOKHO NPEAINOJIOXKUTH OOBIYHO K
1014 JTHIO KU3HH, KOrja y pebeHka, Haxoasamerocsa Ha MBJI win
TOJIyYaIoIero pyTylo pecuupaTopHyto Tepanuio no nosoay P/ICH,
OTCYTCTBYET IOJIOKUTEIbHASA TUHAMUKA, HAUNHAET Pa3BUBATHCS
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3aJiep;KKa KUTKOCTU, CTOUKAsA bIXaTeJIbHasA HEJOCTATOUHOCTD, B
pAze ciydyaeB Iocjie IEPBUYHOTO YIyUIlleHus U nepuoza 6e3 Kuc-
JIOPO/I03aBUCUMOCTH — OPOHXUAIbHAA OOCTPYKIIUA.

Ko>xHble TOKPOBHI OJ1e/IHbIE, ¢ ITUAHOTHYHBIM OTTEeHKOM. I'pyHasd
KJIeTKA B3/1yTa, BBIABJISAIOTCA TAXUITHO3 710 80-100 B MUHYTY, OJ[bIIII-
Ka C BTSKEHHUAMH YCTYITUUBBIX MECT IPYTHOHN KJIETKHU, Y THHEHHBIM
BBIZIOXOM; ayCKYyJIbTATUBHO — OcCJIa0JIeHUe IBIXaHUs, KperuTanus’,
IIPOBOJTHBIE, CYXUE CBUCTSIINE, BIAYKHBIE MEJIKOITy3bIpUaThle XPHUIIBL.
¥ vactu nanueHToB ¢ BJI/] BO3MOXKeH CTpUuZop, IIpU ero pa3BUTUHA
TpebyeTcs UCKITI0UeHNe TOCTUHTYOAIIIOHHOTO TIOBPEXKEHUS U JIPY-
royi MaToJIOTUX FOPTaHU. TUIMYHBI IPUCTYIIBL AITHO3 € IMAHO30M U
Opasukapauen, cep/IeuHON HEJOCTATOUHOCTHIO BCJIEZICTBHE OOCTPYK-
[IMH JIBIXaTeJIbHBIX ITyTel, OCTPOTO JIEFOYHOTO CePAIA C OTKPBITHEM
apTepro-BeHO3HBIX IIIYHTOB B JIETKUX WJIN UIIEMUU MUOKap/ia, Tpeby-
tomue ysenudenus FiO,. [Ipu pasBuTuu cep/iedHON HEJIOCTATOYHOCTH
MIPHCOEIMHSAIOTCA KapIUOMeTasins, TelaTocIIeHoMeTanus, epude-
pudeckue oTeku. JIerouHoe cep/iie JOKHO ObITh 3aI10/I03PEHO, KOT/IA
HMeeT MeCTO KapZIHOMeTaIN A, BBICIYIINBAIOTCA IITyM TPUKYCIIU/TATb-
HOU peryprutanuy, akieHT Il ToHa Ha JIerouHOI apTepun.

Huskas mpubaBka B Bece, HECMOTPsI Ha TUIIEPKAIOPUIHYIO IUETY WIN
MapeHTepaJIbHOE [TUTAaHUe, — HA/Ie?KHBIN MapKep 5IIH30/10B THIIOKCe-
MUU, TOTPEOHOCTHU ITPO/IOJDKEHNS KUCIOpoioTepanui. OIUChIBAIOT Xa-
PpakTepHBIN HEBPOJIOTHUECKUH cTaTyc pebeHka ¢ BJI/I, mposiBistomnuiics
JIBIDKEHUSAMH, CXOTHBIMH C 9KCTPATUPaMUAIBHBIMHE, B TOM YHCJIE 10
THUILY UCKUHE3UH, 3aTPAruBaloINX OPAIbHO-OYKKAIbHBIE OT/IETIB.

JlaGopaTopHBbI€E UCCIETOBAHUA

B 0061eM KJIIMHIYECKOM aHATH3€e KPOBU B HEOHATAJILHOM U OJIFKal-
IeM K HEMY IIEPHO/Ie BBIABJIAIOTCA aHEMUsA, HEUTPODUIIE3 U BO3HUHO-
pmtusa. BUOXUMUUYeCKU MOHUTOPHHT, BBIABJIAIOIINN TUIIOHATPHE-
MHI0, TUIIOKAJIMEMUIO, THIIOXJIOPEMHUIO, TUIIOKAJIBIIEMUIO, 0COOEHHO
Ba)KeH IIpU Tepanuu auyperukamu, cucteMabiMu ['KC, amuHOTIINKO-
3UJIaMU U TJIMKONIENTHIAMHU Y HeJIOHOITIIEHHBIX HOBOPO3K/IeHHbIX. Kor-
Jla pe3YJIbTAThI 00CIJIEZIOBAHUY CBUIETEIHCTBYIOT O HAJIMUHH JIETOUHON
TUIIEPTEH3UH, U3MEPEHNE YPOBHEH MO3TOBOTO HATPUHYPETHIECKOTO
nerntuaa (BNP) win NT-proBNP ucxosiHO ¥ B JUHAMUKE MOXKET T10-
MOYb B OII€HKE COCTOSTHUSA CEPAETHO-COCY/TUCTON CHCTEMBI.

ITpu uccnenoBannu KOC orpeiesissroTess peciiupaTopHbIN aIiu/103,
runepkanuus. Onpenesnenvie pH u PaCO, npoBoauTcest Ipy recseno-
BaHUY KallWUIAPDHOU KPOBH, OZIHAKO onpeziesenue PaO, B kanwuisap-
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HOU KPOBU BCET/IA JIAET JIOKHO HU3KIe 3HAUEHV S, I03TOMY KOHTPOJIb
YPOBHSI OKCUT€HAIIUY TPOBOJIUTCS C TOMOIIBIO TPAHCKYTAHHOH ITyJIb-
COKCHMETPHH, I03BOJIAI0NIeH oNpesenuTh yposeHb SpO,.

0G6G3opHast penTreHorpadus OpraHoB IPYAHOM KJIETKUA

TUNUYHBIE PEHTTeHOJIOTHYECKHE U3MeHEHNs (HU3KO€e CTOsTHUE
nuadparmel, MIUPOKHE MeKpebepHbIe IPOMEKYTKH, B3/IyTHE JIET-
KHX, O YeM CBHUJIETEJILCTBYET CyMMa 33/THUX OTPE3KOB pedep C JIBYX
CTOpOH OoJiee 14; IMHEWHBIE YIUIOTHEHU S, YEPEAYIONIUEC C 30HAMHU
MIPOCBETJIEHN 32 cUeT H3MU3eMbl; MUTPUPYIOIIHE aTeJIeKTa3hl, He-
PaBHOMEPHOCTDH BEHTWISIINH) MTOABJIAIOTCS OOBIYHO HA 3-4 HeJese
sku3HH (puc. 5A). PeHTreHoIOTHYeCKre H3MEHEH s Y JIETel ¢ HOBOH
BJI/] npencraBieHbl B OOJIBIIMHCTBE CIIyYaeB JIUITh PABHOMEDHBIM
3aTeHeHHeM («3aTyMaHEHHOCTBIO», puc. 5b). JlomosTHuTE IbHBIE U3-
MeHeHUsl Ha PeHTTeHOIpaMMax HOSBJIAIOTCA IPU Pa3BUTUU JIeTOY-
HOTO cep/na (KapITUOMETaJIHA).

KomnbrorepHasa Tomorpadusi OpraHOB rPyHOM KJIETKH

KT nerkux MoseT motpeboBarnes ietam ¢ BJIJ] B cieayronmux
cayJasx: 1) Ipu IpoBefeHnU auddepeHnuanrbHON TUATHOCTUKH C
JIpyruMu 3a0osieBaHUAMHY, Hanipumep, 1131, mepcuctupylomieii uH-
TEePCTUIUATIBHON 5MU3eMOI JIETKUX; 2) IOBTOPHBIX THEBMOTOPAK-
cax; 3) 3a/lepKKe KJIMHUYECKOTO BBI3JIOPOBJIEHUS U ITePCUCTEHIINHT
pecnupaTopHBIX CUMIITOMOB, HEOOBACHUMBIX TsXKecThbio BJIJT; 4)
HeOoOX0ZIMMOCTH BepU(UKAITUY XPOHUIECKOTO 3a00JIeBaHUA JIETKUX
B ucxoze bJIJ], Hanpumep, Ipu M0Z[03pEHNN Ha Pa3BUTHE O0JIUTEPHU-
pyIoIero 6pOHXUOJINTA; 5) A1 UCKIIOUEHUs BPOK/IEHHBIX IIOPOKOB
passutus serkux. KT-cemuotuka bJI/] xapakrepusyetcs obyiactaMu
TIOBBIIIIEHHOHN MTPO3PAYHOCTH (eCTPYKTUBHASA, TUIIOITIaCTHUYECKAs,
BHUKapHas 3Mpu3eMa), uepeAyIIIMUCS ¢ TNHEHHBIMU TPAHCILYIb-
MOHQJIBHBIMU U TPEYTOJIbHBIMU CyOIlIeBPAJIbHBIMHU, KaK IIPU Opra-
HU3YIoIelics THeBMOHUH, 3aTEMHEHUAMHU.

Ixokapauorpadus, kKarerepusanusa cepaia

U TeCT Ha Ba30PeaKTUBHOCThH

IIpoBosiuTesa B pexkuMe gonmiep-IdxoKI' ¢ onpesieneHnemM Kpo-
Botoka uepe3 OAII u ;19 JUATHOCTUKHU JIETOYHOU THUIIEPTEH3UU.
JIn moATBEPIK/IeHN HAJIMYHSA JIETOYHOU TUIEPTEH3UH Y TTAlEHTOB
¢ dopmupyoeiics/chopmupoBanHoi BJI/ pekomeHyeTcs paHHee
BeinosHeHne OX0KI' HeloHOIIeHHBIM AeTsaMm ¢ TsokeabiM PJIC, ITJITH,
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PucyHok 5

BJI/] Ha peHTreHOrpaMMax OPraHoOB I'PYAHON KJIE€TKH.

A — PeHTreHorpaMma OpraHoB IDYTHOH KJIETKH HEJJOHOIIEHHOH /IEBOYKH C KJIaCCHYe-
ckoii popmoii BJIJT Ha 24-e CyTKH *KU3HU: B3ayTHE (rrmnepundsanus), nepopmariis
COCY/IUCTOTO PUCYHKA, JIEHTOOOpa3Hble YIJIOTHeHU (IpusHaku Gpubposa), yepesyio-
IHecs ¢ 04aroBBIMU IIPOCBETIEHHAMU

B — PeHTreHorpaMMbl OpraHoB IPy/IHOH KyieTKu 060J1bHOH ¢ HOBOM BJIJT, 28-€ cyT-
KU ’KU3HU: TOMOT€HHOE 3aTeMHeHNe («3aTyMaHEHHOCTh» ) JIETOYHOH TKAaHU, TeHb
CPeJIOCTEHH S OTYETIIMBO He OIpe/iesIseTcs, IPU3HAKOB TunepuHdanun, Gubposa
He OTMeyaeTcs
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KOTOPBIM HEOOXOIUMBI JytuTesabHas MBJI, a Takke JOMOTHUTETbHAS
KHCJIOPO/IHas Tepanus, B ocobennoctu ¢ FiO, >0,3. B Gosblueii crere-
HH 3TO KacaeTcsl TeX HOBOPOK/IEHHBIX, Y KOTOPBIX BO BpeMs GepeMeH-
HOCTH pa3BHJINCh MasioBojiie u 3BYP wioza, sipistomascs GakTopom
PUCKa Pa3BUTHS TSKEJION JIETOYHOU TUIIEPTEH3UH U HeOIarOnpHsiT-
HOTO ucxojia. HeToHOIIIEeHHbIE HOBOPOXKeHHbIe ¢ MeHbIM I'B (Me-
Hee 26 HeJeJb) HaXOATCA B TpyTIre 60Jiee BHICOKOTO PUCKA Pa3BUTHA
IM03/THEH JIETOYHOU runepTeH3un. KpoMme Toro, Ha mpeiMeT JIETOUHON
TUIEPTEH3UH JI0JIKHBI OBITH 00C/Ie/TOBaHBI HOBOPOK/IEHHbIE 06€3 BhIpa-
JKEHHOTO KJIMHUYECKOTO YJIYUIIIEHHS, UTO IIPOSBJIAETCA B BUJIE COXPa-
HeHWs U/ W YCUIEHUA TIOTPeOHOCTH B KUCIOPOo/ie ¢ BbicokuM FiO,, ¢
PelUINBUPYIOIIEH TUIIOKceMue. J[pyrumM criocoboM CKpUHUHTA Jie-
TOYHOU TUIIEPTEH3UH ABJIsIeTCs MpoBefieHrne IXOKI kaskaoMy maru-
enty c bJI/I, B 36 Hezesb [IKB Hy kato11ieMycsl B KUCIOPOIOTEPATIUH.

[TpoBenenue KaTeTepU3aUK CEP/IIA ¥ TECTA HA BA30PEAKTUBHOCTD
pexomenayetrcsa nanueHTaMm ¢ BJI/] B CIIOKHBIX JUATHOCTUYECKHUX
cayyasx. Kucmopoy sBjisieTcst «IpernapaToM BbIOOpa» i OlleHKH
PEAKTHUBHOCTH COCY/IOB JIETKUX (IIOABJISIETCSA BA30IUJIATAIIHA), JIETKO
u 0e30IMacHO IPUMEHUMBIM MeTHKaMEHTOM.

JnarHocTuyeckue KpUTEPUH U KiaccuPuramusa

OO01menpuHATHIX KpuTepueB quarHoctuku BJI/ B mupe HeT. Pas-
JINYHBIE KPUTEPHUU JHUATHOCTUKU HCIIOJIB3YIOTCA Pa3JIMYHBIMU
meHTpamMu. Ko4ueBbIM IMPU3HAKOM, 110 KOTOPOMY, OTJIMUAIOTCS
Kputepuu auarHoctuku bJIJI, sBisgeTcsa BO3pacT COXpaHEHUs KHC-
JIOPO/I03aBUCUMOCTH — 28 CYTOK KU3HU, 36 HeJleb (MCII0Ib3yeTCs
OOJIBIITMHCTBOM IIEHTPOB) WK 40 HeJeb [TKB.

Kpurepuu nuarsoctuku bJI/] BKIIIOUAIoT B ce0s1 ciieayronye:

- HepoHomeHHOcTh (I'B <37 Hemenn);

- CTOMKOE IMapeHXUMAaTO3HOe MOPaKeHNeE JIETKUX, ITOTBEPIKIae-
MOE [P UCCIIEOBAHIY ra30B KPOBU (TUIIOKCEMUs, THIIEPKAITHUSA) U
MIPOBEJIEHUH PEHTTeHOrpad Uy OPraHOB IPYAHOH KJIETKH (CHIKEHUE
IMTHEBMAaTHU3aINH, SMpU3EMa, JIEHTOOOPa3HbIe YIIJIOTHEHHUA);

- TOTpeOHOCTh B MHBAa3UBHOM/HemHBasuBHoU VIBJI, CPAP, notaruu
KHUCJIOPO/Ia Yepe3 Ha3aIbHbIe KAHIOJIU B 28 CyTOK KU3HHU U/ TTH 36 He-
neits ITKB ¢ FiO, >0,21 B TeueHue 6osiee 3 TOCTI€I0BATE/TbHBIX JTHEH /1151
noziepsxanus ypoaa SpO, B Manasone 90-95% (MCKIouas HOBOPO-
JKJIEHHBIX, KOTOphIM VIBJI TpoBOIATCS 110 TIOBOJTY IPYTOTO 3a00J1€BAaHUSA
JIbIXaTeJIbHBIX IyTeU WU IPYTUX 3a00JIeBaHUH, CBA3AHHBIX C TIOPaKe-
HUEM JIbIXaTeJIbHOTO IIEHTPa, HEPBHO-MBIIIIEUHBIMU 3200JIEBAHUSAMU).
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Juarso3 BJIJ] mokeT ObITh yCTAaHOBJIEH HA ayTOIICHU Y JIETEH B BO3-
pacre c 14 aHel Ku3Hu 10 36 Hezesb [IKB B cryyae JieTaibHOTO HCXO-
71a, 00yCJIOBJIEHHOTO CTOMKIM ITapEHXUMATO3HBIM ITOPaKEHHUEM JIETKUX
U JIBIXaTeJIbHON HEZIOCTATOYHOCTHIO, KOTOPYIO HEJTb35 OObSICHUTH JIPY-
UMY IPUYUHAMY (HapuMep, HEKPOTU3UPYIOIIUM SHTEPOKOIUTOM,
BHYTPIIKEJTYZIOUYKOBBIM KDOBOU3JIUSTHUEM, CETICUCOM H T.JI.).

CorsracHO KpuTepusam padbouedt rpynisl o bJI/] HanpmonaabHOTO
WHcTUTYyTa IETCKOTO 3710pOBbhs U pa3Butus yesaoseka (NICHD), Ha-
[IMOHAJIBHOTO MHCTUTYTA JIETKUX, KpoBu u cep/ia (NHLBI) u Oduca
penxux 6osezHeit (ORD) CIIA (2001), TS3KeCTb U JaIbHEHIIIEE TEUe-
Hue BJI/] onpezesisgeTr cTeneHb KUCJI0PO/I03aBUCUMOCTH, OIleHEHHAs
B 36 Heneub [IKB (y gerelt, pogusinuxes ¢ 'B meHee 32 Hefenp), HA
56 neHb sxu3HU (y geteit ¢ I'B Gosiee 32 HeJlesib) WU MIPH BBITIHCKE,
€CJTH OHA HACTYIUT paHblie. [Ipejiaraercs oneHuBaTh TsKECTb 3a00-
JIEBAHUA B 3aBUCUMOCTH OT IOTPEOHOCTH B PECITUPATOPHOU TepaTuu
B YKa3aHHOM Bozpacrte (Tads1. 6.1), HAITNIU OCTIOKHEHUH (TabII. 6.2).

Ta6auna 6.1
Kinaccudpukamus GpOHX0JIErOYHOM JUCIVIA3UH 110 THMKECTH
[Jobe A.H., Bancalari E., 2001]

CreneHn JluarHocTuueckue Kpurepuu
THAKECTH JUIA JeTel pa3InIHOro recCTalfHOHHOro Bo3pacra
BJI/L, IIPH POMKIACHUU
TecTalliOHHBIA BO3pacT
<32 Heeb >32 HeJleb
Bpewms u ycs10BUS OLIEHKU
36 Hezlesb NOCTKOHIENTyasIbHOTO | OT 28 10 56 /1HEl Tocyie poke-
BO3pacTa WX BBIITUCKA JIOMOM HUSI WIH IPY BBIITUCKE JIOMOM
(YTO HACTYIHT paHbILIE) (4TO HACTYIIUT PAHBIIIE)
Tepamnus kucsoposiom 6osiee 21% B TeueHHe 28 cyT*
Jlerkasa BJIJ] | /IpIxaHue KOMHATHBIM BO3/LyXoM | JlpIXaHNe KOMHATHBIM BO3/LyXOM
B 36 HeJIeJIh I TP BBIITHACKE Ha 56-1 JIeHb WU [IPU BBIITHACKE
Cpenuersoxe- IToTpeOGHOCTH B KUCJIOPO/IE IToTpeGHOCTH B KUCJIOPO/IE MEHEE
nast BJI]T, MeHee 30% B 36 HeJiesIb WIN IIpU 30% Ha 56-1i IeHb KU3HU WIN
BBIIHCKE TIPU BBIIHCKE
Tsoxemnas IotpebHOCTH B KHcs1opozie 6osee | ITorpeGHOCTH B KUC/IOpo/ie Oosiee
BJIJT 30% u/wiu PPV, NCPAP** B 36 | 30% u/wiu PPV, NCPAP Ha 56-i1
HeJIeJTh W IIPU BBIITHACKE JleHb JKI3HU WIH [IPU BBIIIHICKE

IIpuMevanust: *3a OHU CYyTKH JIEUEHHS TPUHUMAIOT KHUCJIOPOOTEPAIIUIO TIPOOJIKU-
TEJIBHOCTBIO HE MeHee 12 4.; ** PPV (positive pressure ventilation) — BeHTHJIAIMS IO
nostokuTebHBIM aBnenreM NCPAP (nose continious positive airway pressure) — 1mo-
CTOSTHHOE TTOJIOJKUTENIbHOE JIABJIEHHUE B JIbIXaTeJIbHBIX Iy TAX Yepe3 HazaIbHbIe KAHIOJIH.
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TaGauna 6.2

Oci10kHeHUs OPOHXO0JIETOYHOM JUCIIA3UU U X ITUATHOCTHYECKUE

KpUTEpUN
Ocy1o:xHEeHue JluarHocTuueckue Kpurepuu
XpoHuyeckas I crenienn ipu SpO2 90-94%, 11 crenenn pu SpO2 75-89%, 111
JIbIXaTeJIbHas nipu SpO2 HuXKe 75%
HE/IOCTaTOYHOCTD
BeskoBo- Macca Tesia HizKe 10 IEPLEHTHIS 10 OIIEHOYHBIM MTEPIIEHTIIIb-
SHepreTHYecKas HBbIM TabsuiaM dpusnveckoro passurus Intergrowth-21
HE/IOCTATOYHOCTh
Jlerounas CucToTMYeCKOoe JIaBJIeHUE B JIETOYHON apTEPUH BBIIIE 36 MM PT.
TUIEPTEH3HUS CT. TIPU IPOBEJIEHUH JIOIIUIEP-3X0KapANOrpad i, KOCBEHHBIE
aXoKapArorpaduUecKue MPpU3HAKY JIETOYHOH TUIIEPTEH3UH,
cpeZiHee TaBJIeHHE BBIIIE 25 MM PT. CT. IIPU IPOBE/IEHUN KaTeTe-
pHY3anyy IpaBbIX OT/IEJIOB CEP/IIA,
Jlerounoe Tuneprpodus, AruaTanusi IPaBbIX OT/IEI0B CEP/LIA IIPH AXOKap-
cepate nuorpadun
CucremHas ApTrepuasnbHOE JJaBJIeHUE BBIIIE 95 IEPIIEHTIIIA 10 IEPIEeHTHIIb-
apTepHasIbHAs HBIM TabJIMIIaM apTEPHAILHOTO /IABJIEHIS
TUIIEPTEH3UA

B 2016 r. NICHD (CIIIA) 6b11 mpoBesieH cemuHap mo BJIJI, Ha
KOTOPOM IIPE/IJIOKEH HOBBIN MPOEKT OIpe/ieIeHUs U K1acCupu-
karuu BJIJ], yauThIBalOIINE HOBbIE METO/[bl HeMHBa3uBHOU VBJI,
He BKJIIOUEHHBIE B IIpebIAyINe onpeenenusd. Ilpeiaraercsa uc-
0JIb30BaTh HOBbIE TEPMUHBI: «CcTelleHb TsaxecTd I, 11, I11», ipu
sToM creneHb 111 oTHOCUTCA K Hamubosee Tsaxenou popme BJII]]
(Tabi. 6.3).

B Hacrosiee BpeMsa Ipu GOPMyJIUPOBKe AMAarHO3a BblJleJIeHue
¢opmrl 3aboseBanus (kimaccuueckas win HoBas BJIJI) npencras-
JisieTcs HelleslecooOpa3HbIM, TaK KaK B IPAKTUUECKOH JeATeTbHO-
CTH TOYHOE pas/iesleHue JaHHbIX (OPM 3aTPYLHUTENbHO. /Jluaruos
BJI/T yeraHaBiuBaeTcs 710 JOCTUKEHU peOeHKOM 2 JIET, ITOCJIE 3TO
BO3pacTa rpu GopMyJINPOBKe INarHo3a 3a001eBaHNe YKa3bIBAETCs
Kak HUMeBIllee MeCcTO B aHaMHe3e.

IIpodpunaakTuka U jieueHue

Henu npodunaktuku u jeuenus bJIJl — MUHUMU3AIUA TOBPEXK-
JleHU: JIeTKUX, IIpeAylipesk/ieHue TUIIOKCeMUH, KyIupOBaHue HH-
TEePCTUITUATIBHOTO OTEeKA JIETKUX, BOCIAIeHNsI, OpOHXHAJIBHOH 00-
CTPYKLIUU, IOAJAEePKaHUe POCTAa U CTUMYJIAIIUA pellapaluu Jerkux.
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Ta6auna 6.3

IIpeamosiaraemMple yTOYHEHUSA /IS ONIPeAeIeHUS
OPOHXO0JIETOYHOU JAUCILIA3UH

[Xurruuc P.JI. u 1p., 2019]

CocTosiHME HEIOHOIIEHHOTO HOBOPOXK/IEHHOTO (TeCTAllMOHHBIH BO3PacT
<32 Hezenb) ¢ BJIJT XxapakTepusyeTcsl CTOMKAM IapeHXHUMAaTO3HBIM I10pa-
JKEHUEM JIETKUX, PEHTTeHOrpahUIeCKUM HOATBEPKAEHNEM TapEHXIUMATO3-
HOTO nopakeHust Jierkux U B [IKB, paBHOM 36 Heziesb, eMy TpeOyeTcs: OTUH
U3 cIeflylonux auanasoHos FiO,/ypoBreit kucioposa/konnenTpanuei O,
(%) B TeueHHEe> 3 MOCIIEZOBATEIBHBIX THEH IS TIOAIEPKAHS YPOBHS Ha-
CBIIIIEHUs apTEPUATTBHON KPOBU KUCJIOPO/IOM B JTUAITa30He 90-95%
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*3HaueHus ykasausl B mporeHTax. CPAP (continious positive airway pressure) — pe-
CIIIPATOPHAsA MOJJIEPIKKA C IIOCTOSHHBIM I10JIOKUTEIBHBIM JIaBI€HHEM B JIbIXaTeIb-
sbIx myTax; [PPV (intermittent positive pressure ventilation) — mepemeskatomasicst
WBJI ¢ nosnoxurtenbHbIM gaBiaeHreM; NCPAP — peciupaTopHas Hojfep:KKa 4yepes
Ha3aJIbHbIE KAHIOJIU C TOCTOSIHHBIM ITOJIO’KUTEJIBHBIM /IaBJIEHHEM B IbIXaTeIbHBIX
nytax; NIPPV (non-invasive positive pressure ventilation) — HenHBa3UBHas BEHTH-
JIAIMA C OJIOXKUTEIBHBIM JIaBJI€HUEM.

PecnnuparopHas Tepanufa, KHCJIOpPoAOoTepanus,

remorpaHchy3uu

VIBJI Heo6X0/1MO IIPOBO/IUTH C ITApaMeTpaMHu, 00ecIIeunBaIOIINMHI
PaCO, na yposue 60-65 MM pr. cT., a PaO, — 50-70 MM pT. cT. CHU-
skeHue yactotsl UBJI 1 Havasio orydyenus ot annapara VIBJI He
cesyeT HAUUHATH /IO TeX IIOP, ITI0Ka HOBOPOXK/IEHHBIM He HAaUHET
cTabmibHO MpUbaBaATh Maccy Teia. [locie npekparmenus MBJI
pebeHKa 5KCTyOUpYyIoT U nepeBoaT Ha NCPAP mian okcureHarnuio
4yepes3 Ha3aJlbHbIE KAHIOJIU.

Korzia moTpe6HOCTD B KHUCIOPOJie CTaHeT HUXKe 30%, TO MOKHO
IepexoqUTh Ha HUBKOMOTOUYHYIO (<1 JI/MHH) OKCUTEHALIUIO C
IIOMOIII0O HOCOBBIX KaHI0/Ib. IIpu Bcex criocobax pecnupaTopHOH
Tepanuyu PEKOMEHYIOT TOJZIEPKUBaTh ypoBeHb SpO, 90—92%,
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a 11 JleTel ¢ JIETOYHOU TuInepTeH3nedl — 93-95%. CHIIKeHHe
SpO, <90% HenomyCcTUMO, IIOCKOJIbKY HU3Koe PaO, yBesinunBaer
JIETAJIBHOCTD.

HemnpepbiBHas IOJTOCPOYHASA KHUCJIOPOJOTEPAIHs IMMOKa3aHa
nanueHTaM ¢ BJIJ], oCJIO)KHEHHOU XpOHUYECKOU IbIXaTeJTbHOU
HeztoctatouHocThIo I crenenu (pu SpO, <90-92%) 1160 J1erouHoM
runeprensuen — npu Sp0,<92-94%, nokazatesne C/IJIA 1o aHHBIM
IxoKI ¥/2—2/3 0T CHCTEMHOTO CHCTOJTMYECKOTO aPTEPHUAIIHHOTO IaB-
snenus. KuciopoioTepanusi SBiisieTcs Tepanyei Beioopa u HauboJiee
maTopU3NOJIOTHIECKH 0O0CHOBAHHBIM METO/IOM TE€PAITHH JIETOYHON
TUIIEPTEH3UH, 00eCIIeTnBast JIETOYHYIO BA30AUJIATAIIAIO U YMEHbIIIE-
HHE JIETOYHOTO COCYHCTOTO CONPOTHBIIeHUsA. [Ipi HEBO3MOKHOCTH
BBIIICKY peOeHKa 06€e3 JIOMOTHUTEIHPHOTO KUCI0PO/IA CIIEAYET UCKITIO-
YaTh JIETOYHYIO TUIIEPTEH3UI0, ['DP, 51130161 MUKpOACTIUpAIUU, HE
JIMaTHOCTUPOBAHHbBIE O0JIE3HH CEPIA.

KoHIleHTpaTophl KUCJIOPOAa HEOOXOJUMBI JETAM, y KOTOPBIX
OTMEeYarTCA JlecaTypallui KaK B HOUHOE, TaK U B JIHEBHOE BpeMsI.
Kuciopogorepamnus y MalnueHTOB ¢ XPOHUYECKOU TUIIOKCEMHUEH
JIOJKHA OBITh IOCTOSHHOW, JJIUTEJbHOUH, COIPOBOK/IATHCA
IIPOJIOJKUTENIHHOU ITyJIbCOKCUMETPHUEN U MOMKET ITPOBOJUTHCS B
JIOMAITHUX YCJIOBUAX C IIOMOIIBI0O KOHIIEHTPATOPOB KHUCJIOPO/A.
[IpeanouTteHue caeyeT OTAATh KHCIOPO0TEPAIINY Uepe3 Ha3aIbHbIe
KaHIOJH /1A noiepskanust SpO, Ha ypOBHE He HUKE 90-92%, a'y
JIETel C JIETOYHOU THIIEPTEH3UEN/JIETOYHBIM CEPJIIIEM — HE HUKE
92-94%, npudeM ypoBHH SpO, MOJIKHBI ObITH CTAOUIBHBI BO BpEMs
KOpMJIEHH S, CHA ¥ OOIPCTBOBAHUS.

Ecnu kuciopojio3aBucuMble JIeTH 6e3 JIETOYHOU THUIIEPTEH3UHN
MOTyT noazepxkuBath SpO, B npeziesiax 60s1ee 90-92% IpH JbIXaHUH
KOMHATHBIM BO3J[yXOM B TE€UEHHE 2 YacOB, & CKOPOCTHh IOTOKA
KHUCJIOPO/Ia Uepe3 HOCOBbIE KAHIOJIU COCTABJISET MeHeE 0,1-0,2 JI/MUH,
TO UX MOKHO C YCIIEXOM OTJIy4aTh OT JIOMOJIHUTEIBHOTO KUCIOPO/a
BO BpeMms GojpcrBoBaHusA. Eciu mokasartenu SpO, B mpeaenax
HOPMBI, TPEKPAIIAOT KUCIOPOAOTEPAIIUIO BO BpeMsI O60IpCTBOBAHUS,
HO ITPOJIOJKAIOT BO BPEMS CHA, IIPHU 3TOM BEJIETCA MOHUTOPHUHT €€
3HAUEHHUH C 3aIIUCHI0 HA MMPOTSIKEHUHW Bcell Houu. HopMmasbHbIE
sHauenuns SpO, BO BpeMsl CHa ABJIAIOTCA KPUTEPUEM JIJIA OTMEHBI
KHCJIOPOJIOTEPATIHAH.

I'emoTpaHcdy3us SpUTPOMUTAPHONU Macchl IOKaszaHa IIpHU
reMaTOKpHTe MeHee 30-35% B 3aBUCUMOCTH OT oTpebHOoCcTH B IBJI/
KHCJIOPOJIOTEPATIAH.
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HyrputusHasa nogaepaxka

Beizgoposiienue npu BJIJ] BO3MOKHO TOJIBKO IIPU aJIeKBaTHOM
IIpoliecce pocTa JIETKUX, KOTOPBIH, B CBOI0 Ouepeab, BO MHOTOM
3aBHUCUT OT a/IeKBATHOCTH HYTPUTUBHOM MOJAEPKKU. AJZleKBaT-
HOe IIUTaHWe WUTpaeT poJib U B IpefylnpexieHuu GoOpMHUPOBa-
Hus BJI/I. B 5T0M CBA3K BayKHBIM SBJISETCSA OTpAaHUYEHHE 00beMa
IIOCTYIIAIONIEN ¢ MUTAHUEM KU/IKOCTH, ITIOCKOJIbKY y fieTelt ¢ BJIJ]
u36BITOUHAsA HArpy3Ka KHUIKOCTHIO (150-190 MJI/KT B CYTKH)
MOJKET COIIPOBOXKATHCS OTEKOM JIETOUHOH TKaHU, YBeJIUUeHUEeM
PE3UCTEHTHOCTU [bIXaTeJbHBIX IyTed U He00XO0JUMOCTHIO
HazHaueHH:A 60Jee xecTkux nmapameTpos VIBJI. C 1iesbio CHIKEHU A
pucka pasButusa BJI/I, ocobeHHO y feTell ¢ GYHKINOHUPYIOITUM
OAII, mpepsaraercs yMeHbIIATh 00beM KUJKOCTH 710 80-100 MJI/KT
B IIepBbIE CYTKU C MTOCJIEAYIONINM YBeJIMUeHHEM /10 135-150 MJI/KT B
CYTKH, JIeTAM ¢ pa3BuBineticsa BJI/] He pekoMeH/yeTcs IPEBBIIIATh
00’beM 135 MJI/KT B CYTKH.

ITaTorenes BJI/I, Bkaouaromui B cebsl yCHIIEHHYIO paboTy JbI-
XaTeJIbHOU MYCKyJaTypbl, IPOBOCIAIUTEIBHBIN CTaTyC, a TaKKe
OTPeOHOCTh B PAa3BUTUU JIETKUX IIPU OTHOBPEMEHHOM TeUeHUU
IIPOIIECCOB PenapaIuy OBPeXK/IeHHOM JIETOUHOM TKaHH, IIpeioIipe-
ZiesisieT BBICOKYIO ITIOTPEOHOCTh TAKUX JleTell B SHepruu. B 3aBucrumMo-
CTH OT cTenieHH TskecTH bJIJI KosinuecTBO 3HEPTUH, KOTOPOe I0JIKEH
[I0JIy4aTh peOeHOK, MOKeT BapbHPOBATh B IIpe/iesiax 120-150 KKaJl B
CYTKH (B [IEPHO/T OCTPHIX IIPOSBIEHUH — OT 140 KKaJI/KT B CYTKU IIPU
O/THOBPEMEHHOM O0ecIleueHUH a/IeKBaTHBIM KOJIMUECTBOM OeJIKa OT
3,5 I'/KT B cyTKH). 2KupoBas cocTaBiisioas NuTaHus pebeHKa SBIIs-
eTCsl BAXKHBIM SHEPTeTHYECKUM CyOCTPaTOM, a TaKKe NCTOUHUKOM
He3aMeHUMBIX KUPHBIX KUCJIOT U )KUPOPACTBOPHUMBIX BUTAMUHOB.
IIpu sHTepasibHOM NIUTAaHUM Ha3HaueHUe HeJOHOIIeHHBIM JIeTAM
’KUPOB B KOJINUECTBE 4,8-6,6 I'/KT B CYTKU BBITJIAIUT 0DOCHOBAHHBIM.
OTHOCHTEJILHO BBICOKOE CO/IepKaHMe JKUPOB B pannoHe fieTeii ¢ BJI]
HMeeT U IpyToe IPenMyIIecTBO, CBA3aHHOE ¢ 00jiee HUBKOH ITPOTyK-
nueit CO2. BaxxHO paHHee HaYaJl0o MUHUMAJIBHOTO SHTEPATIFHOTO
nuta"u (¢ 0,1-1,0 MJI/KT B CYTKH) He TOJIBKO JIJIsI CHIKEHUS YacTo-
ThI pazBuTus BJI/], HO u /71 obecrieueHNs TPODUKY KUIIEYHUKA, a
TaKKe CTUMYJIAIUY COCAHUA, TaK KaK B IIOCIIEYIOIIUe MeCAIbl MOTyT
BO3HUKHYTb TPYIHOCTH IIpU KOPMJIEHUH Yepe3 COCKY.

BckapmiinBaHue rpyiHBIM MOJIOKOM CHUYKAeT pUCK pa3Butusa bJI/,
YTO ellle pa3 NoJIePKUBAET HEOOXOAMMOCTh MaKCUMAaJIBHO PAHHETO
Ha3Ha4yeHusA IPyAHOT0 MOJIOKA HeZJOHOIIEHHBIM JieTAM. /1714 afneKxBar-
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HOTOo obeciieueHrsI HyTpUEeHTaMU U sHepruei aeteit ¢ BJIJ] rpyaHoe
MOJIOKO TpebyeTcs 000ramaTh, C 3TOU MEJbI0 JIyUIlle UCII0Ib30BaTh
MYyJIBTUKOMIIOHEHTHBIE (POPTHDHUKATOPHI, KOTOPbIE, TOMUMO OeJiKa
U SHEPTUH, TT03BOJIAIOT 00ecednuTh pebeHKa BaXKHBIMHU (DYHKITUO-
HaJIbHBIMU KOMIIOHEHTaAMU ITUTAHUA, TAKUMH KakK JOKO3areKcaeHo-
Bast kucsora (JIT'K). Cnoco6nocts JITK cHUKATh ypOBEHD BOCIIAJIE-
HUS ABJISIETCA BAKHOU KaK C TOYKU 3PEHU MPEyIPEeXKIeHUs, TaK
u sieuenua BJIJ]. B xIMHUUECKUX HCCIeA0BaHUAX ObLIIO MOKAa3aHo,
UTO yBeJImdueHue pucka ¢popmupoBanus bJI/] 6pU10 accomuupoBaHo
¢ Hu3kuMu KoHIeHTparnuamu JII'K y HeoHOIIeHHBIX JleTel. PopTH-
¢uxkaus rpyIHOro0 MOJIOKa IIPOBOAUTCA 710 52 Hefesb ITKB ¢ yuetom
HYyTPUTHBHOTO CTaTyca pebeHKa, 1o MoKa3aHuAM (Macca pebeHKa Me-
Hee 25 NIePLeHTUJIA C yUeTOM CKOPPEKTUPOBAHHOTO Bo3pacta, bAH —
JlebunuT Maccol Teya 6osee 10%, 1eUIUT MACCHI IO OTHOIIEHUIO
K POCTY B COUETAHUH C JIAOOPATOPHBIMHU MPU3HAKAMU JePUITHTA
Oeka, aHEMUH, OCTEOTIEHU ) (OPTUGUKATOP MOKHO UCIIOTIB30BATh
nosbine. KopmiieHne o60raiieHHbIM IPYTHBIM MOJIOKOM TI0CJIE BBI-
IFCKH, I10 CPaBHEHHUIO ¢ HEOOOTAIEHHBIM, JIOCTOBEPHO YBEJTHIUBAIIO
HabOp Beca, IPUPOCT OKPYKHOCTH TOJIOBBI U JIJIMHBI TeJIa, a TaKKe
MHUHEPIbHBINA COCTaB KOCTHOU TKAHU U 3PUTEIbHYIO GYHKITHIO K 12
MecAIlaM CKOPPEeKTUPOBAHHOI'O BO3pacTa.

I[Ipumepom MyJIbTUKOMIIOHEHTHOTO popTUdUKATOPA ABJIAETCA
preNAN® FM85 (Nestle, 'epmanus), K JOCTOMHCTBAM KOTOPOTO,
IIOMHMO CIIOCOOHOCTH 00OTaIaTh TPYy/THOE MOJIOKO JIOTIOJTHUTEb-
HBIM KOJIUYECTBOM O€JTKa ¥ SHEPTHH, MOKHO OTHECTU 0COOEHHOCTD
0EeJIKOBOTO KOMIIOHEHTA, IPEICTAaBJIEHHOTO YaCTUIHO-THPOIN30-
BaHHBIMH CHIBOPOTOYHBIMU OEJIKAMH, a TaK:Ke HaJUUYHE B COCTaBe
KOMILIEKCA BUTAMUHOB, MUKPO- 1 MaKpPOHYTPUEHTOB (BKJIIOYAs
[IUHK, CeJIeH, o, *keye30, pocdop), a Takke HabOpa MOJTUHEHA-
CBIIIEHHBIX JKUPHBIX KUCJIOT, BKItouas JII'K. YaobcerBo pa3BeneHus
(Ha 25 MJI TPYZTHOTO MOJIOKA) SIBJISIETCSA BYXKHBIM C TOUKU 3pEHUS
MIPaKTUUYECKOTO UCIOJIBb30BAHUA IIPU paboTe ¢ HeOOJTBITUMHU 00be-
MaMU TPYyTHOTO MOJIOKA.

B ciryyae UCKyCCTBEHHOTO BCKapMJIMBAHUS BCTAET BOIIPOC BBIOO-
pa ZIeTCKO MOJIOYHOU CMeCH, KOTOpas MaKCUMaJIbHO OTBeuasa Obl
TpeOOBaHUAM, IPEABABIAEMBIM K HyTPUTHBHOU MOJIJIEPIKKE JeTen
¢ BJI/I. Bo3MOKHOCTBIO 0OecIieueHus] MaKCUMaJbHOTO KOJInde-
cTBa Oeyika M KJIOPUU B OTpPAaHUUEHHOM 00beMe 00JiazilaeT cMech
preNAN® Stage 0 (Nestle, 'epmanusa) — roToBast K IPUMEHEHUIO
JKUJIKasi CMeCh, B KOTOPOU COIEPIKUTCA 3,6 TPAMMOB YaCTUYHO-TH-
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JIDOJIM30BAHHBIX CHIBOPOTOYHBIX OEJIKOB HA 100 KKaJI, TOJIHBIN Ha-
0Op BUTAMHHOB, MUKPO- H MAaKPO3JIEMEHTOB, IIOJITHEHACHIITEHHBIX
JKUPHBIX KUCI0T. I1o Mepe pocta pebeHKa MOTPeOHOCTD B SHEPTUH U
HYTPUEHTOB yMeHbIIIaeTcs, UTO B cIydae MCKYCCTBEHHOTO BCKapM-
JIMBaHUsA TPeOyeT 3aMeHbI UCIIOJIb3YEMOU CMecHu Ha HOBYIO, COJIEP-
JKAIIyI0 MeHbIIlee KOJINUeCTBO OesKa, SHEPTUH U HyTPUEHTOB. Y 100-
HBIM B 3TOU CBSI3U MPEJICTABJIAETCA UCIIOIb30BaHue cMec preNAN®
(Nestle, 'epmanusi), KOTOPYIO MOKHO HCIIOJIb30BaTh B JIBYX CTaH-
JIApTHBIX pa3BeJleHUAX — 80 KKaJI/100 MJI ¥ 70 KKas1/100 mi1. Takas
0COOEHHOCTD IPOJIYKTA II03BOJIsIET H3MEHATHh HYyTPUEHTHYIO obecrie-
YeHHOCTh pebeHKa 0e3 He00X0JUMOCTH CMeHbI cMecH. [lmaBHOe u3-
MeHEHHEe COOTHOIIEHHA OeTka U HEOEJTKOBBIX KAJIODUHU B TUTAHUHU
OT 4 1 OoJiee TpaMM,/100 KKaJI Y HAUMEHeeE 3PeJTbIX HEJOHOIIIEHHBIX
710 2,5 TpaMM/100 KKaJ y 60Jiee 3peJIbIX MO3BOJIAET MOIETUPOBATD
KOMIIO3UITUIO MacCChI TeJla, XapaKTePHYIO AJId 3/J0POBOTO IJI0/Ia U
HOBOPOXK/IEHHOTO. B mepHo;Ibl MOBBIIIIEHHOTO MOTPebIeHus Oeka
U BHEPTUH MOTYT OIATH Ha3HAYATHCA CMeCcH ¢ O0Jiee BBICOKHUM CO-
Jlep;kaHueM OeJika.

ITepeBoa HenoHOMEHHOTO peberKa ¢ BJI/] Ha cMech co CTaHAaPTHBIM
coZlep’KaHNEeM HYTPUEHTOB — IpPOIeCcC HHAUBHUAYAJIbHBINA, MPHU
9TOM CJIEZlyeT OPUEHTUPOBAThCS HE TOJBKO Ha BO3pACT peOeHKa U
QHTPOIIOMEeTpUYECKHe TT0Ka3aTeJ r, HO U Ha HOJHOTY KOPPEKIINU
JIeGUIIUTHBIX COCTOSHUH, JUHAMUKY BOCCTAHOBJIEHUS COCTOSHUSA
JIETOYHOU TKaHU U JIbIXaTeJbHOU (PYyHKIMH, O YeM OyAyT CBUEe-
TEJbCTBOBATh TaKWE IMOKa3aTesM, KaK MOTPeOHOCTh B KUCJIOPO-
JloTeparuy, SpOz. I nereti ¢ BJI/ B mepBble Ba rojia *KU3HU
XapaKTepPHBI BbICOKASA YAaCTOTA TOBTOPHBIX TOCIUTATIU3AUH B CTa-
IIMOHAP, YTO MOJAYEepKUBAaeT BaKHOCTh NPOGUIAKTUKHU pecrupa-
TOPHBIX UH(MEKIUH, B IEPBYIO OUEPEb BUPYCHBIX, KOTOPbIE MOTYT
OBITH TPUTTEPAMH PA3BUTHA OPOHXUATBHOU OOCTPYKIIUHU Y TAKHUX
Jletel. B HacTosIee BpeMs MOSBHUIACH BO3MOKHOCTD HCII0JIb30BaTh
HYTPUTHUBHYIO IIOJIJIEPIKKY B KAUECTBE COCTABJISAIOIIEA KOMILIEKCA
Mep I10 MPeYIPEK/EHUI0 PECITUPATOPHBIX BUPYCHBIX HH(EKITUH Y
JleTeli IepBoro rojia JKu3Hu. Tak, BKIIoUeHue B cocTaB cMec NAN®
SUPREME (Nestle, 'epmanust) AByX 0JUTOCaAXapUA0B, UAEHTHY-
HBIX [0 CTPOEHUIO OJIUTOCAaXapHuiaM IPyAHOrO MoOJIoKa (2-dyko-
3WJUIAKTO3a U JIAKTO-N-He0oTeTpao3a), MO3BOJIMJIO CHU3UTD K KOHILY
IIEPBOTO T'o/la KU3HU y JIETEH, TOJIYIABIINX ATy CMECh, YACTOTY
ocTporo OpoHXHUTa Ha 70%, a TPYIIIBI HO30JIOTHH, OIIPeeIEHHBIX
uceyaenoBatenssmu kak « MH/II», — Ha 55%.
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MenukaMeHTO3HAas Tepanud

HaszHaueHmne JlekcaMeTa30Ha B CBA3U C €70 IIPOTHUBOBOCIIAIUTEIIb-
HBIMU 3¢ dekTamMu HeloHOIeHHBIM JleTaM ¢ OHMT, Haxogamumes
Ha VBJI, IpHUBOAUT K YJIyUIIIEeHUIO Fa3000MeHa B JIETKUX, YMEHbIIIaeT
OTPeGHOCTD B BBICOKOM FiO, ¥ ITUTENIbHOCTD BEHTHJIALIMU, YACTOTY
BJI/I, HO He CHI?KaeT HEOHATAJIBHYIO CMEPTHOCTD. 3a CUeT CTUMYJIS-
LMY IBIXaTEeTBHOTO [eHTpa KodernH yMeHbIaeT moTpebHocTs B IBJI,
U OIIOCPEJIOBAHHO — BEHTHJIATOP-ACCOIIMIPOBAHHOE ITOBPEXK/IeHNE
JIETKUX, CHIKasA yacToTy BJI/] u mposioyKUTeIbHOCTD KUCIOPO03a-
BUCHUMOCTH, YCKOPsis aKcTyOarnum. Y seteti ¢ BJI/] HazHAUYaOT TUype-
TUKU JJ1A YIIYUIIEeHNs PACTSXKUMOCTHY JIETKUX, YMEHBIIIEHUs COIPO-
TUBJIEHU JIBIXaTeTbHBIX IyTeH U CHIKEHUA JIETOYHOTO COCY/IHCTOTO
CONPOTUBJIEHUA. 11 UHTATAIUHN ¥ HOBOPOK/IEHHBIX HCIIOJIB3YIOT
KOMITPECCUOHHBIE WU MeMOpaHHbIe HeOyaiizepsl. THTaIAOHHbIE
OPOHXOJIUTUKY BKJIIOYAIOT [3,-arOHUCTHI (cambbyTamMost), aHTUXOJIU-
HEPTUYECKHE pernapaTsl (MIIpaTpoIus 6pOMUT) WK UX KOMOWHA-
nuio. B Tabi1. 6.4 06061eHa nHGOpPMAaIKA O TepCOHU(PUIIITPOBAHHON
MeINKaMeHTO3HOH poduiakTuke u Tepanuu bJI/I.

Bompoc 0 MenMKaMeHTO3HOM IleJleBOM Tepamuu JIETOYHOH
TUIepTEeH3UN HeoOXOAUMO paccMaTpuBaTh y zeteir ¢ BJI]
U CTOHUKOU JIErOYHON THUIepTeH3Ued IMOocjae ONTHUMAaJIbHOTO
JjledeHUs uMelollerocsi 3aboJsieBaHUSA AbIXaTeJbHBIX IIyTeH u
cepana. ®apMakoIOruyeckyro Tepanuio HeoOX0AMMO HaUuUHATh Y
MAIfMeHTOB ¢ IPU3HAKAMU BBIPAKEHHOTO ITOBBIIIEHNUS JIETOUHOTO
COCYZIICTOTO COIIPOTHBJIEHUS U IIPABOXKEIYOUKOBOH cep/leuHOH
HeJIOCTaTOUYHOCTH, DU BBIABJIEHUN IHIEPTPOdUH, AUIaTAIIUN WIN
JIUcYHKIINY IIPABBIX OT/IEJIOB CEPALIA, He CBA3AHHBIX C [TaTOJIOTHEN
JIeBBIX OT/IEJIOB cep/Ilia WIN CO CTEHO30M JIETOYHOH BeHbl, BEeHO3HOH
JIETOYHOU TUTIEPTEH3UEM.

JlekapcTBeHHas Tepamnus JIETOUYHOM TUIEPTEH3UU HOCUT
cTynmeHUaThIi XxapakTep. Ilesecoob6pa3HO WUCIOIb30BAHUE
OPUTHHAJIPHBIX IIpenapaToB. B kauecTBe mpemapara IepBOTO
BpIOOpa mcnosbayeres cuneHadun (Pesanmo). Cunmenadpuia —
MOIITHBIA ¥ CeJEeKTUBHBIA HHTUOHTOp nI'MO-crenuduyeckoi
dochoauscrepassl Tuna 5. J[o3upoBKa cuseHadma: nepopaabHO
CTapTOBas J103a 1-1,2 MI'/KT/CyT B 3-4 BBe/ieHUs. Borrpoc 0 HazHaueHN !
cuneHaduIa MOKeT pacCMaTPUBATHCA B CIIyUae, eCyIU 4-HeJleJIbHasd
KHCJI0pOoZioTepanus A nesiesoi SpO,>95% mpu MOATBEPAKIeHHOU
JIETOYHOM TUIlepTEH3UH He NTpUBeJIa K CHIDKeHUo okaszaresns CIJIA
IIpU KOHTPOJIbHOM u3MepeHuu win C/IJIA BbIle 2/3 OT CHCTEMHOTO

124



CUCTOJINYECKOTo JiaBiaeHus. IIpu oTcyTeTBUYM MOO0UHBIX 3G ¢HEKTOB
(cucremHast aprepruasibHas TUIIOTEH3Us, IPUATTU3M) /1032 MOKET
OBITh ITOCTENIEHHO yBeJINUeHa B TeUeHNe JIBYX HeZleJlb JI0 IOCTIKEHU
skenaembix 3HaueHUi CJ/IJIA 10 MaKCUMaJIbHOU JTO3bI 8 MT/KT/CyT
oz, koHTposieM IxoKI'. IIpu HazHaueHUU JTAHHOTO Ipelraparta
peKOMeH/TyeTcs IIOCTOSHHBIN KOHTPOJIb APTEPUAIBHOTO JIaBJIeHUA U
YPOBHS OKCUTeHAIUU, OIeHUTh 3(pPekTuBHOCTh 03BOJIseT IXOKI ¢
OTIpeJiesieHeM [T0Ka3aTeJisl JaBJIeHUs B JIETOYHOHN apTepru.

I[Ipu HeadPexTuBHOCTU TpHU KOHTPOJAbHOU IDXOKI' Tepamuu
cuiieHadUI0M B MaKCUMAaJIBHOH /103€e uepes 4 HezleIu OT Havuaia
IpueMa Ipenapara, pa3BUTUH T0OOUHBIX 3G PEKTOB, MOBBIIIIEHUN
CcbIBOPOTOYHOro ypoBHA NT-proBNP pekomenayerca Ha3HaueHUe
UHTUOUTOpPA 3SH/IOTEJUHOBBIX pelenTopoB Tuma A u Tuma B
0o3eHTaHa (Tpakimp) B 7103€ 4 MI'/KT/CyT B /iBa IIpHeMa B KauecTBe
MOHOTepaIWH WIN B KOMOMHAIINY C CUIJIeHa(dUIIOM.

Creyolum 1aroM Tepamnuy, yepes 4-6 HeZlesb, IPU YXyAIIeHUN
WJIU OTCYTCTBUMU IOJIOKUTEIBHON TUHAMUKHY, UTO IIOATBEPIK/IAETCS
IIpU KaTeTepU3alyH IIPAaBBIX OT/EJIOB CepAlla U IIPOBEJeHUH
Ba30PEAKTUBHOTIO TeCTa, ABJIAETCA Ha3HAUEHNe NHTAJIAINN OKCHIa
asoTa B /103€e 10-20 ppm.

IIporHo3 u JajibHellIee BeJieHue

[TocJie BBIMMUCKY M3 HEOHATAILHOTO CTAIIIOHAPA TPH Tskeston BJI]]
MOTYT OTMeYaThCs cuMIITOMbI BOH, /ipIxaTeIbHOU HEJIOCTATOYHO-
cTH (9KCIHUpATOPHAs WJIN CMENIaHHAs O/IBIIIKA, TAXUITHOI, IIPU 3TOM
HEeO0X0IUMO TIOMHHTD, YTO /IO JIOCTHKEHUS PeOEHKOM MacChl Tesla
4000 rpamm u [TKB 2 mecsieB B Hopme Y/l MOXKeT COCTaBJIATH /10
60 B MUHYTY) ¥ OPOHXHAJILHOU OOCTPYKIIHU (CBUCTAIIUE XPUIIHI,
pacmpocTpaHeHHasl WJIHM JIOKaJbHas Kpenuramnusa). [IpoBogsar
00s13aTeJIbHBIN KOHTPOJIb IIPHOABOK MACChI M POCTA, IICHXOMOTOPHOTO
pasBUTHUSA, JIeUEHHE COMYTCTBYIOIIEH IMaTOJOTHH KOMaHIOU
CIIEeUaJIICTOB.

Yewm Menblile I'B, TeM BbIIIe pUCK Pa3BUTHA U CTelleHb TsxecTu BJI/T.
Hetn, Hy>k/1ato1yiecsi B KMCJ0pojioTepanuu B 36 Hegesb [IKB, nme-
OT BBICOKYIO BEPOSITHOCTH TOTO, UYTO PECIIPATOPHBIE IIPOOJIEMBI Y HUX
Oy/lyT OCTaBaThCs HA MPOTKEHUHU TIEPBBIX JIBYX JIET *KU3HH. BmecTe ¢
TeM, y OOJIBIIIMHCTBA OOJIBHBIX C BO3PACTOM COCTOSTHUE YJTYUIIAeTCs.
DyHKIIMA JIETKUX, HApYIIIEeHHAsA Ha paHHUX dTamnax y 60bHbIX BJI/,
VJIy4IIIaeTcs TI0 MEPE POCTA JIBIXaTeTbHBIX IMyTel 1 (OPMHUPOBAHUA
HOBBIX aJIbBe0J1. Mopdosioruueckue U COOTBETCTBEHHO pe3u/IyaIbHbIE
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PEHTTeHOJIOTHYECKIe U3MEHEeHUsI COXPAHAIOTCS I0KU3HEHHO, II03TOMY
HeT CMBICJIA B KOHTPOJIBHBIX PEHTI€HOJIOTHYECKHUX HCCIIEIOBAHUAX B
JUHAMUKe. [[JTUTeTbHO COXpaHAEeTCs TUIePPeaKTUBHOCTD JbIXaTeIbHBIX
ITyTEH, UTO OIIPEJIEISET YaCTOE Pa3BUTHE OPOHXHATBHON OOCTPYKITHH B
TIepBBIE TOBI *KU3HU. Y JieTel ¢ BJ1/] OBBIIIEH PUCK TEPCUCTHPYIOIIHX
aIrHOd HEJIOHOIIEHHBIX (10 44-48 Henens ITKB), 3amep:kku pocta u
HEPBHO-IICHXUYECKOTO Pa3BUTHA, CUHIpOMA JeUITITA BHUMAHUSA U
THIEPAaKTUBHOCTH.

Knunnueckue nmocsenctsus bJI/] BKII0Ua0T OCTpble OPOHXUOIUTHI
TAXKEJIOTO TeueHusA (JacTo TpeOyIOT TOCIUTATN3alu, Ha3HAUeHU A
KUCJIOpoJioTepanuy, nposefenus VIBJI), mOBTOpHBIe 3MH307bI
OpOHXUAJTBbHOU OOCTPYKIIMU, XPOHUUECKYIO JIBIXaTEJIbHYIO
HEJIOCTAaTOYHOCTh, OPOHXUAJIBbHYI0 acTMy, OOJUTepUPYIOIIUI
OPOHXHUOJIUT, 5MPU3EMY JIETKUX, XPOHUUYECKYIO OOCTPYKTHUBHYIO
6ose3ss sierkux (XOBJI). Kuciopomosasucumbie fetu ¢ BJIJ moryt
OBITH OTHECEHBI K TpYIIe IOBBIIIEHHOTO PUCKA OCJI0KHEHHOTO
TedeHUs HOBOU KopoHaBupycHou wuHpexknuu COVID-19.
PexomenyeTcss MUHUMU3UPOBATh KOHTAKTHI ¢ NHQEKITMOHHBIMU
00JIbHBIMU, BO3/IeHICTBYE a3POIOJIIOTAHTOB, UCKIIIOYUTD [TACCUBHOE
U C BO3PACTOM aKTHUBHOE KypeHHe, BaKI[MHAIUs B COOTBETCTBHUU
¢ HamuonanpHBIM KasieHAapeM, UMMyHonpoduaaktuka PCB-
uHpeknun. letsam c BJI/] B Bo3pacre /10 2 jieT, KOTOPHIM TPebOBaIOCh
siedeHue 110 ooy BJI/] B TeueHue nocaeaHux 6 MecAleB (HaHHAsg
Tepanus MOXKeT BKJIIOUATh B ce0s JONMOJTHUTEIBHBINA KHUCIOPO/I,
cucremubie 'KC u/mwmm UT'KC, cucreMHbIE U HHTAJIAIUOHHBIE OPOH-
XOZIMJIaTaTOPHI, JUYPETUKH), IIOKa3aHA TaCCUBHAs UMMYHOIPOdU-
snaktuka PCB-undeknuu ¢ momornipio nannBusymaba (Cunaruc).

Jetu ¢ BJI/] *MeIoT MOBBIIIEHHBIA PUCK PA3BUTHs OPOHXHAIBHOU
actMbl. K rpymne prcka OTHOCATCSA I€TU C OTATOLEHHBIM CeMeHbIM
(atronuueckue 3a00JeBaHUA) U JIMUHBIM aJIEPrOaHAMHE30M
(comyTcTBYIOIHE ATOMMMYECKUH JEPMATHUT, A/JIEPTHYECKUN PUHUT),
303uHOGUIINEN B 00IIEM aHAJIN3€ KPOBH, PEITU/IUBAMU OPOHXUAIBHON
o6cTpyKIIY, 0COOEHHO B BO3pacTe cTaplile 2 JieT, IpoTeKalollei
6e3 JIUXOpaZKu, OT BO3JEHCTBUA a3pOalIEPTeHOB, C XOPOIIUM
3(pderToM OT MpUMEHEHU S UHTAJISIUOHHBIX OpoHX0UTHKOB, IT'KC.
s moATBEPIK/IeHUS TUarHo3a OPOHXUAIBHON aCTMBI IIPOBOUTCS
aJI7Ieproyiorunyeckoe oOcaeloBaHuUeE ¢ OIIpe/ieJIeHIeM Crielln(pIIecKx
IgE x uHTQIAIMOHHBIM ajUlepreHam. Tepamusa acTMbI IPOBOIUTCS 110
obmuM npunnunam. I[Tocse 5 j1eT Ipy ePCUCTUPYIOIINX CUMITOMAX
JIBIXaTeJIbHOU HEeJO0CTaTOYHOCTH, OpPOHXMAJIbHONH OOCTPYKIIUH
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pexomenzayetcs nccaenopanue ®BJI, KT serkux (mpu mogo3peHun
Ha pa3BUTHE OOJIUTEPUPYIONIETO OPOHXUOIUTA).

CMepTHOCTD COCTABJISAET 4,1% y JleTell IepBBIX 3 MeCAIeB KU3HU,
1,2-2,6% — Ha IIePBOM rofy *Ku3Hu. ®akTopamy HeOIarOMpUATHOTO
nporHo3a npu bJI/] asisaoTes 3BYP miiozia; npooKUTEIBHOCTD
WBJI 6osiee 6 MecsAlleB; BHYTPUKETY0OUKOBOE KPOBOUBJIUAHIE;
cynpacucTeMHas JieroyHas THUIEPTEH3Us, JIeTOUHOe CepjIle;
He0oOXOMMOCTD JIOTAITNU KUCJIOPOZia B BO3pacTe cTaplie roza.

BJIJT — dakrop pucka pazsutusa XOBJI y B3pocybIx, ae IpU OTCYT-
CTBUU aKTHBHOT'O KypeHHs. BarkHa npodeccroHanbHAs OpHUeHTaIHA
JTAaHHBIX ManyeHToB. [Tpu BeIOOpe mpodeccy HeoOXOUMO YIUTHIBATE
HaJn4ue JAHHOTO 3a00s1eBaHmA, n30eras npodeccuii, CBsI3aHHbBIX C NH-
TUIAIMOHHBIMU Bo37ieticTBuAMIE. K mpodeccusaM, cBA3aHHBIM C ITOBBI-
mieHHBIM prickoM XOBJI, oTHOCATCSA IIaxXTephl; CTPOUTEIbHBIE Paboule,
CBsI3aHHBIE C IEMEHTOM; paboure MeTa/UTypriuiecKoi TPOMBIIIIEHHO-
ctu (ropssyas 06paboTKa METAJUIOB); JKeJIE3HOJOPOKHUKHI; pabouue,
3aHATHIE IepepabOTKOI 3epHa, XJI0TIKA U IIPOU3BO/ICTBOM OyMar.
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I's1aBa 77
Cunapom Buibcona—MuxkuTu

OnpenesieHne U 3NMUAEMUOJIOTUA

Cunnpom Bunscona—Mukutu (CBM, CHHOHUM: HHTEPCTUIIHAIb-
HBIU JIETOYHBIN (UOPO3 HEJOHOIIEHHBIX), BIIEPBBIE OMHCAHHBIN
amepukaHckumu neguarpoM M.G. Wilson u pentrenosiorom V.G.
Mikiti B 1960 r., — otsinunoe ot BJIJ] camonumutupyomieecs M3JI
HEeJIOHOIIIEHHBIX, XapaKTepu3aylollleecss HapyIIeHHeM Pa3BUTHS JIeT-
KuX, GrOpo30M, TUIIOIITIa31eH COCY/I0B JIETKUX, MaHU(eCTUPYIOIee
B IIepBbIe 2 MecAIa XKU3HU B BUJIE JIbIXaTeJIbHON HET0CTaTOYHOCTH,
COIIPOBOK/IAOIIIeHCs pa3BUTHEM KHCIOPO/I03aBUCHMOCTH.

Yacrora CBM cocrapiisieT MeHee 4eM 1 Ha 10 000 HOBOPOXK/IEHHBIX.
JlaHHBII CHHAPOM Yallle IopakaeT MaJIbUYNKOB, pa3BUBAETCS IIPEUMY-
mecTBeHHO y Jieteit c OHMT mipu porxaennu ¢ I'B MeHee 32 Henesb.

ATHOJIOTHA, TATOTeHe3 U MaTOMOP@oI0TUa

Atuosnorua CBM ocraerca He /10 KOHIA SICHOU. PesysbpTaTsl
J1abOpaTOPHBIX HCCIIeIOBAHUM Ha MHQEKIIUU B IIO/JABJIAIONIEM
OOJIBIIMHCTBE HAOJIIOJAEHUN oTpUIaTesbHble. [Ipu GPOHXOCKO-
nuu u OpoHxorpaduu, BHINOTHEHHBIX HanueHTam ¢ CBM, BBI-
ABJISIN HOPMaJIbHOE CTpOeHHe OpOHXHaJIbHOrO JepeBa. B
KauyecTBe 3TUOJIOTUYECKUX (PAaKTOPOB OOCYKAAIOTCSA HeIOPa3BUTHE
JBIXaTeJbHBIX INyTed Yy HEeJOHOUIEHHBIX, MaTepUHCKUHU
XOpPUOAMHUOHUT. B aHaMHe3e 4acTo BBIABJISIOTCS ByIaTaJUIIHbIE
KPOBOTeUEHUs BO BpeMs OepeMeHHOCTH, IIPeKeBpeMEHHBIH Pa3phIB
IUTIOIHBIX 000JIOUEeK, Ipek/eBpeMeHHas OTCA0NKa HOPMAaJIbHO
PpacIioso:KeHHOH IIIalleHTHl, IpeJjie’kaHue IaneHTsl. Bo3aMoskHO,
JierouHbIft prbpo3 mpu CBM sABjsieTcs pe3ysIbTaTOM aHOMAaIBHOM
penapanuu mociae (GOpMUPOBAHUS «BO3AYIIHBIX JIOBYIIEK» B
CKJIOHHBIX K KOJIJIATICY JIbIXaTeJIbHBIX IyTAX HeJIOHOIIEHHBIX JleTel
¢ OHMT npu poxxiieHuu.

ITpu MaKpOCKOTMYECKOM HCCIIeZIOBAHNH JIETKOE Ha pa3pe3e UMeeT
XapaKTePHBIN BHJ: IUPPOTUYHASA ITOBEPXHOCTb, BBIPAKEHHBIE
MexxzoyieBble (GUOPO3HBIE TMEPEropofKH U 3HAYUTEIBHO
5M(}U3eMaTO3HO pacHIupeHHble J0JAbKU. [IpM MUKPOCKOIUH
OTMeuaeTcsl YTOJIIIEHNe MeXKaJTbBeOJIAPHBIX IEPETOPOJIOK U
KHUCTO3Hble 3MuU3eMaTo3Hble M3MEHEHUs, KalWwuIsApHas ceTh
JIETKUX Pa3BUTA He IOJIHOCTHI0. IMpuszeMma jserkux npu CBM moxer
OBITH BbI3BaHA ITPOTEOIUTUUECKON JIECTPYKIINEN TApeHXUMBI JIETKUX.
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I'ucrosornyecku yIIOTHEHNe HHTEPCTULNSA CBA3AHO C KJIETOUYHBIM
BOCIIaJIeHHEeM U TUIepIUIa3ued IJIaJIKOMBIIIEYHBIX BOJIOKOH. B
QJIbBEOJIAPHOM IIPOCTPAHCTBE YACTO BCTPEYAIOTCA TMCTHOLUTHI U
MOHOHYKJIeapsl. B omyirane ot kinaccuaeckoit dopmel BJI/I, mpu CBM
OTCYTCTBYIOT IPU3HAKU MeTa- WM JUCIUIa3UU SIIUTEIU.

KianHuueckasa kapTuHa

3aboneBaHue yale Bcero MaHUMECTUPYET HA 5-35 JIeHb KU3HU;
B JINTEpaType TakXKe coolbIaercs o BoO3HUKHOBeHNN CBM y nereit
B BO3pacTe OT 1 JIHA 0 15 HeJesb XKU3HU. Haumbosee TsaKeIo
3a00J1eBaHNe IPOTEKAeT Y HauMeHee 3pesIbIX MIafieHIeB. B peakux
ciaydasnx y zmereir ¢ CBM B niepBble JHU XU3HU Bo3HUKaeT PJICH,
TpeOyoImui mpoBeseHus Kuciaopomorepanuu, CPAP, VBJI u
KYIIUPYIOIAHICS Ha 3-4 CYyTKH KU3HU. B3anmocsaszu mexay P/JICH u
IIPOBOIIMOM I10 €T0 TIOBOJTY PECITUPATOPHOM Teparmuei, HeKIneH,
acrimparueil 1 CBM He ycTaHOBJIEHO.

ITepBBIMU KIMHUYECKUMU IPU3HAKAMU 3a00JI€BAHUSA ABJIAIOTCS
TaXUITHOD, IMAHO3, ObIIIKA C BTAKEHHEM YCTYIIUHBBIX MeCT B
o6J1acTu TPyAUHBI U MeXpeOepHBIX MPOMEKYTKOB (peTpaKI(um),
IIOBTOPHBIE IIPUCTYIIBI allHO3, B TOM 4YHCJIe COIIPOBOXKAAIOIINECs
O6panukapaueii. Ilo Mmepe mporpeccupoBaHus 3abosieBaHUSA
MIOSABJIAIOTCA Kalllesib, IMAHO3, YCUINBAIOIIHUNCA IPU HArpy3Ke,
sMpuzemaTosHoe B3AyTHe TpyAHOU kjaeTku. YJ[/l 3audacTyio
JIOCTUTAET 100 B MUHYTY. TKeCTh JIbIXaTeIbHON HeZJ0CTATOUHOCTH
JIOCTUTaeT CTelleH! KUCJI0POJ03aBUCUMOCTH y BCeX IIallieHTOB, YTO
ABJIIeTCA MapKepoM JJaHHOI'O CUH/IPOMA, pAJ, NallMeHTOB MOTYT HYy-
skparbesa B UBJI. CuuTaroT, 4TO XpUIIBI B JIETKUX He BBIC/IYIINBAIOTCA
JI0 MOMEHTA IOSABJIEHUS CeP/IeYHON HeJocTaTouHOoCTH. JInxopazka
BO3HUKAET JIUIID B CJIyIassX BOSHUKHOBEHUS OCTPOU peCcIIupaTOPHOH
MHOEKINH, KOTOpasA 9acTo ABJIAETCA IPUINHON perocuuTaaIn3anun
6071pHBIX. POCT 11 pa3BUTHE HE3HAYNTEIBHO OTKJIOHAIOTCSA OT HOPMBI,
3a HCKJII0YeHUeM CIydaeB IIPUCOeJUHeHNA NH(PEeKINY WIN Pa3BUTUA
OCJIO’KHEHUU — JIETOYHOU TUIIepPTeH3UHN U JIETOYHOTO cepaua. Ilpu
01aTOIPUATHOM TeueHUH 3a00j1eBaHUA CUMIITOMBI IBIXaTeIbHOH
HeJJ0CTaTOYHOCTH MeJJIEHHO yracaloT B TedeHHe HeCKOJIbKUX
HeJleJIb WU MecsAIeB, BEPOATHO, IO Mepe pocTa pebeHKa U JIETKUX.
Y OosipIIMHCTBA IAlMEHTOB /bIXaTeJbHas HEIOCTATOYHOCTH
CIIOHTAHHO paspelnaeTcs yepes 2-6 HezlesIb OT Hauasia 3ab01eBaHus.
ITo cpaBHenuo ¢ BJIJ] cumntombl CBM BO3HUKAIOT M033Ke, UEM IIPU
BJI/I, MeHee BbIpakeHbl, XapaKTepU3yI0TCs CIIOHTAaHHBIM PErpeccoM.
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JlnmarHocruka

IIpu 1a6opaTopHOM OOCIETOBAHUY ONPEIEAETCS TUIIOKCEMUS,
yMepeHHas TUnepKanHusa. MapKkepbl CUCTEMHOHN BOCHIATUTETbHOMN
peakiuy, bakTepruaabHON HHpEKINN oTprunareabHble. Heobxoanmo
[IpOBe/IeHNE 3X0KapArorpadun JJis UCKIIOUeHUs JIETOYHOH TuIep-
TEeH3HH, JIETOYHOI'0 cepALa.

BeimenanT Tpu peHTreHorpaduueckux craguu CBM: ocTpyio,
MIPOMEXKYTOUYHYIO, pa3pelnleHue. B ocTpylo cTaguio Ha peHTre-
HOTpaMMax OpPraHOB IPYHOMN KJIETKH, BHIIIOJTHEHHBIX B MOMEHT
BO3HUKHOBEHUS KJIMHUYECKOU CUMITOMATHUKH, BU3yaTU3UPYET-
csl IBYXCTOPOHHUU PETUKYJIOHOAYISAPHBIN HIJIN PETUKYJIAPHBIH
naTTepH ¢ MaJIeHbKMMHU KDPYIJIBIMU IIPO3padyHBIMU (QOKycaMHu,
MIPUIAIONINMHU JIETKUM «IIy3bIpUaThIi» BUJI, TeHepaIu30BaHHAA
TUNEPBO3AYIIHOCTh. Uepe3 HeCKOJIbKO HeJlesIb WIN JaKe MecsAIleB
peHTreHoJsIorruYecKkas KapTUHa u3MeHsaeTcA. B IpoMeXyTO4YHYIO
CTaJINIO MOSABJIAIOTCSA IPYOBIE ITOJIOCOBU/THBIE VIIJIOTHEHUSA, UCXO0-
JiAIIe U3 KOpHeH JIerkux, HanboJjiee 4acTo JIOKAIU3YoIuecs B
BEPXHUX J0JIAX JIETKUX. B 5TO BpeMsa KucTo3HBIe 00pa30BaHUS B
OCHOBaHUAX JIETKUX YBeJIUUHUBAIOTCA U cauBaloTcA. HuxxHue goiu
CTAHOBSATCSA MEPEPACTAHYTHIMH, C IIOBBIIIEHHOU IPO3PAauYHOCTHIO,
Habsro1aeTces ynoenue auadparmsl (puc. 6). IlostHOE paspele-
HHE U UCUe3HOBEeHIEe PEeHTTeHOJIOTUUEeCKUX U3MEeHEeHNH ITPOUCX0-
JIUT B Bo3pacTe 3-24 MecsAleB. [Tapaiennsm Mex/1y KIMHUUECKOH
MaHudecranuel ¥ U3MeHeHUAMH Ha 0030PHBIX peHTTeHOoTpaMMax
OPraHOB TPY/AHOU KJIETKU UMeeTcs He BO Bcex ciaydasx. VHorzma
PeHTreHoJIOTHYecKre U3MeHeHUs IIpellecTBYI0T MaHudecTauuu
3abosieBaHusA. KinHudyeckoe BBI3/IOPOBIEHNE OOBIYHO HACTYyIIA-
eT paHblIlle, UeM paspellleHle PEHTTeHOJIOTHYeCKUX U3MeHeHNH,
KOTOpbIe B HEKOTOPBIX CIydasaX COXPaHAJIUCH B TeYeHHEe MHOTUX
MecAILeB U JaxKe JIeT.

KT nmomoraet B Bepudukanuu guaraosa. Otmeuvaercs sobapHas
TUNepUHIANNSA, YIJIOTHEHHEe NMepuOpOHXOBACKYJIAPHOTO U
Me>K/I0JIEBOTO HHTEPCTHULIHA C BO3HUKHOBEHUEM OOMIIMPHBIX
IIapeHXUMAaTO3HbIX I10JI0C, PACIIOJIOKEHHBIX Ha Nepu@epun JIeTKuX.
Takke MOryT omnpezenATbCcA aTeseKTa3bl, HePaBHOMEDPHOCTD
MMHeBMAaTHU3anuu, sMduseMaTo3Hble oOpas3oBaHUA (puc. 7).
I[Ipumenenue KT npu CBM 103BOJINJIO BBIIBUTH, UTO IIOJIHOE
paspellleHUe HacTyllaeT He paHblile, YeM pebGeHOK JOCTUTHET
7-MeCAYHOT'0 BO3pacTa, OJJHAKO U3MeHEeHHs MOTYT COXPaHATHCA J10
10-sieTHero Bo3pacra. KT 1103BoJisseT yTOUHUTDh XapaKTepHbIe 0CO-
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PucyHok 6

PenTtreHorpamma pedeHka 25 cyTok xku3Hu ¢ CBM: nmos1ocoBuaHbIe
YIUIOTHEHHA B BEPXHUX OT/eJIaX JIETKHX, yYaCTKH 3M(PU3eMaTO3HbIX
B3/LyTHIA.

PucyHok 77
KoMmnbpoTrepHas ToMorpaMmMa peGeHKa B Bo3pacre 7 Heeab ¢ CBM:
YILIOTHEHHE IIePHOPOHXO0BACKY/ISIPHOTO U MEXK/0JI€BOTO HHTEPCTUIMA.
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GeHHOCTH 3a00JIeBaHUSA HA PAHHUX CTA/IUAX, KOT/]A JAHHbIE PEHTTe-
HOTPaMM SBJIAIOTCSA Heclelu(PUIHBIMI; COOTBETCTBEHHO, CYKAETCS
crieKkTp 3abosieBaHuil npu nuddepeHIHATBHON JUATHOCTUKE,
BKJIIOUatoIux BJIJI, reHeTnuyeckuii 1epUIUT cypdaKTaHTHBIX IIPO-
TEWHOB U THEBMOHUIO.

HccnenoBanue pecnupatopHoil GyHKIUU y nanueHToB ¢ CBM
HI0Ka3aJI0 MOBBIIIEHHOe cofiepkanue B jierkux CO,, BHyTpusIerod-
HOe IIyHTUPOBAaHHE CIIPaBa HAJIEBO IIPU PA3BUTHUH CYIIPACUCTEMHOM
JIETOYHOU THUIIEPTEH3UH, YMEHBIIEHHE DPACTSKUMOCTH JIETKUX
BCJIE/ICTBHUE TTOBBIIIIEHHOTO COIPOTHBJIEHUS BO3/[yXOHOCHBIX ITyTeH,
ymenblinenne ®POEJI, 3a7iep:KKy BO3/lyxa B JIETKUX U IOBBIIIEHHbBIE
SHEPTETHYECKUE 3aTPAThI Ha JIbIXaHUE.

Jleuenue

Jleuenue CBM cumnTomatnueckoe. [IpoBOAUTCS rUNIEPKATIOPUA-
HOe MUTAHHE B CBSA3U C IOBBIIIEHHBIMH DHEPTeTUUEeCKUMU I0Tped-
HOCTAMMU, KUCJIOPOJOTepAIIUA 1J1d YMEeHbIIEeHUs CTelIeHU TUIIoKCce-
MUH, [IPU 5TOM YPOBEHb 1es1eBor SpO, M0JKeH ObITh BbILIE 90-92%
IIpYU OTCYTCTBUHU JIETOYHOU I'UINIePTEH3UH U BHIIIE 92-94% — IIpU ee
HaJIU4YUU. YCKOPUTD BBIIIUCKY II03BOJIAET JIOMAIIHAA KACIOPO0Te-
panus. lururanusanys IoKa3aHa B caydasx 3aCTOMHOM cep/ieaHON
HeIOCTAaTOYHOCTH. AHTHONOTUKY He BJIUSIOT HA TeueHUe 3aboJe-
BaHUsA, U UX UCIIOJIb30BAHUE OIIPaBJaHO TOJIBKO IIPU HAJTUYUHU CO-
nyTcrByomei nHdexknuu. 'KC Takke He TOKa3aHbl IPU TAHHOM
3a00J1eBaHUY, CUUTAETCA, UTO UX 3 DEKT B IPEeTOTBPAIIEHUH 10~
caenytomniero ¢pubposa BecbMa cCOMHUTeNEH. /11 TpoduaakTUKI
aIlHO3 MOKeT Ha3HauaTbcA kKodenH. Mimeercsa onbIT seueHus CBM
nHrasAuAMu NO (B cIydasx BBICOKOH JIETOYHOU TUIIEPTEH3UH),
BYOMUBJI.

IIporunos

CHUMIITOMBI MOTYT IEPCUCTUPOBATD B TeUE€HHE MHOTUX MeCAIEB.
WccnenoBanua GyHKIUHN JIETKUX BBIABIIAIOT ITOBPEXKEHUA MaJIbIX
JIbIXaTeJIbHBIX ITyTel, OPOHXUATBHYIO 00CTPYKIINIO, KOTOPHIE MOTYT
00HapyKUBaThCSA BILIOTH JI0 8-10-J1eTHero Bo3pacTa. Ha nepsom rozy
>KU3HU IOBBIIIEH PUCK TAXKEJIOr0 TeYeHUA PeCIINPaTOPHBIX UH(EK-
nuii. CBM 06bIYHO CaMOIIPOM3BOJIHBHO pa3pelraercs, OJHAKO CMEPTh
MOJKeT HaCTYIIUTh OT Cep/IeYHON HeI0CTaTOUHOCTH, IbIXaTeTbHOMN He-
JIOCTaTOYHOCTH WJIM PECITUPATOPHOHN MH(EKITUH.
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T's1aBa 8
I'enHeTnueckue qucHyHKIUA
cyp(daKTaHTHBIX IPOTEUHOB

OnpenesneHusa v SNUAEMHUOJIOTUA

Jlerounsiii cypdakraut (ot auri. surface active agent — moBepx-
HOCTHO aKTHUBHOE BEIECTBO) IIPEJICTABIIsIET COOOU CMeCh JIMITHIOB
(90%) u 6enkoB (10%), CUHTE3UPYEMBIX asibBeostorutamu 11 Turma,
KOTOpas B BUJIe IJIEHKU NOKPHIBAET IOBEPXHOCTh TEPMUHAIBbHBIX
OPOHXHUOJI U ATbBEOJI, CHUKAET TIOBEPXHOCTHOE HATSKEHHUE Ha Tpa-
HUIIE KUJIKOCTh-BO3/IyX, IIPEIATCTBYS CIIaJIEeHUIO aJbBe0JI B KOHIlE
BBIJIOXa. BeJIKOBBIN KOMIIOHEHT BKJIIOUYAET YeThIpe CIennDUIecKuX
cypdakTauTHBIX potenHa: A, B (SP-B), C (SP-C) u D. Ipyrumu 6eJ1-
KaM#, He0OXOUMBIMU 11 HOpPMAaJIbHOU CTPYKTYPHI U GYHKITHOHU-
pOBaHUs JIETOYHOTO cypdaKTaHTa, ABIA0TCS AT®-cBA3BIBAIOIINN
kacceTHbIN 6estok A3 (ABCA3) 1 THpeouIHBIN (PaKTOP TPAHCKPHII-
nuu-1 (TTF1, npu HapyieHnn ero GyHKIIMOHUPOBAHUS Pa3BUBAETCS
CHHJIDOM «MO3T-JIETKHE-IITUTOBU/IHAS JKeJle3a», OMCAHHBIN B IJIaBe
9). l'eHeTnueckme 3a60JIeBaHUSA, ACCOIMUPOBAHHbBIE C MyTAIlUAMH
TeHOB, KopupyoImux cypdakrantable 6enku (SP-B, SP-C, ABCA3),
COTIPOBOXK/AIOTCA TUCHYHKITNEN CHCTEMBI Cyp(aKTaHTa, HapyIIeH!-
€M ero roMeocTasa, BcTpeuarores pesiko. Kimmanueckue nposiBjeHns
IIpY JAHHOU NIATOJIOTUH BaphUPYIOT OT HEOHATAJILHOU JIBIXaTETbHON
HezocTaTouHOCTH ¢ pazsutueM P/IC, cxonnoro ¢ PZICH, poauBmuxces
Ipex/IeBpeEMEHHO, Pa3BUBAIOIIErocsA B pe3yJibTare Aeduiinura cyp-
daxranTa, 3aBucuMoro ot I'B npu poxkaenuu, 10 N3J1 ¢ nebroTom
KaK B JIETCKOM, TaK U BO B3POCJIOM BO3pacrTe.

IIporHosupyemas 3aboseBaeMocTh Aedumnurom SP-B cocrasiser
<1Ha 1000 000 XUBOPOKJIeHHBIX. HanboJsiee yacTo BCTpevarmasncs
mytamnusa SFTPB, 121ins2, cocTaBiiser 60Jiee MOJTOBUHBI BCeX MyTaIUi
SFTPB, naeHTHPUITMPOBAHHBIX HA CETOAHAIIHUN AeHb. [Jebunut
SP-B, kak 1 ABCA3, HacsesyeTcs 10 ayTOCOMHO-PEIleCCUBHOMY THUILY.

B Hacrosiee BpeMs 3a6071eBa€MOCTb U PACIIPOCTPAHEHHOCTD JIe-
TOYHOH MMaTOJIOTHH, cBsi3aHHOU ¢ myTtarusaMu SFTPC, HeusBecTHa.
[TosyueHbI JaHHBIE O TOM, YTO HauOOJIEE YACTOH MyTalllel TAHHOTO
reHa sBisercsa [73T (¢.218T>C), BrIABIEHHAsA, 10 PAa3HBIM JJAHHBIM,
MIPUMEPHO y TPETU — MIOJIOBUHBI BCEX 3aPETUCTPUPOBAHHBIX CIyUaeB
nuchyukium SP-C. lepurut SP-C HacesyeTes: o ayTOCOMHO-/10-
MHUHAHTHOMY THUITy, B HEKOTOPBIX CIy4assX MyTallid BO3HUKAIOT de
NOVO, YTO TUIUYHO AJIsI IAHHOTO TUIIa HacJaeI0BaHUA.
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Myrtannu reHa ABCA3 sBisAtoTcss HauboJiee YacTOU IPUIUHOU
BpOXKAeHHOH AuchyHKIuu cypdakranta. Ha ceroHAIHUN IeHb B
JIUTEpATYype OMHUCAaHO 6oJiee 400 Pa3TUYHBIX BADUAHTOB MYTaIlUI,
CpeZiy KOTOPBIX HauboJiee pacpocTpaHeHHoH sBisieTes p.Glu2g2Val
(mmu p.E292V, ¢.875 A> T). O61as yacToTa HOCUTEIBCTBA MTATOTeH-
Hol myTariuu ABCA3 B OMyJIAIUY OLIEHUBAETCS B IIPeZiesiax OT 1 Ha
33 710 1 Ha 70 4eJI0BEK, IPOTHO3UpyeMast 3a00J1eBaeMOCTb COCTABJISIET
0T 1:3000 710 1:18 000.

ITaroreHes u naroMop@ororusa

CypdakTaHTHBINM IpoTenH B — 5T0 HU3KOMOJIEKYJIIPHBIN, OUEHD
ruZipodoOHBIN O6ET0K, KOTOPBIN B3aUMOJAEUCTBYET C JIUITUTHBIMHU
KOMIIOHEHTaMU cypdaKTaHTa 1 HeoOXOAUM /ISl CHUKEHUs IT0BEPX-
HOCTHOT'O HATs)KeHUsA B ajbBeosiax. SP-B koaupyercs olHUM re-
HOoM (SFTPB) Ha xpomocome 2. [IpoTeoiuTHUECKOE pacllelIEHHE
60J1ee KPyImHOTO OesTKa-mpealiecTBeHHNKa (pro-SP-B) mpuBogut K
[IOSIBJIEHUIO 3pesioro 6esika SP-B, cocTosAero ns 79 aMUHOKHUCIIOT,
00HApPYKMBAEMOTO B aJIbBeosIax. BoJIBIIMHCTBO TATOTEHHBIX MyTa-
nuit SFTPB npuBoAuT K TOJTHOMY OTCYTCTBHIO 3peJioro 6eska SP-B.
Kpowme Toro, y miazeHties ¢ fedururom SP-B 13-3a HermosaHoOro mpo-
neccuHra 6eska-npeanecreeHHUKa SP-C pro-SP-C oTcyTCTBYIOT U
3pesble SP-C, uto erie 6osibIne yxyamaeT GyHKINI0 cypdaKkTaHTa.

Cypdakrautabsiii mpotenH C — 310 TuIipooOHBIH 6eJT0K, KOUPY-
embIii omHUM TeHoM (SFTPC). /[aHHBIN T'eH 0XBaThIBAET IPUMEPHO 3
TBHICSAYH ITap HYKJIEOTHU OB XPOMOCOMBI 8, COZIEPKUT IIECTh SK30HOB,
Tpanckpubupyercss MPHK. Ilocie TpaHcasnuu obpasyoTes MIpo-
npotenHsl (pro-SP-C), cocrosimue in60 13 191, JIHO0 U3 197 AMUHO-
kucsoT. CIUIalicHHT BKIIOUAET MJIbMUTH3ANUIO (IpUCOeUHEHNE
JUTMHHBIX )KUPHBIX KUCJIOT) IUCTENHA, B pe3yJIbTaTe Yero obpasyeTcs
3pesbii 6es1ok SP-C, cocTosAmuii us 35 aMuHOKUCIOT. SP-C TonosTHA-
eT pyHKIMI0 cypdaKTaHTHBIX (POCHOTUNIIIOB B CHUKEHUH TTOBEPX-
HOCTHOT'O HaTsDKeHUA B anbBeosiax. IIpeanosaraeTcs, 4To MyTaliuu
rena SFTPC npuBogat k aedurury 3pesbix SP-C, a Tak»ke K BbIpa-
060TKe aHOMaJIBHOTO, TOKCHYHOTro pro-SP-C.

Besok ABCA3 nipuHajieskuT K ceMelcTBy AT®-cBA3BIBAIOIINX
KacceTHBIX 6esik0B (ABC-6eskoB). AT0 60IbIast TpymIa TpaHCMEM-
OpaHHBIX O€JIKOB, PYHKIMENH KOTOPHIX ABJIAETCA TPAHCIIOPT BEIleCTB
yepes 6uosioruueckue MeMmbpansl. ['en ABCA3 pacriosioxkeH Ha Xpo-
MocoMe 16, COJIepKUT 33 DK30HA, KOAUPYeET 1704 aMUHOKHCIIOTBI
6eJika, IPENMYIIIeCTBEHHO 3CIIPECCUPYIONIErocs B JIETOYHON TKAaHH,
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XOT$ OH MO’KeT IIPUCYTCTBOBATh TAKKe B IIOUKAX, KUIIIEUHHUKE, IITUTO-
BU/IHOU kesie3e u Mo3re. ABCA3 IPUCYTCTBYET IIPEUMYIIIECTBEHHO B
anpBeosionuTax 11 Tumna Ha MeMOpaHe JaMeJUIAPHBIX Testel]. MyTarun
rena ABCA3 IpUBOJAT K IOTEPE WU CHUXKEHUIO DYHKITUH OesKa
ABCAS3, uTO B CBOIO 0OUepe/ih UMeeT PsAJL IOC/Ie/ICTBUIN: HapyIlleHne
TpaHcnopTa dhochoaunuioB, GopMUPOBaHNEe AHOMAIBHBIX JaMeJl-
JIIPHBIX TeJIel], yMeHbIlIeHne KoyindecTBa 3pesioro SP-C u u3aMmeHeH-
HBIN mporneccuHr pro-SP-B B SP-B, crpykTypHas Tpanchopmanus
anpBeosionuToB 11 Tumna. Takum o6paszoM, B cypdaKTaHTe HalleH-
TOB ¢ MyTanueii reia ABCA3 oTMeuaeTcs HeIOCTaTOUHOE KOJIMUECTBO
JIUTIU/IOB, YTO IPUBOJIUT K YXY/AIIEHUIO CHIKEHUS IIOBEPXHOCTHOTO
HATSKEHUS B aJIbBEOJIaX.

W3J1y pnereit n3HAYAIBHO KJIACCU(UIIMPOBATIUCH II0 TUCTOJIOTUYe-
CKOMY IIPU3HAKY aHAJIOTUYHO KJIacCU(MUKAIIUN Y B3POCIIbIX. B HacTos-
Iee BpeMs U3BECTHO, UTO Y JIeTel THCTOIOTHYeCKUH ITaTTepH JleCKBa-
MAaTHBHOT'O UHTEPCTUINAIbHOTO THeBMoHUTA (JINIT) wacro ABnsAeTcsa
Ppe3yJIbTaTOM IeHETHUECKUX MyTaIlUi, IPUBOAAIINX K HAPYIIEHUIO
HOPMAaJIbHOTO CHHTe3a 1 MeTabosn3Ma cypdaKkTaHTa, B TO BpeMs Kak
JIVTI y B3pOCJIBIX CBSA3AH C KypeHUeM U BMeeT OTHOCUTEJIHHO OJ1a-
TOIIPUATHBIN ITporHO3. KpoMe Toro, MyTanuu B reHax, KOAUPYIOIINX
cypdakTaHTHBIE OeJIKH, aCCOIMUPOBAHEI ¢ (POPMHUPOBAHNEM TaKUX
THUCTONATOJIOTUYECKUX ITaTTEPHOB, KaK JIETOUHBIN aJIbBEOJISIPHBIHN
npotenHo3 (JIAII), XpoHUYECKHH THEBMOHUT MiazeH eB (XIIM) u
Hecrienuduyeckas nHTepcTUIIbHAsA mHeBMoHuA (HCUIL).

Kiauaunueckas kapTuHa

3abosieBaHUe JIETKUX Y MAIUEHTOB ¢ Aedunutom SP-B mporekaer
TsKe0. PaHHre cuMIITOMBI corocTaBUMBI ¢ TeueHneM PJICH. Jletu
YacTo HyK/IAI0TCs B IJINTEJIBHON pecIpaTOPHOU MOfiepKKe. Y He-
KOTOPBIX JIeTe UMEET MECTO «CBETJIBIN IIPOMEKYTOK», UM He Tpeby-
etcs mpoBesieHusa MIBJI B TeueHne neprojia oOT HECKOJIBKUX JTHEH /10
HECKOJIbKUX HeJlesib. IIpexodaliiee yrydiieHue MOKeT BOSHUKHYTD
npu npuMeHeHuu cucteMHbIX 'KC niu npenapaToB 5K30reHHOTO
cypdaxTaHTa, OZJHAKO B AajbHelIIeM 3a601€BaHNe IPOTPECCUPYET,
repevyrcJIeHHbIe MeTO/ bl JIedeHUs OKa3bIBalOTCA Hea(P(PeKTUBHBI-
MH (370 oTyinuaet 3aboseBanue ot PZICH). Kiunnueckas kapTuHa
y MaInueHToB ¢ myTtanuamMu reia SFTPB MoskeT Tak:ke HalTOMUHATD
[IJITH, oiHAKO cTaHapTHBIE METO/bI ee JieueHUs Takke He 3 dek-
THUBHBI. JIeTaTbHBIHN NCX0/ 0OBITHO HACTYTIAET B CPOKH OT HECKOJIBKUX
JTHel 710 3-6 MecsAIeB Jlake [TPU OKa3aHUHM MaKCUMAaJIbHOM MeTUITIH-
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CKoIf moMoIiu. Bmecre ¢ TeM, COOOIIATIOCH O AMHUYHBIX AIHEeHTax
c bosee serkuM TeueHueM I13J1, accOMUPOBAHHOTO C MyTaI[UAMU
SFTPB u vactuunsim aAedunurom SP-B.

Bospact Hauasa 3ab01eBaHMsA y AIUEHTOB ¢ MyTanuamu rega SFTPC
IITIPOKO BapbUpyeT. Y HEKOTOPHIX JIeTell cpasy IocIe POXK/IeHU Pa3BU-
Baetcs P/IC ¢ THINYHON PeHTreHOJIOTHYEeCKON KapTUHOH, Y APYTUX —
601e3Hb MOXKET JITTUTEJIBHO ITPOTeKaTh OeccuMIToMHO. [ledpunut SP-C
0OBIYHO JIUaTHOCTUPYETCs Y JIOHOIIEHHBIX /leTell. B ToM ciydae, Kor-
na pebeHok ¢ repunurom SP-C poauics HeZIOHOIIEHHBIM, BO3MOKHO
OoJiee TsKEsI0e TeueHre 3a00JIeBaHmsA U3-3a comyTerBytomeit BJI/I. ¥
ZieTell ¥ B3poCabIxX IIpH Jlebunurte SP-C Hanbosiee 4acTo perucTpupy-
IOTCAI XpOHUYECKUe PeclIupaToOpHble CUMIITOMBI: TaXUITHOI, OJBIIIIKA,
Kallesb, IMaHO3; peke BCTPedaroTCs BIaKHbIe XPUIIbI, KpelIuTanus,
cuMIITOM «OapabaHHbBIX asouek». Mytaruu B reHe SFTPC siByistitoTest
penxoii npuunHoi NJI® y B3pocsibIX, B KIIMHUYECKON KapTHHE KOTO-
POT0 OTMEYAIOTCS TOJIBKO PECIIMPATOPHBIE CUMIITOMBI JIETKOH CTETIEHH
TSOKECTH. Y pAJia NaIlueHTOB ObUTH 3apETHCTPUPOBAHBI TPAKTHYIECKHT
HOpMaJIbHBIe Iokazatesnu ®B/] mocie 27 et HAOIO/IeHNUA.

3abosieBaHUA JIETKUX, ACCOIIUUPOBAHHbIE C MyTallUsIMH B TeHe
ABCA3, Tax:ke UMeIT BapuabesbHbIi dheHoTur. Manudecranus
3a00JIeBaHUSA MOXKeT OBITh HEHTUYHA TAKOBOU y MJIAJIEHIIEB C Jie-
¢umnurom SP-B, ¢ kaptuHol Ts3xesoro P/JICH, 6s1cTphIM IIporpec-
CHPOBaHUEM U JIETAJIBHBIM HCXOJI0OM Ha IIePBOM TOAY *KU3HU (IIpu
OuayIeTbHOM MyTallMU C/IBHUTA PAMKU CYUTHIBAHUSA), B TO BPEMS
KaK y IPYT'UX [TallIEHTOB COCTOSTHIE MOXKeT CTAOMIN3UPOBATHCS WIIH
VIIydIIUThCA (IPU MUCCEHC-MYyTaluAX, MyTaIllUaX caliTa cIuiaticiHra,
BCTaBKax U Jieylenunax). IlepBble CHMITOMBI Y HOCUTEIEH MyTaI[ui
ABCA3 MOTyT HOSIBUTBCA B TPYyIHOM BO3pacTe, paHHEM JeTCTBE U
Jlaoke ro3gHee. YacThIMHU CUMIITOMAaMHU ABJIAIOTCA Kalllesb, TaXUII-
HOD, TUIIOKCeMUs U 3a/iepkKa (pusndeckoro passutusd. Kpenuranusa
U BJIQ)KHBIE XPUIIBI PEIKO BCTPEUAIOTCA Y MAlJMeHTOB MJIQIlle IBYX
JieT. Y manueHToB c 60see mo3gHeld MaHudecTanuell xapakTepHbI
KaIesab, TAXUITHOD, O/IBIIIKA U HeIIePEeHOCUMOCTh (pU3NUecKol Ha-
rpysku. [Ipu pusnkanpsHOM 00C/IeIOBAHUN Y IeTell cTaplIlle ABYX JIeT
¢ mytanuaMu ABCA3 00bI9HO HAOITIOZAIOTCS BTSXKEHUS YCTYITUUBBIX
MeCT IPY/THOH KJIETKH, BJIaXKHbIEe XPUIIBI, iepopMariys IpyAHON KiIeT-
KU U IUCTATIBHBIX (DaIaHT HaJIBIEB 110 TUITY «0apabaHHBIX IaI0UeK»
U HU3KaA Macca Tesia. B Tabs. 8.1 mpescraByieHa CpaBHUTEIbHASA Xa-
paKTepuCTHKa KJIMHUYeCKOU MaHUudecTanuu 3ab00aeBaHu JIETKUX
BesezietBue mytaruil reHoB SFTPC u ABCAS.
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Ta6auna 8.1
KinHunueckas KapTuHa 3a60/IeBaHUM, CBA3AHHBIX C MyTAIUAMU F€HOB
SFTPC u ABCA3

CUMIITOMBI SFTPC | ABCA3

Taxunzo3 +++ +++
Kamens +++ +++
T'unokcemus +++ +++
3azepxka pU3NIeCKOro pa3BUTHA +++ ++
BiakHble XpUIIbl + ++
Jedopmanust AUCTATHHBIX (DasIaHT MAJIBIIEB 110 THUITY «bapabaH- + ,
HBIX ITAJIOUeK»

BopoukoobpasHas gedopManus rpyTHOH KIeTKH - ++

IIpuMeuaHus: + yKa3bIBaeT Ha TO, UTO /IO 1/3 MAIIMEHTOB UMEJIH CUMIITOM, ++ — OT
1/3 10 2/3 MAIEHTOB UMEeJIU CUMIITOM, +++ — OoJiee ueM y 2/3 mareHTOB UMeJT
MECTO CUMIITOM.

3abosieBaHUA JIETKUX, aCCOIUUPOBaHHbIe ¢ MyTanusamu SFTPB, 6e3
TPaHCIUIAHTAIIUY JIETKUX IIOYTH BCer/ia IPUBOJAAT K JIETAIBHOMY HC-
XO7Ty B TeueHue 3-6 MecsreB. CoobIanoch 0 HeCKOIbKUX MTallieHTaxX
¢ yacTUYHBIM Jieduriutom SP-B, Oosiee 1erkuM TeueHNeM pecnupa-
TOPHOTO 3200JIeBaHUSA U JJIUTEIbHON BBKUBAEMOCTHIO. TsKecTh U
nporHo3 M3JI, BeizBanHbIX MyTanuaMu ABCA3 nwiu SFTPC, Bapbu-
pyer. [loznuuii ne6rot N3J1, acconuupoBaHHbIX ¢ MyTanusaMu ABCA3
wiu SFTPC, mporaoctuyecku 6osiee baronpusareH, Hexxenu M3J1,
MaHU(ecTUPOBaBIINe B MyIaieHuecTBe. MilafieHIbl ¢ MyTallusAMU B
000MX ajIessix TeHa B IOJABJIA0NeM OOJIBITNHCTBE CIyIaeB YMU-
paroT B Bo3pacTe 10 ogHOro roga. HampoTtus, Koppeaanuu Mexay
regotunoM SFTPC u ucxomoM He Ha0JII0/1a/10Ch.

JAnarHocruka

Ha 0630pHBIX peHTreHOrpaMMax OPraHOB I'PY/AHOM KJIETKU MJla-
JIeHIIeB ¢ TaHHBIMU 3a0o0sieBaHusAMU U TedeHneM P/ICH oGHapy-
>KuBaTcA [uddy3HbIe aTbBeosIIPHBIE U/ WIN HHTePCTULINATbHbIE
UHQWIBTPATHI, CHMIITOM «MAaTOBOTO CTeKJIa». ¥ MaIlUeHTOB ¢ MyTa-
nuamu reia SFTPB nHa KT sierkux yacto BeIABIAIOTCA AU DYy3HBIE
Y4acTKU CHUKEHUA ITHEBMaTU3aLluU 110 TUILy «MaTOBOI'O CTEeKJIa»,
YTOJIILIeHNe MeK/I0JIbKOBBIX U BHYTPU/I0JIBKOBBIX IIEPETOPOIOK, UTO
IIpUJIaeT JIETKUM BUJT «OyJIBIKHOW MOCTOBOI». IIpu mpoBefieHUH
KT opraHoB rpyaHo# KJIeTKH y eTed ¢ nedpumnurom SP-C Haubosee
JacTo 0OHAPY:KUBAIOTCSA CHIKEHUs MIPO3PAYHOCTU IO TUITY «Ma-
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TOBOTO cTeksa» (puc. 8). [ToMUMO 3TOrO, MOTYT OBITH BBIABJIEHBI
YUYACTKU KOHCOJIU/IAIMH JIETOYHOU TKAHHU, YTOJIIIIEHHE MeK/0JIbKO-
BBIX [IEPETOPOIOK, TIepUaHapHas SMQu3eMa, KUCTO3HbIE U3MEHe-
HUsA. Y HanueHToB ¢ MytanusaMmu reHa ABCA3 Haubosiee 4acThIMU
KT-cuMITTOMaMU SIBJISIOTCSI 30HBI «MaTOBOTO CTEKJIA», YTOJIIEHUS
MEK/I0JIbKOBBIX ITEPETOPOJIOK, TAPEHXIUMATO3HbIE KHCThI 1 BOPOH-
KooOpasHas JieopManus rpyAHOH KJIETKU. ' DO3HBIM 0CI0KHEHHEM
paccMaTpuBaeMbIX 3a00JI€BAHUN ABJISAETCS JIETOYHAS THIIEPTEH3HS,
TpeOyIoIas CBOeBpEMEHHOH JJUarHOCTUKY U TEPATIUU.

Buomapkepsl, KOTOpbIe MOTJIH ObI IOMOYb B JIUaTHOCTHKE F'eHEeTH-
YeCKUX HapyleHu 1ucyHKInu cypdakranTa y AeTel, 10 HaCTos-
IIeT0 BpeMeHHU He HaliJieHbl. lI3MepeHe CBIBOPOTOYHBIX KOHIIEHTPa-
it 6enka KL-6, IpoAyIupyeMoro JIETOYHBIMU SIUTEIHATbHBIMU
KJIETKaMH, MOXKET OBITH IT0JIE3HBIM JisA TudpepeHITnaaIbHON ara-
THOCTUKH MEX/Y BPOXKIAEHHBIM JIeDUITUTOM cypdaKTaHTHBIX GeJI-
koB 1 HIKI'M, ofiHaKO B HACTOsIIlee BPEMs JJAHHOE UCCIIEIOBAHNE
HEIOCTYITHO JIJIsl DyTHHHOTO HCIIOJIb30BaHUA.

T'eHeTHUECKOE UCCIIE/IOBAHUE I03BOJISET IIPOBO/IUTh HEMHBA3UBHYIO
JINAaTHOCTUKY BPOKEHHOTO feprnnrta 6eKoB cypdakTaHTa U yMeHb-
I1aeT MOTPeGHOCTD B IIPOBE/IEHIH OUOTICHH JIETKUX. JITaHHOE UCCIeno-
BaHUE CJIEyeT PEKOMEH/I0BATh JJOHOIIIEHHBIM HOBOPOXK/IEHHBIM C Tsi-
JKEJIBIM, OBICTPOIIPOIPECCUPYIOIINM, HE OTBEYAOIINM Ha CTAHJAPTHYIO

Pucynoxk 8

KoMnbploTepHasa ToMorpaMMa pedeHKa ¢ BPO:KA€HHBIM /1epunurom
SP-C (myranusn ¢.218T>C (p.Ile73Thr) B rerepo3urorHoM COCTOAHUN):
BhIABIAIOTCA [ Py3HBIE YIACTKH CHUMKEHUS THEBMATU3AIUH 110 THILY
«MaTOBOTO CTEKJIa», yTOJII[EHHE MEK/I0IbKOBBIX U BHYTPUIOJIbKOBBIX
HEPEeropooK, YTO MPUAET JerKUM BHJ «OYyJIBIKHON MOCTOBOM»
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tepanuio P/ICH. ¥ HenoHOIIeHHBIX HOBOPOK/IeHHbIX ¢ PZICH monck
mytanuii B reHax SFTPB, SFTPC, ABCA3 He paccMaTpuBaeTcs Kak py-
THHHBIA TECT, €r0 MPOBEJIEHNE BO3MOXKHO Y TIAIIHEHTOB C HEOOBIYHO
TsokesbiM TeueHreM PJICH, peppakTepHBIM K CTaHIAPTHOU TEPAITHH, B
CJIydae OTATOIIEHHOTO CEMEHHOTO aHAMHE3A 10 XPOHUYECKHUM 3a00J1€e-
BaHMAM Jierkux (X3JI), B Tom uncse 3J1, wiu paHHeH MIaleHIecKoi
CMEPTHOCTHU. YUUTHIBAsI ayTOCOMHO-ZIOMIHAHTHBIH THIT HACJIEZIOBAHHA
myTtanui B reHe SFTPC 1 ux KIIMHUYECKYI0 BApUabeIbHOCTh, PEKOMEH-
JIOBAQHO IPOBOJIUTH T€HETUUECKOE UCCIIE/IOBAaHUE C IIOMCKOM MyTaI[in
B JIAHHOM T€He y WIEHOB ceMbH ITpobaH/1a. BrlsABIeHre TPUYNHHBIX
MyTaIlFi TaKKe MMO3BOJIseT HH(POPMHUPOBATh CEMbU O BO3MOKHOM I1a-
TOJIOTUH TIpU Oyymux 6epeMeHHOCTsAX. KpoMe Toro, reHeTHYecKoe
UuccyieJOBaHe Ha MyTalluu reHos, npexie Bcero SFTPC u ABCA3,
PEKOMEHIOBAHO JIETSM JIFOOOTO BO3pacTa ¢ XpOHUYECKUMU PECIIHpa-
TOPHBIMH CUMIITOMaMH, C TTOJIOKUTETbHBIM CEMENHBIM aHAMHE30M
1o X3JI, HeOOBACHUMBIMYU PECITUPATOPHBIME CHMIITOMAMH B IIEPBbHIE
TOJTbI KU3HU W KPOBHBIM POJICTBOM poauTesel. aenTudukanms
MIPUYMHHOTO TeHa y MaIUeHTOB ¢ BPOXKAEHHBIM 1eUIIUTOM cypdak-
TAHTHBIX OEJIKOB HEOOXO/IMMA JIJIsI OTIpe/ieJIeHHs ITPorHo3a 3ab0ieBa-
HusA. [Ipu IpoBe/IeHUY TeHETHYECKOTO HCCIIEIOBAHUA HEOOXOTUMO
YUUTBIBATH, YTO HE BCe MYTAIIUM BBIABJIAIOTCA, JAXKe B TEX CIIyUasx,
KOT/Ia KJINHUYeCKasl U TUCTOJIOTHUecKasi KapTUHA COOTBETCTBYET My-
TaruaM, HanpuMep, B reHe ABCA3; kpome TOro, He Bce MyTalllul MOXK-
HO BBISIBUTH [IOCPE/ICTBOM CTaHJIAPTHOTO TecTa, OcCHOBaHHOTO Ha ITI1P.

Buoricus JIErKoro mo3BOJIAET YCTAHOBUTH THCTOIIATOJIOTUIECKUN
JINaTHO3 B CITy4asiX, KOT/Ia TeHETHYECKUH INarHO03 COMHUTEJIEH WJIH,
KOT/Ia CKOpPOCTb IporpeccupoBanus X3JI, accoiuupoBaHHOTO ¢ My-
Talued B TeHaX, KOUPYIOIMNX OeJIKu cypdakTaHTa, He T03BOJISIET
0KUJIaTh pPe3yJJIbTaTOB T€HEeTUUeCcKOoro ucciiefqoBanusa. [Ipu marto-
MOpPQOJIOTHUECKOM HCCIIEJIOBAHUH JIETOYHOU TKAHU NAIIUEHTA C Jie-
GUIUTOM OompeiesIEeHHOTO cypdaKTaHTHOTO IIPOTEUHA MOTYT OBITh
BBISIBJIEHBI HECKOJIBKO PA3JINYHBIX TATOTUCTOJIOTMYECKUX TATTEPHOB,
TI03TOMY Pe3yJbTaThl TUCTOJIOTUYECKOTO UCCIIeI0BAHNUS IIOMOTAIOT B
JIMAaTHOCTHUKE TPYIIITHI JIAHHBIX 3a00JIEBAaHUM, HO HE TTO3BOJISIOT BEPH-
¢unupoBath eDUITAT TOTO WU UHOTO cyphaKTaHTHOTO OeJika (TabJr.
5.6). O01IKe XxapaKkTepHbIEe U3MEHEHHU B JIETOYHON TKAHH BKJIIOYAIOT
paciIupeHne HHTEPCTULINA, 0OHAPYKEHHE IEHUCTHIX AJIbBEOJISIPHBIX
MakpodaroB B BO3YIIHBIX ITPOCTPAHCTBAX, TUIIEPIIA3UI0 AJTbBEO-
sornutoB I Tuna. Yacro Bepudunupyercs natoMopgoIoTHIeCKUuN
mattepH JIAII c o6HApYKEHHEM TPAHYJINPOBAHHOTO OEJTKOBOIIOI00-
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HOTO BEIIECTBA B IUCTAJIBHBIX OT/I€JIaX JbIXaTeIbHBIX IyTEN, OTHA-
KO IIPOTENHO3 MOKET OBITh HE3HAUUTETHLHBIM WJIM OTCYTCTBOBAaTh. B
MHOTOIIEHTPOBOM 0030pe 00pa3IoB TKAaHU JIETKUX JIETEH B BO3pacTe
JI0 ZIBYX JIET ¢ cuMnTomatnaeckuM M3J1, acconmmrpoBaHHBIM C MyTa-
nussvu SFTPC, HanboJsiee gacToit 1aTOMOPdOJIOTHIECKON KAPTHHON
61 XIIM. ¥V HabmrofaBIieicss HaMU JIEBOUKH C TOATBEPKAEHHON
myTtaruedt SFTPC npu 6uoncuu 6601 Bepuduirposad JIAIL ITpeob-
JIQIATIONUMU MMaTTEpHAMH Y TalueHToB ¢ MytanusaMu ABCA3 Obutu
JIAIL, AWII u HCUII, nmpu sTom kapTuHa JIAIT Habiroanack B OCHOB-
HOM Y JIETeH MJIaJIIIIero BO3pacTa ¢ CHMIITOMAaTHYECKUMHU 3a001eBa-
HUAMH, accoliuupoBaHHbIMU ¢ myTanuamu ABCA3, Toraa kak JJUII
vaie HaOJII0jaach y Jietei crapiiero Bospacra ¢ M3J1 BeiencTeue
myTanuii ABCA3. OObIYHAA HHTEPCTUIINAIPHAS THEBMOHUSA, SIBJIS-
omasacs Haubosiee YacTOU TUCTOJIOTHYECKON KAPTUHOH Y B3POCIIBIX
¢ N3J1, 6pL1a 3aperucTpupoBaHa y MoApoCcTKOB ¢ MyTarusamu ABCAS.
Crienuasin3upoOBaHHbIE UMMYHOTHCTOXUMUYECKUE UCCIIETOBAHUA
MOTYT IIPEJIOCTABUTH JIOMIOJIHUTEIBHYIO TTOJIE3HYI0 UH(POPMAIHIO.
JlnarHo3 reHeTUYeCcKON INCHYHKIIUU Cyp(PaKTaHTHBIX IPOTENHOB
JIOJKEH OBITH 3aII0[03PEH Y JIETEN C MMPOTPECCUBHBIME (HOpMaMu
MN3JI, ocobeHHO NPY HAJTUYWUH TaKUX PE3yJIbTAaTOB OHOIICHU, KaK
JIAIIL, JWIT, HCUII mau XIIM.

JIJIs1 MOCTaHOBKY IMAarHO3a BPOXKJAEHHOU AUCHYHKINU cypdak-
TaHTa MOXKET OBITH IT0JIE3HO UCCJIEOBAHIE JIETOUYHOM TKAHU C TIOMO-
IO AJIEKTPOHHOU MHUKPOCKOTUH. Tak y MalueHTOB ¢ MyTaI[usIMHU
B reHax ABCA3 u SFTPB o6Hapy:kuBaeTcs aHOMaJIbHas CTPYKTypa
JIaMeJUISIDHBIX TeJIell. Y JleTeld ¢ 3a00JIeBaHUAMU JIETKUX, aCCOIH-
upoBaHHBIMHU ¢ MyTarusaMu ABCAS, taMesisspHbIe Teiblla Oosiee
IUIOTHBIE, MEHBIIIE IO Pa3Mepy, B HUX MOTYT ObITh HAU/IEHbI SKCIEH-
TPUYHO PACIOJIO}KEHHbIE IUIOTHBIE BKIIOUEHH S, KOTOPbIE MPUAI0T
UM BU/JI « IUUHUIBI-TJIA3YHbU». Y ManueHToB ¢ Mytanuamu SFTPB
JlaMeJJIAPHBIE TeJIbIIa BBITJISAAT JIE30PraHN30BAHHBIMU, C MHOMKe-
CTBEHHBIMH BE3UKYJISIPHBIMHU BKIOUeHUAMU. /luddepeHIinanbHas
JIMaTHOCTUKA FeHETUYECKUX 3a00I€BAHIH, COITPOBOK/IAIOIIIUXCS JTUC-
(yHKIHEN cucTeMBI cypdaKTaHTa, IIpejicTaBieHa B TabJ. 8.2.

JleueHnue

N3-3a penxoctu M3JI, accomuupoBaHHBIX C MyTallUsIMHU B Te-
HaX, KOJUPYIOIMUX OeJIKU cypdaKTaHTa, K HACTOSIEMY BpEMEHU
He OBLIO OITyOJIMKOBAHO PAaH/IOMU3UPOBAHHBIX KOHTPOJIHUPYEMBIX
HCCJIeOBAaHUN KaKUX-JTUOO TepaneBTHYECKUX BMEIIATEIHCTB Y

147



'Bad0X BRHHOELOY/AIOBH KRHHOEL0ohe0doY — XHY/ ‘19rH0doro0NuLdONONOIIAT — DY, | ‘BMHOWEHIT BRHALBUNULIOAOLHY KeNOOhH(DUIISIIOoH
— LIMDH ‘IMHOWESHII UITHILCHITHLOAOLHN HITHIMLBINRENOY — [T ‘AOYHOYRLIN LMHOWEOHII UIBIDORUHOAX — NITX ‘conmarodn miaHdBI09g91®

HI9HhOJAL — [TV ‘XMBLIOL SMHREAI0QRE QOHIIBMITNLIOAOLHY — [rg]] ‘X19HHaIK0dogoH wodirHmd-00adron piandoredumoad — HOT7J :BMHERWHA] |
XHI? BuiredsL {(HuOM0dKLOEoI ) BE XIDLIOL BUITBIHRLITIOHRAL | XIS BUNRLHeLTIOHRdL XIDLIOL BUT
-0oduromnul unedol ‘XILISL BUITRLHELTI ‘aunumodinee ‘Hiniod ‘Hunumodinee ‘Hmiod -elHELTIOHRAL ‘aIIomon BUHOhOL
-onedL ‘aunuwodiuee ‘Hmiodorxuniody |  -ouxuNOdIHI QM. ‘B -oLXUMOAIILI QYT ‘e BRHAULRULI RN ‘BsnKdor aiHended
-II ‘DY ‘expxdorron sendoredumosg | -xxderron sendoredumnosy | -xdorron sendoredumdog -IYou geHdoreduie g QIIHKONEOY
aroedeod
INOMOLAY € HI9HIIagended
‘orYondall WOHIIBLBHOSH orondorn WOH4I L
n1aH4IRgerded 030d19g 4 UI9HIIRLAOND OLORE niaHdIRgendeg -BHOOH 4 UI9HAIRLdOI)) 19Y0XO]]
MINBUHOROIINE UINITH BII9IRL
-HoXoronoed OHhHALHAII QIHABI ORI SIIHABIAY BUIIOMO
-OM€ MINIGHIOLTI O RIIIIAL eII9IoL J19HABIION -neegnII AW o19HHed0od | -odMMI BeH
BNIIAL JIIHABI OB SIIHHIELONKOH]A | SIMHABI OB SIDIIHILRIA] | -BILr SI9HILRWAOH SR, -undodo onarugednsy | -HodIMAIE
BUIOI!
VI ‘THDH ‘TN ‘WIIX 1TMDH ‘WIIX ‘UMY ‘TIVI( | VI TIMOH TINY TINX UY ‘WIX ‘TIVI( -OLBIIOLOU,
XIDLISI BUHOhAL 04
€00 MK MUImIR(pHY d19Hdoredumoad HOId BIIOLOLBI
sumorAduanrunad ‘[g]] oMLY ‘HDI/d [(EU 2UMOIAY ‘HDY/d “x191rooded 1 BLAY A IS HDOI/d BRHhOJJ[[
BUHRLOY
UI9HIHEHUINOT-OHINOJOLAY UI9HENII9MId-0HIN0J0IAY | MIIHLHEHUINOY-OHINOJOLAY | UI9HENJ09ad-OHINOJ0IAY | -oI0BH IIH],
BUHBEI/0QRE
S19HHAIK0dod0H HUUNRLI(PUH
Loedeod nogoiyr ommren ‘roedeod HOQOI[ Loedeod nogoiyr S19HHAK0d0g0 -el Loedeog
I9HLI9FENOH
I9HLOJ9ENOH ILOOHHOH 000 L1:1 qardoHHeHed1OO0dIORd N 000 000 T BILIOL
-edroodmoed 1 9100WaRLRI0QRE ‘OMID] oI 000V:T 10 ‘OMIrod 4ID0NABERI0QRE ‘ONMII9J | BH T 99HOW ‘OMIod 9HOh() | -OUNSTHIIE
gerbbr ¢-erdor 12dg z1ide o011
T'ZXOIN OHAI g UHIMRLAN SOV OHAI € HUTTRLAIN DdLAS 9HAI € UUTRLAN dd.11S oHAI g UUIRIAN | BHIOLOULES
«REIK BRHIUHOLUIII
—IMLIdI—IEON» WodYHI) evO gV wunudoyy 0-dS 1tnnudayy qg-dS 1mnugay; mwreHendy[

erHRLIR(dAD INILOMD OIMIMHA(DOIUY XUIMOIRIIIEI9d ‘UMHREII 00RE XUNIIhNLIHAI BIMIDOHIENY BeHIrenTHIda P duy’

S'Q elmroey,

8

<
~



ZleTell ¢ JaHHOU narosiorreii. [loaToMy coBpeMeHHBIe CTpaTernu
JleueHUsI OCHOBAHBI Ha MyOJIMKAIUAX O CIydasax U cepusax HabJIio-
JleHUH TaHHBIX 32001€BaHUM, a TaK)Ke Ha KIMHUYECKOM OIIBbITe.
JledueHne BKJIIOUAET PECIIUPATOPHYIO ITO/AIEPKKY, cucTeMHbIe 'KC,
TUJIPOKCUXJIOPOXUH U a3UTPOMUITUH. DDDEKTUBHOCTD TEPATUU
Ipu 3a06071€BaHUAX JIETKUX, ACCOITUUPOBAHHBIX ¢ MyTaI[UsIMU F'eHOB
SFTPB, SFTPC u ABCA3, BapuabesibHa, TaK:Ke IIHPOKO BaPbUPYET
JUIUTETBHOCTD TEPANINHU JIAHHBIMU JIEKAPCTBEHHBIMU CPEJICTBAMU.
Tepanus cunrtaercs 3¢ PeKTUBHON U JOKHA OBITh IPOJIOJIKEHA,
ecJiy y manueHTa HabuIiojaeTcss OTYeT/INBasl KINHUYecKas AUHA-
MHKa B BUJle YMEHBIIeHU TaXUITHO? U TaXUKaPJUH, OTCYTCTBUS
HeoOxouMocTH B mpoaoskeHuu VBJI, cHMKeHHUs TOTpeOHOCTH
B KUCJI0OpOZ0Tepanuu. Pemenne Bonpoca 06 oOTMeHe Tepanuu Tpe-
OyeT HHAMUBUAYATBHOTO IIOJIX0/1a U, TJIABHBIM 00pa3oM, 3aBUCUT
OT KJIMHUYECKOU U PEeHTTeHOJIOTHYeCcKOH AUHAMUKY. B HacTosIee
BpeMs IIPOBOJUTCS PsAJI UCCIeIOBAHUM 10 pa3paboTke TeHHOH Te-
panuu Jiid NanyueHToB ¢ BpOXK/IeHHOHU qucdyHKInel cypdakTaHTa.

BYOHBJI, DKMO MOryT mIOMOYb CTAaOUIU3UPOBATH COCTOSTHHE
MJIQ/IEHIIEB C JlepuIuTOM cypdaKTaHTHBIX O€IKOB; MaIeHTaM 3a-
YJacTyio TpebyeTcs IyInTeIbHasA peCIupaTOpHas MOePIKKa, B TOM
qucie JoMallHAaa Kucaopogorepanud uan UBJI. [l HeKOTOPBIX
nanuerToB VIBJI cTaHOBUTCS eJUHCTBEHHBIM METOJIOM Tepaluu B
O’KUAHUY TPAHCIJIAHTAI[UY JIeTKUX. /leTsaM ¢ fepunurom cypdax-
TAHTHBIX IPOTENHOB MOXKeT NOTPeOOBAThHCA AIUTENbHASA HYTPU-
TUBHAS IO//Iep:KKa U3-3a TOBBIIIEHN SHEPTO3aTPaT HA JbIXaHUe.

BBesieHne npenaparoB 5K30TreHHOTO cypdaKTaHTa NalueHTam ¢
P/IC, acconuupoBaHHBIM ¢ MyTallUsAMU B reHaX, KOJUPYIOLIUX Cyp-
(axTaHTHBIE OeIKU, He CIOCOOHO MOJTHOCTHI0O HOPMAINU30BaTh COCTAB
U aKTUBHOCTB CyphaKTaHTa, 0OecreyrnBaeT TOJIKO KPaTKOBPEMEHHOE
yJIy4IlleHe OKCUTeHAITNH B CBA3U CO CJIO?KHBIM IIATOTeHEe30M JTAHHBIX
reHeTUYeCcKUX 3a00JIeBaHUH U OIIPABJAaHO TOJIBKO IIPU KIIMHUYECKOM
OTBETe Ha UX BBeJIEHUeE.

MennkaMeHTO3HasA Tepanus BkiaoodaeT cucreMmHble 'KC, ru-
JIPOKCUXJIOPOXUH U a3UTPOMUNUH. VICIIOIb30BaHNE CUCTEMHBIX
I'KC 65110 onucaso y manueHToB ¢ epunurom SP-C u ABCAS.
I'KC HazHauatoTcs nmepopajabHO (IpeTHU30JI0H 1-2 MT'/KT/CyT), JTU-
60 B BU/ie IyJIbC-Tepanuy (MeTHWINPEAHU30JI0H 10-30 MTI'/KT UJIN
500 Mr/M? B TeueHHUe 3 JHel Kak/Jble 3-4 Hejaenun). B ucciemo-
BaHUAX OBLJIO IPOIEMOHCTPpUPOBaHoO, uTo I'KC yBeInunBaoT 3KC-
npeccuo ABCA3 in vitro. 9mnupuueckn 'KC HazHavawTesa aubo
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B KQueCcTBe MOHOTEPAITUH, JILO0 B KOMOUHAIIUH C THIPOKCHXJIOPO-
XUHOM U a3UTPOMUIITHOM.

¥ nauuenToB, ¢ mytanuamu B reHax SFTPC 1 ABCA3, He OTBeTUB-
mux Ha ctaptoByto Tepanuto 'KC, 1160 pu HATUYUU CEPhE3HBIX
o6ouHbIX 3 derToB 'KC, ncnosb3yeTcs TupOKCUXIOPOXUH B 10-
3e 5-10 MI'/KT/CyT B /iBa mpueMa. HekoTopble aBTOPHI CYUTAIOT BO3-
MO>KHBIM UCIIOJIb30BaHUE TU/IPOKCUXJIOpOXUHA Tpu Aedunure SP-C
B KauecTBe 3 GEKTUBHON Tepamnuu nepBoi JuHun. CYuTaercs, 9To
JUIUTeJIbHOE JIedeHe THIPOKCUXJIOPOXUHOM MO>KeT MOMelIaTh Ha-
KOIJIEHUIO Cyp(haKTAHTHBIX TOKCUYHBIX OEJIKOB-TIPEIIIIECTBEHHUKOB
pro-SP-C. Kpome Toro, rTu/IpOKCUXJIOPOXHH 00J13/1aeT IMPOTUBOBOCIIA-
JINTEJIbHBIM JielicTBHEM. /{0 CHX TTOp OCTaeTcs HeACHOU JIJTUTETbHOCTD
Tepanuu NarueHToB THAPOKCUXIIOPOXUHOM, OIIMCAHBI CITydau OTMe-
HBI JJAHHOTO TIpernapaTa 6e3 MOCIeIyIINX PEIUITBOB CHMIITOMOB.

JlaHHbBIE 0 TPUMEHEHUN a3UTPOMUIIMHA, OCHOBAHHOM Ha ero Mpo-
THBOBOCIIATUTETLHOM 1 UMMYHOMO/IY/TUPYIOIIEM JIEHCTBUU, Y IeTEN
¢ 13J1, accorumpoBanHbIMH ¢ myTanuamu B reHax SFTPC u ABCAS,
CKYZIHBI ¥ BKJIIOUAIOT OMMCAHNE HECKOJIPKUX CITydaeB, KOT/ia MaljueH-
THI TTOJIYYaJTH JIAHHBIN IpernapaT Kak JIOMOJHUTETBHYIO Tepanuio. B
HacCTosIIee BpeMs peKOMeH/[0BAaHO UCII0JIb30BaHNEe a3UTPOMUIIUHA B
KayecTBe TePAINy BTOPOU JIMHUHU WU B KAUECTBE MOHOTEPATIUH IIPU
serkout popme MU3J1 y neteit. PekomenayeMas cxema IpuMeHEHHA —
10 MT'/KT/CyTKH 3 JTHS B HEJIEJTIO C MHTEPBAJIOM JIBA JTHA.

Tortanbubiét BAJI ipuMeHsieTcs JJis JIeYeHUs JIETEH CTapIIero
Bo3pacta u B3pocibix ¢ JIAIL. ITockosnbky myTtamnuu B reHax SFTPB,
SFTPC u ABCA3 moryT npuBosiuth K JIAII, 6bUIO0 OMHCAaHO HECKOIb-
KO HaOJIIOJIEHUH ¢ UCIIOJIb30BaHUEM JIAHHOTO BapUAHTA JIEYEHUS B
KauyecTBe MO/IJIEP>KUBAOIIEN TEPATIAH.

IIpu HeaPDEKTUBHOCTH KOHCEPBATUBHOM TEPAIIUH Y TAIIUEHTOB C
BpPOK/IEHHOU AuchYHKIEN cyp(aKTaHTHBIX OEJIKOB PEKOMEHIOBAHO
MpoBesieHue TpaHcitaHTanyu jierkux. W.B. Eldridge u kosut. (2017)
ObLIH OITyOJTMKOBAHBI JIAHHBIE O 44 TAIUEeHTaX, ITO/IBEPTIIINXCS TPAHC-
IUIAHTAIIH JIETKUX BBHTY 3a00J1€BAHU, aCCOITUUPOBAHHBIX C MyTaI[Us-
mu B reHax SFTPB, SFTPC, ABCA3, NKX2.1. BbpkruBaeMoCThb B TEUEHHE
1 rojia ocJie onepanuu cocraBuia 88,6%, 5-J1IeTHASA BbIKUBAEMOCTh
— 64%, 9TO COTIOCTAaBUMO C UCXO/]JaMHU TPAHCIUIAHTAIINH JIETKUX Y JIETEH
TPY/IHOTO BO3PACTa, BHIMOJIHEHHBIM 10 JIDYTUM ITOKa3aHUAM. AJIbTep-
HATUBHBIM BADUAHTOM BEJIEHU MTAIIMEHTOB C XPOHUYECKOU JTbIXaTeh-
HOH HETOCTaTOYHOCTHIO IIPU HEBO3MOKHOCTH ITPOBEIEHUS TPAHCILIAH-
TaIuH JIETKUX ABJIAETCS JJINTEIbHAs, B T. 4. JoMalHssa, UBJL.
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Ti1aBa9
CuHApPOM «MO3T — JIeTKHe — IIUTOBU/IHAA Kejie3a»

OmnpenesieHye U 3NTU/IEMUOJIOTUS

CHUHZIpDOM «MO3Tr—JIeTKUe—IUTOBUIHAA Kesae3a» (CMJIIIK) —
peliKoe reHeTHYecKoe 3a00JIeBaHUE C IIOPAYKEHUEM OTHOUMEHHBIX
OpraHOB, aCCOITUMUPOBAHHOE ¢ MyTauuAMHU B reHe NKX2.1, koaupyro-
eM TUPEeOUTHBIN akTop Tpanckpuniuu-1 (TTF-1).

B Hacros1iee BpeMs HET JJaHHBIX 0 3a0071€BAEMOCTH B PacIpocTpa-
HenHoctu CMJIIIK. TIpakTuuecku Bce ONMCAHHBIE HA CETOHAII-
HUU neHp MyTanuu NKX2.1 ObUTH YHUKQIBHBIMH, YTO UCKJTIOYAET
BO3MO’KHOCTh CKPUHHUHTA MIPeobJIaaoIied MyTalliu /I OIeHKU
YaCTOTHI JIAHHOU MATOJIOTUH. BOJBITUHCTBO ONTMCAHHBIX BAPUAHTOB
MyTalui BO3HUKAIN de Novo, 0THAKO ObLIIO YCTAaHOBJIEHO ayTOCOM-
HO-ZIOMHHAHTHOE HacjeJIoBaHUE.

ATHOJIOTUA U ITaTOTeHe3

'en NKX2-1 kogupyet TTF-1, urparoriuii Ba?KHYIO POJIb B SKCIIPeC-
cuu SP-B, SP-C u ABCA3. YMeHbIIIeHHE KOJTUYECTBA OJTHOTO UJIN He-
CKOJIBKUX U3 3THX OEJIKOB U3-3a MyTallHH WJIH JIeJIEIIUN Te€HOB, KOTO-
pble HHAKTUBUPYIOT OAWH asuienb NKX2.1 (rarioHe0cTaTOYHOCTb),
SAABJISIETCSA TIPe/iTlolaraeMbIM MeXaHU3MOM IUCHYHKIUU cypdaKTaH-
Ta ¥ 3aboseBanus erkux. [Ipu CMJIIIXK 6p111 3aperucTpupOBaHbI
nesennu Beero reHa NKX2.1, MyTanuu c/iBUra paMKu CUUTHIBAaHUS
(nHCEpIIMY, BHYTPUTEHHBIE JIEJIEINH ), HOHCEHC-MYTAllNH, & TAK:Ke
MmucceHc-myTtaruu. [losaraior, UTo TAXKECTb KIMHUYECKUX MIPOsIBJIe-
HUH TIPU JIAHHOU TIATOJIOTHH CBA3aHA € TUIIOM MyTanuy reHa NKX2.1,
pasMepoM Jiesieluy WK Ke HaJIMuueM MyTalud B QyHKIIMOHATb-
HOM JjoMeHe. Hanbosiee 4acTo BCTpeuarTcs BHyTPUTEHHBIE JeJIEINH,
MIPUBOJISAIINE K YKOPOUEHUIO JJTUHBI O€JIKa, a ONHCAHHbBIE B JIUTE-
paType MHCCEHC-MyTaI[iu ObLJIN acCOIMHUPOBAHBI ¢ H0JIee JIETKUM
TeueHreM 3a00J1eBaHUs.

I'en TupeousiHorO hakropa TpaHckpumuu-1 (NKX2.1) apisercs
romMeo00KCOM, YWIEHOM ceMelicTBa TeHOB NK2, co/iep:KUT TpH KO-
pyromux 3k30Ha (NM_001079668.2) 1 pacrosioKeH Ha JUTMHHOM
IUIeYe 14 XpOMOCOMBI (CerMeHT 14q13.1-q21.1). B muToBuaHOM Ke-
sese (III2K) rer NKX2.1 akTHBUPYET TPAHCKPHIIITHUIO THPEOTIO0YITH-
Ha. B uccsieoBaHuAX Ha AKCIIEPUMEHTAJIBHBIX MBIIIAX C HOKAYTOM
rena NKX2.1 6pU1a I0Ka3aHa €ro poyib B SMOpHOTeHe3€e TOJIOBHOTO
moara, 112K u jsierkux. Y MbIlllell ¢ TOMO3UTOTHOMU Jiejielell reHa
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NKX2.1 HabJII0/1aJI0Ch [TOJIHOE OTCYTCTBHE (POJUTUKYIIAPHBIX U C-Kite-
Tok IIIDK, a Tak:ke Ts:Kesble lepeKThl PA3BUTHS FOJIOBHOTO MO3Ta U
TUIOIIa3usA Jierkux. Kpome Toro, 6110 OKa3aHo, uTo quddepen-
IMPOBKA ayibBe0sI01uToB I THIa 1 crHTe3 6eJIKOB cyphaKTaHTa TaKe
Y B3POCJIBIX 3aBUCHUT OT aKTUBHOCTHU paboThl reHa NKX2.1. /laHHbIe,
IIOJIyUeHHbIE IIPU UCCIIEIOBAHUH SKCIIEPUMEHTAIBHBIX }KUBOTHBIX,
CBUJIETEJIBCTBYIOT O TOM, uTO reH NKX2.1 urpaet pemamolIiyo pojb
B paseutuu 12K, He0OX0AMM /I TO/IJIEPKAHUSA YIIOPAOUEHHOM
oyuKyNApHOU apXUTEKTOHUKHU U (pyHKImoHuposaHus 2K y
B3POCJIBIX JKUBOTHBIX.

Kimanueckasa kapTuHa

Hesposioriueckrie HapyIeHNs ABJIAIOTCSA HauboJiee paclipocTpaHeH-
HBIMU ITPOABJIEHUAME MyTanuii rena NKX2.1, oH1 00HApY>KUBAIOTCA Y
92% manuenToB. HanboJiee yacToi maToIoruel co CTOPOHBI HEPBHOU
cucremsl mpu CMJIIIXK sBiisercs 1o0pokavecTBeHHAsI HACIE[CTBEH-
Has xopes (JIHX), pasBuBaromasicsi B MJIa/ieHUeCTBe WIN PaHHEM JIeT-
CTBe, 0OBIYHO ee BO3HUKHOBEHMUIO ITPEJIIIECTBYET 3a/IeprKKa MOTOPHOTO
Pa3BUTHA WIN TeHePAIN30BaHHAsA MBIIIIeUHas TUIIOTOHUA. Bo3pacr, B
KOTOPOM JIETH HAUMHAIOT XO/IUTh Oe3 TOCTOPOHHEN IIOMOIITY BApbUPYeT
0T 15 MecsIIeB JI0 5,5 JieT. JIHX xapakTepusyercs HeOOIbIINMHE CIIOH-
TaHHBIMU II0JIEPTUBAHUAMY, He CBA3aHHBIMU C IIpeJHAMePEeHHBIMHI
JABkeHUAMHU. [Ipyrumu acconunpoBanabiMu ¢ CMJIIIIK HeBposio-
THYeCKUMU CUMIITOMAaMU SIBJIIOTCS aTaKCHs, BCTPEYAOIAAcs y AeTel
JIOIITKOJIBHOTO BO3PACTa, MUOKJIOHYCHI, JIBUTATeIbHbIE 1 BOKAJIbHBIE TH-
KU, HUCTarM, aHOMaJIbHbIE CAKKa/IbI (OBICTPHIE, CTPOTO COTIACOBAaHHbBIE
JIBIDKEHHU T71a3, OJHOBPEMEHHO B OZTHOM HAIIPABJIEHUH ), TUPAMU/THBIE
HapyIleHus, AU3apTPHs, HTHTeHI[MOHHBIN TpeMop, Icuxo3. CiiesyeT oT-
MEeTHUTb, YTO JjasKe IIPU OTCYTCTBUH KOTHUTUBHBIX HAPYIIIEHUH Y IaI-
enroB ¢ CMJIIZK npu Hanmmuuu JIHX MoryT otMeuaThbes gucrpadus
U CBA3aHHBIE C HEH TPYHOCTU B OOyIEeHUM.

ITaTtonorusa 2K obHapykuBaercs y 70% MaleHTOB C TAHHBIM
cuHApoMOoM. 3aboseBanus 12K moryT BappupoBaTh OT 6eCCUMIITOM-
HOTO YBEJIMUEHHNs YPOBHS THPEOTPOITHOTO TOPMOHA JI0 TTOJIHOH are-
Hesuu 12K ¢ pa3zBuTHEM BpOKIeHHOTO runotupeosa. 'opmons: K
UTPaOT BAXKHYIO POJIb B PAHHEM Pa3BUTHUN HEPBHOU cucteMbl. OT-
CYTCTBUE TEPAIINU IIPH BPOK/IEHHOM THIIOTHPEeO3€e IPUBOIUT K pas-
JINYHBIM HEBPOJIOTUYECKUM HapYIIEHUAM, B TOM YHCIIE K TSXKeI0N
YMCTBEHHOH OTCTAJIOCTU, MBIIIIEYHOHN CIIACTUYHOCTH, HAPYIIEHUIO
MIOXO/IKU U KoopAuHanuu. [To HEKOTOPHIM JJaHHBIM CpeJH MareH-

156



TOB ¢ MyTarusamu reia NKX2.1 npu npoBesienun Y3U Toabko y 55%
oTMeuasiach HopMmasibHasa Mopdostorus 1K, y 35% Oblia BeIsABIeHA
TUIOILIa3us, a y 10% oOHapyKHBasIach areHe3us oprana. Ha MomeHT
ITIOCTAHOBKY JIarH03a KOMIIEHCUPOBAHHBIN I'MIIOTHPEe03 HabII0a-
cs B 61% cirydyaeB, ABHBIN (MaHU(bECTHBIN) THUIIOTUPEO3 BCTPEYAIICS
JuIb y 39% narnueHToB. [laTosorusa npu myranusax reHa NKX2.1
MOXKeT Pa3BUBAThCA IIOCTEIIEHHO B TeYeHUe JI0JIT0r0 BpeMeHH, 1103-
ToMy He Bce ciyudau aucreHesun 2K 6yyT oGHapy»KeHBI BO BpeMsI
CKPUHUHTa HOBOPOXK/|€HHBIX.

JlerouHsble IPOSABJIEHUA ABJIAIOTCA HaUMeHee YacTbIMU CUMIITOMa-
mu CMJIIIK, oHu Berpeuatores y 67% NaliieHTOB, OJTHAKO JIAHHBIE
HapyIleHusA MOTYT ObITh paTaIbHBIMU. PecniipaTopHble IPOSIBIIEHUA
MOI'YT MaHU(}eCTUPOBATH y:Ke B HEOHATAIbHOM IIepUOo/ie, a MOI'yT I10-
SAIBUTBCA TOJIBKO B IIOJPOCTKOBOM Bo3pacTe. CIIeKTp JIeTOYHBIX pac-
cTpoiicTB BKItouaeT B cebss P/ICH, B ToM umcile y JOHOIIEHHBIX /IeTel,
peluIUBUPYIOIINE PECIUPATOPHbIe HHeKINH, ocTphlii P/IC, 6poH-
XUAJIBHYIO acTMY, GuOpO3 JIeTKuX, a Takke U3J1. Y neteit ¢ U3J1 mpu
CMJILIK oTMeyaroTcs Takue XpOHUYeCKHe peclinpaTopHble CUMIITO-
MBI, KaK OZIBIIIKA, TAXUIIHO3, KallleJIb, HEKOTOPBIM JIeTAM TpebyeTcs
[IPOBe/IEHNE JTTUTEIbHON KUCIOPO0TEPAIINH, B TOM YHCIIe IOMAaIIl-
Hell. CpeiHAS IPOAOIKUTEIBHOCTD KUCIOPOIOTEPATINH Y TAIIIEHTOB
¢ CMJIIIXK cocraBiisieT 18 MecAI1eB. Y HEKOTOPBIX MAIUEHTOB ObLITU
BBIAIBJIEHBI JIETOYHAs KapIHOMA, pacllieJIJiHa TOPTaHu, allHO3 BO
CHe, JIerouHbIN pubpo3 u smbusema. [Ipu npoBeeHNHN HCCIe[0Ba-
Husa ®B/] y nereit crapurero Bo3pacra ¢ CMJIIIK o6HapyKHUBaIHCh
PpeCTPUKTHBHBIE U3MEHEeHU .

¥ nanuenToB ¢ myramuei rena NKX2.1 00HapyKHBarOTCA TUCMO-
pdudeckue 4epThl JINIA U Yepena, Takre Kak ruiepTe0pyu3M, MU-
KPOTHATH S, BBICOKOE JIyTo00pasHoe He0O, BBIIAIOIIUMACS JI00, BBICTY-
MaIUi KOHYUK HOCA.

JlmarHocTuka

B renernueckoMm obciaenoBaHuu as1A uckamodenuda CMJIIIIDK
HYKJIAI0TCS BCe OOJIbHBIE C BPOXKAEHHBIM THIIOTUPEO30M H JIIOOBI-
MH PECITUPATOPHBIMU, OCOOEHHO TSAKEJIBIMH U XPOHUYECKUMH, CHM-
IITOMAaMH, a TAKKe HEOO'BSICHIMOU THIIOTHPEO30M HEBPOJIOTHYECKON
CUMIITOMATUKOU. [[JIs1 MO/ITBEP KIEHUA TAHHOTO TMarHO3a IIPOBO-
JIUTCA ceKBeHUupoBaHue reHa NKX2.1.

¥ naruenTtoB ¢ U3JI mpu CMJIIIK Ha KT opraHoB rpyiHOU KJIETKH
Yalle BCEro BBIABJIAIOTCA CUMIITOM «MAaTOBOI'O CTEKJIA», OYaru KOH-
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COJIUJIAIINY JIETOYHOM TKaHU, TUIIepUHOIIAINA, KUCThI, yTOIIIIeHNE
Me3K/I0JIbKOBBIX ITeperopoJiok, Gubpo3Hble u3MeHeHUs (puc. 9).
IIpu rucrosorudyeckoM HCC/IeJOBAaHUN TKAHU JIETKUX ITallUeHTOB
¢ MyranuamMy B reHe NKX2.1 TUIMYHBIMU U3MEeHEHUAMHU ABJIAIOT-
csI YTOJIIIIeHNEe MeXK/I0JIbKOBBIX I1ePeroposioK, NHTEPCTUIINATIBHBIHN
(¢pubpo3, runepiiasus aabBeosonuToB 11 Tuma, AepUNUT aTbBEOIIA-
pusanuu. Kpome Toro, onucaHspl cIyday BbIABIEHUA TaKUX UCTO-
JIOTUYeCKUX NaTTepHoB, kak JIAIT, HCUII, XTIM. IIpu nnpoBeaeHun
3JIEKTPOHHON MUKPOCKOIINH BO3MOXKHBIMH YJIBTPACTPYKTYPHBIMU
U3MeHeHUAMU ABJIAI0TCA MHOXKeCTBeHHbIe JlaMeJUIsIpHble TesIblia B
anbBeostonuTax 11 Tuna, abBeosIApHBIE IPOCTPAHCTBA ¢ (PparMeHTaMu
asbpBeosionuToB 11 THIa 1 BbIIaBI€HHBIMUY JIaMeJIAPHBIMU TeJIbIIaMU.

Jleuenue

Jaurnbie o teuennu CMJIIIXK kpaiine orpanndeHsbl. [Ipu BoisABIIE-
HUU THIIOTHPE03a HeOOX0IUMO CBOEBPEMEHHOE Ha3HAUEHHE 3aMe-
CTUTEJIBHOU TOPMOHAIBHOU Tepanuu. Coobasiock, 4To, B OTJINYHE
OT GOJIBIIMHCTBA TUIIEPKUHETUYECKUX JIBUTATEIbHBIX PACCTPOICTB,
IIpY JIAHHOM CHHJIPOME MOTYT OBbITh 3((GEKTUBHBI T0(paMUHOMIMeE-
TUKU. Y psaga nanuerToB ¢ CMJIIK npu npuMeHeHNH JieBOA0IIa
yJIydinaaach MOX0AKa U HabJIi0/1aach MOJI0KUTeIbHAA JUHAMUKA B
TeueHuu J{HX, ojiHaKO I1037Ke Tepamnus 0CJI0KHUIACh PA3BUTHEM JI0-
303aBUCUMOU TUCKHHE3NU. KpoMe Toro, coob1manocs 06 yrydineHun
cumnTomoB JIHX mpu jieueHUM HU3KUMH 103aMU TeTpabeHa3uHa,

Pucynok 9

KT opraHos rpyaHoii ki1eTku nanuenra ¢ CMJIIIDK: kapTtuna
auddy3HOro HHTEPCTUIUATBHOTO IIPoIecca B 000X JIETKUX, OYaru
KOHCOJIMJAIUM, OOIIHPHBIE 30HbI <MAaTOBOIO CTEKJIa»
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KOTOPBIH 0OBIYHO UCIIOJIB3YeTCA B Tepanuy 60se3HN ['eHTUHTTOHA.
CrnepnyeT OTMETUTD, UTO B HEKOTOPBIX HCCJIEJOBAHUAX BCE IIepeUnC-
JIEHHBIe IIperapaThl He CIIOCOOCTBOBAIH YJIYUIIIEHUIO CHMIITOMOB
JIHX, a B HEKOTOPBIX cepusix HAOJIIOZIeHUH y TAI[eHTOB C BO3PACTOM
OTMeUaJIoch IOCTeIIeHHOE YIyullleHe HEBPOJIOTHYeCKON CHMIITOMA-
THUKHU 06e3 KaKoro-I10o0 JedeHus.

JleyeHue ITaTOJIOTUU JIETKUX 3aBUCUT OT KJIIMHUYECKUX IIPOsBIIe-
Huil. [Ipu Manudecranuu B HeoHaTaabHOM neprosie B Busie PZIC mpo-
BOJUTCA TEpaIUsA IIperapaTaMy 3K30IeHHOT0 cyp(aKkTaHTa, a TakxKe
ipu HeoOxoxumoctu MBJI. ITpu passutuu U3J1 y nereir ¢ CMJIIIK
IIPOBOJAUTCA MeIUKaMeHTO3Has Tepallus, COIIOCTaBUMas C JIeueHHueM
psana apyrux M3JI, B ToM uncsie BpoxKeHHOTo Aedunuta 6eIKoB cyp-
(paxranTa c HazHaueHHeM 'KC, ruipoKCUXIOPOXHHA, A3UTPOMHUIITHA
B BHU/Ie MOHOTepanuu uinu B komomHanuu. [Ipu HeaddeKTUBHOCTH
MeJIUKaMeHTO3HOH Tepanuy y MalleHTOB ¢ TSAKeJIBIMU IIPOrPeccu-
pytonumu M3JI, accorunpoBaHHbIxX ¢ MyTanuamu NKX2.1, mokazaHo
IIpOBeJleHNe TPAHCIUIAHTAIIUY JIETKUX.

IIporuos

YacToTa JIeTaIbHBIX HCXOJOB y IAlUEHTOB C JIETOYHOU
manudecrarueit CMJIIK gocturaer 16-24%, mpu 3TOM He OBLIO
3aperucTPUPOBAHO HU OJTHOTO JIETAJIBHOTI'O HCX0/1A Y MAIEeHTOB C
MyTaruei rena NKX2.1 6e3 JIeTOYHBIX TPOSABIEHUH.
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T's1aBa 10
JIerouyHbIi HHTEPCTUIHATbHBIA IJIMKOT€HO3

OnpepesieHue U 3NUAEMHUOIOTUA

JIerouHbIli UHTEPCTUIUATIBHBIN TyinKoreHo3 (JIUT, cuHOHUM:
WHTEPCTUIINATIbHBIN KJIETOUHBIH THEBMOHUT MJiIasieHIes) — 13J1,
KOTOpO€e BCTpevaeTcsi HCKIIOUUTEIBHO Y JleTell paHHero Bo3pacra
U XapakTepu3yeTcs NPUCYTCTBUEM B MHTEPCTUIIMHU KPYIIHBIX MaJIO-
InddepeHIIPOBaHHBIX Me3€HXUMa/JIbHBIX KJIETOK, COAEP KalIuX
IJINKOTeH. /laHHBIe O pacIIPOCTPAaHEHHOCTH OTCYTCTBYIOT. 3ab0s1eBa-
HUe ABJIseTCA peikuM, Kak u Apyrue M3J1. JIUT BcTpeuaeTcs Kak y
JIOHOIIIEHHBIX, TaK U y ieTel, POXK/IeHHBIX IIPeXKeBPEMEHHO.

ATUOJIOTUA M IIaTOreHe3

B ocHoBe 3abosieBaHUA JIEKUT HapylIeHUE KJIETOUYHOU
nuddepeHINPOBKY JIETOUHON Me3eHXUMBI, I0CKOJIbKY B HOpMe
Me3eHXUMaJbHble KJIeTKH JIeTKOI'O He cojep>kaT IJIMKOreHa.
IIpu JINUTI mopakaeTcsa UCKIIUYUTEJIbHO JeroyHas Me3eHXuMa.
V13BeCTHO, YTO TTINKOTEH-Co/lepKalre KJIeTKU MOXKHO 0OHAPYKUTh
Ha pPaHHUX CTaAuAX GOPMUPOBAHUA JIETKOTO, OHU BCTPEYaIOTCs
B XOJle HOPMaJIbHOTO Pa3BUTHA JIETOYHON TKaHU CPely KJIETOK,
BBICTUJIAIOIIUX aJIbBeossApHbIe neperopoaku. C ysesnuenueMm I'B
OHH IIpeTepIIeBaloT Perpeccuio, IpakKTUYeCcKH IOJHOCThIO Hcue3ast
K poxaeHHIo. HakoneHue IJIMKOreHa CBA3aHO C IIJIaCTUHYATHIMU
TesibllaMu (deTasbHBIX ajlbBeosonuToB Il Tuma, ydacTByOIIUX
B cuHTede cypdakTtaHTa. IIpenlniecTBEHHUKOM TIJIUKOTEH-
cojZlep:KaluX KJIeTOK sBJseTcsA JIETOUHBIN Jsunodpubpobiact.
Asnaerca nu JIUT pesysibTaToM IEPBUYHOTO U30JIUPOBAHHOTO
HapyuieHus AuddepeHIIUPOBKU JeTOUHON Me3eHXHUMBI WU
MIOsIBJIEHUE TJINKOTeH-CO/IEPIKAIINX KJIETOK OTpaKaeT BTOPUUHBIH
OTBET Ha JIETOUHOE TIOBPEK/IeHNEe, TN00 YKa3hIBAET HA IIPUCYTCTBHUE
ZIpyroro 3abosieBaHUs#A, OCTaeTcs 70 KOHIIA HesAcHBIM. KieTkw,
xapakTepHble JJiA JIWT', BcTpeyaroTca NPU MHOKeCTBE JPYTUX
[IaTOJIOTUYECKUX COCTOSAHUH, HallpuMep, IOYTH Y IIOJIOBUHBI MJIa-
JIeHIIeB ¢ AHOMAJIUAMHU JIETOYHOTO pocTa. B 2017 1. 661710 cO00IIIEHO
0 28 ciyuanx JINT, cBA3aHHBIX CO CIEKTPOM 3a00I€BAaHUH JIETKUX
U CepJIeYHO-COCYIUCTON CHCTeMBl, BKJIIOUAs JIETOYHYIO apTepUaIb-
Hy10 runiepreHsuio (n=9), BIIC (n = 4), HOKI'M (n=5), BpOKJ€HHYIO
MasTb(opManuIo IbIXaTeNbHBIX IIyTel JIETKUX (N=5), BPOK/AEHHYIO
sobapuyto ambuzemy (n = 4) u cuaapom Hynau (n=1). JIUT 6bL1
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OIMCAH TaKKe B COYeTAaHUM C BPOXKJAEHHBIMH JIUM@aTHIeCKUMHU
U IIapeHXMMaTO3HbIMHU aHOMAJIUAMHU, BKJIIOYasAd IOPOKU PAa3BUTUA
rpyaHou kinetku. C. Langston ¢ kosut. coobmuiu, uro JINT 6bu1
pacipocTpaHeH IpU JIETOYHOH I'UNOoIIIa3uu (9 U3 15 CiIyyaeB), Ha-
oironanca y 12 us 20 nanueHToB ¢ BJI/], nepeHecux OGUOTICHIO
JIETKUX, B 8 U3 16 ciiyuaeB aHOMAaJIUH pocTa Jerkux. I'THKkoreH-co-
JleprKainue KJIeTKU TakKe ObLIn 00HAPYKeHBI y pebeHKa ¢ CHH/IPO-
moM [layHa u y 3 u3 11 60spHbIX ¢ BIIC. Takum ob6pasowm, JIUT B
COYeTaHUH € IPYyTUMH COCTOSIHUAMU PaclpoCTpaHeH 3HAYUTEJIbHO
0o0JIbIIle, UeM B U30JIMPOBAaHHOU (popMe.

Kiauaunueckas kapTuHa

3aboseBaHne MaHudecTUPYET OOBIYHO B IIEPBbIe JHU — HEeIN
JKA3HHU C Heclleu(pUIeCKUX pecIUPaTOPHBIX CUMIITOMOB, KOTO-
pBle MOTYT pa3BUTHCS IOCJIE «CBETJIOTO» IpoMeKyTka. OCHOBHBIE
KJIuHu4Yeckue cuMnToMsel JIMT — TaXxUIHO3, COIPOBOKAAI0Ieecs
BTSDKeHHEM Mekpebepuil, U TUIIOKceMUsI, TpeOyIoIast KUCIOPO-
HOU goTaruu. KimmHudeckas kKapTUHA MOKeET ObITh Pa3JIUYHOU, OT
HEeTSKeJIOT0 TaXUITHO3 U runokenuu 1o PJIC u serouHot runepTeH-
3uu. Yacth 60JIbHBIX MOKeT TpeboBaTh MBJI win pecimpaTopHOU
MO ZIePKKH.

JAnarHocruka

Pentrenosornueckue npusHaku JINT HecrienmuuuHbI U Mpe/-
cTaBjleHbl TUNIepUHGIIANNEN, HHTePCTUIINATBHBIMU HHPUIBTPA-
TaMH, TOHKUM HHTEPCTULIMAIbHBIM, PEeTUKY/IAPHBIM IIaTTepHOM. B
JlaJibHeNIIIeM oTMevaeTcs ObICTpas MPOrpeccus U3MeHeHNH — UH-
TEPCTUITUATBLHBIN PUCYHOK CTAHOBUTCA O0JIee rpyObIM ¢ JTUHEHHBI-
MU 3aTeHEHUSIMHU, YePeTYIOUIUMUCH ¢ yIaCTKaMU IOBBIIIEHHON BO3-
JIYITHOCTH, O0JIee BEIPA’)KeHHBIMU B 6a3/IbHBIX OT/ie1ax Jerkux. KT
JIETKUX BBIABJIAET JINHEMHbIe PETUKYJISIPHBIE 3aTeHEHNUsI, YTOIIIeHU
MEeXK/I0JIbKOBBIX IIePeropoZiOK B UepeloBaHUU C 30HaMU THIIepUH-
aanum 1 peHOMEHOM «MaTOBOI'O CTeKJIa». Y HEKOTOPBIX OOJIBHBIX,
nostydaBmux jedenue, KT nemoHcTprpyeT yuacTku ¢pubposa ¢ HeoJl-
HOPOJTHBIM 3aTeMHeHNeM B 6a3a/IbHBIX OT/IeJIaxX 10 TUILY «MaTOBOTO
CTeKJIa», OTHAKO TUATHO3 He MOKeT OBITh OCHOBAH UCKJIIOYNUTEIHHO
Ha IaHHBIX UMU/K-IUarHOCTUKY, TeM bostee, uto JIVT Hepenko Ha-
cjlauBaeTcs Ha MHBIe IIOBPeX/IeHU JIeTKUX, TaKue KaK aHOMaJIuu
JIbBEOJIAPHOIO POCTA, JIeTOuHYyIo aprepuonaruio, CAM u T.7.
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JlabopaTopHble METOBI JTUATHOCTHUKH MMO3BOJIAIOT HUCKIIOYUTH
MYKOBUCIIH/I03, UMMYHOAe(UITUTHbIE COCTOSHUA, UCCIIeJOBAaHIE
s)kusikocT BAJI ykaspiBaeT Ha OTCYyTCTBHE MH(MEKIIUN U IPU3HAKOB
acrmupanuu.

B HacrosIee Bpems omnpejenaeHHbIH auarHos JIUI moxker
OBITh YCTAHOBJIEH TOJIBKO HAa OCHOBAHHU THCTOJOTHYECKOTO
uccienoBanus. THUIUYHBIM TATOMOPMOJIOTHUECKUM NPU3HAKOM
JIUT siBnsieTcs pacopocTpaHeHUe B UHTEPCTUIUN IPUMUTUBHBIX
MastoindepeHInPOBaHHBIX ME3EHXUMAIbHBIX KJIETOK, OOTaThIX
TJINKOTeHOM. IJTO sBJIEHHE XapaKTePHO HCKJIIOUUTEJILHO JJis
serkux. CHCTEMHOTO HAKOILJIeHUs TJIMKOTeHAa WJIN HapyIIeHUs ero
MmeTtabonuszMma HeT. Hanbosiee xapaKTEPHBIMH T'MCTOJIOTUUECKHUMHU
npusHakamu JINT apnsatorca auddysHoe yTosieHre UHTEPCTUIIN,
pacTsAHyTble OKPYIJIble, BepeTeHOOOpa3Hble KJIETKH C OJieHOU
[UTOTJIA3MOH € sI/[POM OBOUTHOHM popMBbl. I[uTOmIazma co/iep:KuT
0O0JIBIIIOE KOJIMUECTBO TJIMKOT€HA, KOTOPHIH MOKHO OOHAPYKUTh
IIPH 3JIEKTPOHHOU MUKpockonuu mwin I K-okpacke, 3TH KIeT-
KU He ABJAITCA KJIETKAMHU BOCHAJIEHUs, a 00Jiee CXOHBI ¢ Gu-
O6pobsiactamu. KyieTku CHIIbHO UMMYHOIIO3UTHBHBI B OTHOIIIEHUH
Me3eHXHMAaJIbHOTO MapKepa BUMeEHTHHA. B MekanbBeOoJIAPHBIX
IepPEeropoJiIKax 00HAPYKUBAETCA MUHUMAJIbHOE ITPUCYTCTBHUE BOC-
MaJINTEJbHBIX KJIETOK, HET U MIPU3HAKOB UHTEPCTUIIUATIBHOTO (PU-
O6posa. IIocKkoJIbKy Ha COXpaHEeHHeE TJTUKOTeHA BJIUSET UCIIOJIH30Ba-
HHE BOJIHBIX (pUKcAaTOpPOB (HampuMmep, 10% GopMaanHa), HaTuIue
IIMK-n03uTUBHOCTH He Bcerjia yZlaeTcs IpoJeMOHCTPUPOBATH
Ha PYTUHHBIX cpe3ax. JJIEKTPOHHAsA MUKPOCKOINUs CUHUTAETCS
HAaWJIY4IIUM TOJIXOJJOM BBIIBUTH HAaKOIIJIEHME MOHOYAaCTHUIL
TJINKOTeHA B 3THUX WHTEPCTUIIMATBHBIX KJIETKAX, a obpaboTka
VJIBTPATOHKHUX CPE30B KHCJIOTOW YCHUJIMBAET BU3YaJTH3AIUIO
IJINKOreHa.

JlmarHos MoOKeT OBITH 3aIl0J[03PEH y HOBOPOXKJEHHOTO C
HapyIIeHUueM JbIXaHUsA, 0COOEHHO KOT/Ia TAKECTh 3a00JIeBaHU A
HENPOIOPIMOHAJIbHA CTEMEeHW COIMYTCTBYIOIIHUX COCTOSHHMH,
BKJIIouas HeJioHomleHHOCTh U BIIC. Jlerkue ciyuyau HUKOT/Ia He
[IOJIBEPTAIOTCSA OMOTICHY, JIJISI HUX OBbLT IMIPEJIOKEH KIMHUYECKUT
TEPMUH «CTOHUKOE TaXUIIHODY MJAJeHIeB» (CHHOHHUM:
[IEPCUCTUPYIOIIlee TAXUITHOD MJIAJIEHIIEB), KCIOJIb3YEMbBIN TaK:Ke
JULS XapaKTepUCTUKU nanyeHToB ¢ HOKI'M.
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Jleuenue

Koncencyca no neuenuw JIWUI, kak u jaasa [Apyrux
nenuatpuueckux M3JI, He cymecTByeT. JledeHue HOCUT
MOJi/lepKUBAIOIIUY XapakTep. BolbMMHCTBY ieTell moTpebyeTcs
JIOTIOJTHUTEIbHBIN KUCTIOPOJI, 2 HEKOTOPHIM noTpebyercsa VIBJI u
Tepamnusd JerouYHou runepTeH3un. [Ipu HATUYNY COMYTCTBYIOLIUX
3aboseBanuil, Takux kak BIIC wiu BJI/I, npoBoiuTCA UX TEpPAMIUS.
B psane cayuaeB cHMMITOMBI pa3penialoTces caMOCTOATENbHO Oe3
KaKUX-JI1u00 MeINKaMEHTO3HBIX BMENIATeJIbCTB. Y psAza 60JIbHBIX
NIpoBOAMJIaCh BHYTPUBEHHAsA BBICOKOJZO3HAsA IIyJIbC-Tepalus:d
IF'KC (MeTUIIpPEeAHU30J0H 10 MI/KI/CYyT B Te€UueHHUe 3-X JHEH
KaXXZIOTO MecsAIa) MPOJA0IXKUTETBHOCTHIO OT 6 /10 11 MeCAIEB ¢
yAy4dIIeHueM OKCUTeHAIlUU U KJINHUYEeCKOU CUMITOMAaTUKH, HO
KOHTPOJIUPYEMBIX HCCIEJ0BAHUN HE TPOBOUIIOCH, U CYIIECTBYET
MaJIo JI0KasaTeJIbCTB JJIsA JaHHBIX pekoMeHaanuii. Bompoc o
npuMeHenuu I'KC fokeH ojeHUBaThCA B KOHTEKCTE TAXKECTHU
KJIMHHUYECKOTO COCTOAHUA MNALUEeHTOB U IOTEHIMaJbHOTO
BPEHOT'0 BO3JIeMCTBUSA HA IIOCTHATAJIHPHYIO aJIbBEOJIIPU3ALUIO U
Helpopa3BUTHe, 0COOEHHO Y HEJJOHOIIEHHBIX HOBOPOK/[€HHBIX.
B uwacrrOCTH, Hcnoab3oBaHHue BblcOKUX 703 I'KC B ciayuasax
BolsABjeHuA JIVI' B couyeTaHUM €O 3HAUUMBIMU aHOMAaJIUAMU
pa3BUTHUA JIETKOTO He peKOMeHJyeTcA BBUJY BO3MOXKHBIX
YKa3aHHBIX TOO0UYHBIX 3(pdekToB. MexaHu3M 3 (PEeKTUBHOCTU
CTEPOUHOU TEpANINH HesCeH, KaK U HECHOH OCTaeTcs STHOJIOTUA
3abosieBaHUA. B oTyInUMe OT HAUONATHYECKUX HHTEPCTUIIATTBHBIX
nHeBMoHUH, JIUI' xapakTepusyeTcsi He BOCHAJIUTEIBHBIMHU
U3MEeHEeHHUAMU, a He3peJIOCThI0 MHTEePCTUIMAIBHBIX KJIETOK.
b deKT KOPTUKOCTEPOUTHON Tepanmuu, BEPOSATHO, ABJAETCS
pe3yJbTaTOM YCKODEHUs IIPOLleCCOB CO3peBaHUA, a He
MoauUKAIUNU BOCHajJeHUsA. Y BceX IManUueHTOB TpebyeTcs
ONTUMU3ANUA MUTAHUA JJI 00ecrieueHUs a/IeKBATHOTO Pa3BUTHU A
JIETKUX U TPOGUIAKTHKA PECIIUPATOPHBIX NHMEKITUI.

IIporunos

EcrecTBeHHOE TeueHUe 3a00JIeBAHUS HEU3BECTHO, HO CMEPTHOCTh
B 3HAUUTEIHHOU CTEIIeHU CBA3aHA C OCJI0KHEHUSAMU HeJIOHOIIeHHO-
CTH WU THIOIUIa3Uel, aHOMaIUAMU pocTa jerkux. [lanueHTsr Mo-
T'YT OCTaBaThCA CHUMITOMAaTUYHBIMY B TeUeHNEe HECKOJIBKUX MecCsAIEeB.
CMmepTHOCTB Bo3pacTraeT 1pu codetanuu JIUI ¢ gpyrumu cocTosHu-
AMHU.
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