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Pe3stome. Llenb uccnefoBaHus — onvcaTh acCoLuyMMpoBaHHble ¢ nnactuyeckum dporxutom (6) 3aboneBaHus, ocobeH-
HOCTM ero MaHudecTaLmm, MeTObI ero Tepanum 1 ero ucxodbl y fneten. Matepuan v metogpl. C 2002 no 2022 r. Habnto-
ganuck 20 naumenTos ¢ M6, MmeguaHa Bo3pacta 4,5 [2,9; 7,5] roaa. MpoBogununce peHTreHorpadms, KoMnbloTepHas To-
Morpadus opraHoB rpyaHON KNeTku, OpoHXOCKONUS, LUTONOMMYECKOEe UCCIELOBaHIE CEenKOB, ONpeaeNneHne YPoBHS
cneuudunyeckux MMMyHornobynuHos E, cnupometpus. Pesynbtatbl. CaMbIM YacTbiM accoLmmnpoBaHHbiM ¢ M6 3abonesa-
HUeM Obina OpoHxmManbHas acTMa, KoTopas pasBvBanach 1 nocie nepeHeceHHoro MNb. OH MaHUbECTUPYET KaLem co
cnenkamu GPOHXOB, AbiIXaTeNbHOWM HEeAOCTaTOYHOCTbIO, aTeNnekTasamMu; OONbLMHCTBY NaLWEHTOB NPOBOANANCL HEOp-
HOKpPaTHble OPOHXOCKOMUM C NONOXMTENBHBIM 3DdEKTOM; NETaNbHbIX MCXOLOB He ObiNno. 3aknoyeHue. Mpy passuTum
Kalwns, aTenekTa3os, AblXaTeNbHON HeAOCTaTOYHOCTH, OTKALNMBAHUM CNEMNKOB OPOHXOB, HANMYMM ACCOLIMUPOBAHHDIX
c 6 3aboneBaHM HeobXxoaMMO BKNOYATh AaHHOE PeaKoe 3aboneBaHMe B AMArHOCTUYECKMIA MOUCK.

Summary. The purpose of the study: to describe associated diseases, features of manifestation, therapy and outcomes
of plastic bronchitis (PB) in children. Materials and methods. From 2002 to 2022, 20 patients with PB were observed, me-
dianage 4.5[2.9; 7.5] years. X-ray, computed tomography of the chest organs, bronchoscopy, cytological examination of
casts, determination of the level of specificimmunoglobulins E, spirometry were performed. Results. The most frequent
disease associated with PB was bronchial asthma, which also developed after undergoing PB; PB manifests with cough
with bronchial casts, respiratory insufficiency, atelectasis; most patients underwent repeated bronchoscopy with a posi-
tive effect; no deaths were registered. Conclusion. With the development of cough, atelectasis, respiratory insufficiency,
coughing up bronchial casts, the presence of PB-associated diseases, it is necessary to include this rare disease in the
diagnostic search.

[ns untupoBaHus: NMnactnyeckun GPOHXUTY fieTelk: pesynbTaThl MHOTOLEHTPoBOTOo UccnenoBaHws /H.W. KonraHosa [ ap.] // MpakTuka nepmatpa.
2023. N2 2. C. 35-41.
For citation: Kolganova N.I. et al. Plastic bronchitis in children: results of a multicenter study. Pediatrician's Practice. 2023;(2):35-41. (In Russ.)

BBEJEHUE (OTI). ManHOoe 3aboreBaHMe M3BECTHO CO BpeMeH laneHa,
ITnactmueckmit 6ponxur (IIB) — ato penmkoe 3abornesa- KoToppt HasBai I1b venae arteriosae expectoranti, canras,
HII€e, XapaKTepy3yIolieecsl Ha/IM4I/MEM IUIOTHBIX BETBALIVX- YTO IAlVIeHThI OTKAIIVBAIOT 7IeTOYHble BeHbL. 11D B pasHble
Cs1 CJIETIKOB, BBIIOJTHAIOLIMX IIPOCBET IbIXaTe/IbHbIX ITyTelt Hepyofibl 0003HAYA/M TepMUHaMI «(UOPUMHO3HBI OPOH-
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XUT», «IICEBIOMEMOPAHO3HbI OPOHXNUT», «OPOHXMA/IbHbII
KpyID». [IMarHo3 mofTBepKAaeTcs py 0OHAPY KeHNY IUVIOT-
HbIX cenkoB B /11, HepemKo NMOBTOPAIIINX BETBJIEHNE
OpOHXVAIPHOTO fiepeBa. B HEKOTOPBIX C/Ty4asX IAlVIeHThI
OTKAIIJIMBAIOT C/ICNIKY CAMOCTOSATE/IBHO, IIPU 3TOM C/IeTIKI
MO>KHO ITPUHATD 33 KYCOYKM IIMILY, T€/IbMUHTOB; B IPYTVX —
VIX V3BJIEKAIOT PV IpOBeeHmy 6poHxockormy [1-5].

ITb MoxeT pa3BUTbCA B TH0OOM BO3pacTe, 4alle B
10-30 jeT, XOTA OIMCAHBI CTyYay 3a0o/neBaHus y 3-He-
JIeTIbHOTO MJIafieHIia U 'y 75-7IeTHero My»umHbl [Ipeo6-
JIAIAIOT TAIVEHTBI MY>KCKOTO II0/Ia, KpoMe ciy4aes 11D,
aCCOLMVPOBAHHOTO C aJ/IEPIMYeCKMMI 3a00/IeBaHMAMY,
4TO Yallle BCTPeYaeTCs y JINIL )KeHCKOro norna [6, 7]. Bepo-
ATHO, yacToTa I1b HemoouennBaerca. OH ayarHocTupyert-
¢s1, IO BCell BUAMMOCTY, TO/IBKO Y JINL ¢ Hanbosiee TsKe-
JIBIM Te4eHeM 3a00/IeBaHA, TIpU 00pa30BaHUM KPYITHbBIX
C7IeNIKOB, OOLIMPHBIX aTeneKkTa3oB, obcTpykumm [I1.
JluarHo3 HepeiKo yCTaHAB/IMBAaeTCA JIMIIDb HA ayTOIICUN,
CMEpTD Yallle BCETO HACTYIAET BCIEMICTBIUE AbIXaTe/IbHOI
nHegocrarounocTy (JTH). ITameHTh ¢ IETKUM TedeHreM
ITB 06BI9HO BBI3IOPABIMBAIOT CAMOCTOSITENBHO [5].

O6pasoBaHue CIEIIKOB CBA3aHO C OpPraHM3alVelt 9KC-
CyAaTa WIM TPAaHCCYAaTa Ha OHe CHIDKEHHOTO KIIMPeH-
ca III u mermpparanmy ceKpeTa y TeHeTUYeCKM IIpefpac-
nonoykeHHbIxX /il [ 1, 8, 9]. Cnenku («ripo6km») mpu 116,
KaK IIPaBUJIO, COIEP)KaT OO/bIIOe KOMMIeCTBO MYLIMHA,
IIpU4eM B OT/IM4NE OT HOPMa/IbHOTO MYLVHA, HUTHU KO-
TOPOTO COENVIHAKTCA IOCNef0BaTebHo, npyu I11b momm-
Mepbl VIMEIOT IepeKpecTHble CBA3M. B cemkax MoxkeT
06Hapy>XuBaTbCs1 6OMBIIIOE KOMNIECTBO PuOpIHA, a TaK-
Ke BOCIIA/INTE/IbHbIe KIeTKMU, 303MHOPWIIbI, KPUCTAIIIbI
[Iapko - Jeiimena [5, 8]. B otmuune ot cnenkos npu I16,
CIM3UCTbIe IPOOKY IPY OPOHX03KTA3aX ¥ MYKOBUCIIVI-
I03e cofiep>kaT 6o7bIoe KomniectBo nomimeproit JHK
u F-akTuHa, MMEIOT OTHOCUTEIBHO HU3KYIO IIOTHOCTD;
BO3MOXKHOCTb MX TPaHC(OpMalNy B CIOXKHBIE BETBS-
1gyecs cyenku cropHa. Mopdonorus cinenkos npu 116
TaKKe OTIMYAETCA OT MOP(OIOrNYU CIM3UCTBIX TPOOOK
IIpY a//IePriUdecKoM OPOHXO0/IETOYHOM acriepruese [1].

Y mnapenues I1b acconuupyeTcsa npenMyIecTBEH-
HO C BPOX/IEHHBIMM IIOPOKaMIU CePALIa, 0COOEHHO Mocie
onepanyy QoHTeHa ¢ POPMUPOBAHNEM OLHOXKETYHTOY-
KOBOro KpoBooOpamjenns [1, 10]. Pacmpoctpanen-
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HOCTb, TSDKECTb TedeHMs M vactota oboctpenuit I1b
y HAIMeHTOB C BPOXXIEHHBIMY IIOPOKAMI CepZiLja IPO-
Ko BapbupymoT. VIHorzna ITb MaHudecTnpyet 1o mpoue-
CTBUY HECKOJIbKMUX JIET II0C/Ie oIepanyuy. Y HEKOTOPBHIX
HalJeHTOB Hab/ofaeTcsA CyOKIMHNYIeCKOe TedeHe 3a-
0oneBaHMsI C OTKAIUIMBAaHMEM HeOOBIINX CIIETIKOB
B pefikme mepuopbl oboctpermit. OcTaeTcsa KO KOHIIA
HESICHBIM, Y KaKMX ITaLlEeHTOB C OfIHOXKEeTYIOYKOBOII
reMOJVHaMUKON pucK pasputusi 1B 6onee BbICOKMIL,
OJJHAKO OTMeYaeTcA CBA3b C SHTEpOIaTHell ¢ MoTepei
Oeska, TIOBBIIIEHNEM IIeHTPaJbHOTO BEHO3HOTO JIaBJIe-
HIISI, QpUTMMAMHI, CHVYDKEHHBIM CEepeYHBIM BBIOPOCOM,
aHOMa/IMSIMM TKaHeBOro TpoMmboruiactusa [1, 5, 9, 11].
ITb acconuupyeTcs ¢ aHOMaMMAMM TUM(ATIYECKUX CO-
CYOB — KaK IIpM BPOXK/[EHHBIX IOPOKaX CepAlia, Tak
Y TpYU TEPBUYHBIX HapyLIEHUsAX nuMoobpaleHns.
OnuceiBaroT ciryyau paspemenus I1b nocie nepessasku
rpyAHOTO MMMQaTIYecKoro nporoka [12, 13].

IIb moxxeT paccMaTpyuBaTbcAd B KOHTEKCTE aTUIINY-
HOJl MaHMdecTaumum TsKenoil OpPOHXMATBHON acTMbI
(BA) ¢ cekpeTOpHOII IMIIeppeaKTUBHOCTDIO. 3aKYIIOpPKa
menkux JIT cnuspio ¢ 06pasoBaHueM 303MHOPUIBHBIX
CJIETIKOB IIpM HEKOHTponupyeMoii bA MokeT mpuBecTn
k pasButuio I1B [4, 5, 14, 15].

Omucanbl cryday IIB mpy vHQeKIyy, BBI3BaHHOI
rpuninom H N, Mycoplasma pneumoniae, y 60/bHbIX Ta-
JlacceMmeli, CepIOBUAHO-KIETOYHON aHeMueit [5, 16-18].
HesicHo, mpuBoput m 06pa3oBaHie CIEIIKOB B OPOHXaX K
OCTPOMY TPYZHOMY CUHAPOMY, WM >K€ OH caM IIpefpac-
nonaraeT K pasputuio I1b. JJokasaHa BOSMOXXHOCTD pas-
BUTKA JJAHHOTO 3a00JIeBaHMA IIPU BJIBIXaHUM TOKCHYe-
CKJIX Ta30B VIV aCIIVIpaLivy arpecCUBHOM >KupKocTy [14].

Bompoc o BosmoxxHOCTH pasButuA IIb mpu myko-
BUCLIJJ03€ ABJIAeTCA AUCKyTabenbHbIM [19]. He onmca-
Ho crny4aeB 1B mpy 6poHx03KTa3ax U OaKTepuaabHOI
IIHEBMOHNY, II03TOMY aHTMOMOTMKM He PEKOMEHNIO-
BaHbl ipu jnedenun 16 [1, 4]. VicknoyeHneM sBysiet-
Cs1 MUKOIUIa3MeHHas THeBMOHA, IIPK KOTOPOIL B CIIy-
qae (OopMMPOBaHMA OPOHXMATBHBIX CJIETIKOB YCKOPUTD
BBI3IOPOB/IEHNE MOXeT MX MeXaHM4ecKoe ylajieHMe,
Ha3HaueHNe MaKpOIMIOB, CUCTEMHBIX cTepouzos [17].
B ta6n1. 1 mpuBeneHs! 000061eHHbIE CBEfleHNs O 3a007Te-
BaHMAX, KOTOpble MOTYT codeTarhbcs ¢ I1b.

Tabnuua 1. 3aboneBaHuns, acCCOLMNPOBAHHbIE C NIACTUYECKUM BPOHXUTOM

JokasaHHaa accoumauua

Bo3mo)KHaa accoymayus

ManogBeposiTHOe co4deTaHue

i BpO)K,D,EHHI:Ie NMOpPOKU cepaua nodcne e LlnaHoTnyeckme BpOXAeHHble ° MyKOBI/ICLI,VI,EI,O3

onepauun OoHTeHa NMopoKu cepaua

¢ XpoHuyeckas obCcTpyKTMBHas

e BpoxpaeHHble aHoOManuu e AHOManuMun BHeNero4YyHbIx GonesHb nerkux
nmmMmdaTmyecKnx cocyfoB Nerkmx nmmdaTmnyecKkmnx cocyioB ® BpOHX03KTa3bl

e Tanaccemus ¢ Taxenas (cdaTanbHas) OpoHxmnanbHas | ® bakTepuanbHas MHEBMOHMS

e CeprnoBUAHO-KJIETOYHas aHeMUS acTMa

e [punn e Annepruyeckuii BpoHXoNero4HbIn

* /IHransauns TOKCUYHbIX ra3oB acrneprunnes
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Boigensitor 2 tumna I1Ib B 3aBUCMMOCTU OT KJI€TOYHO-
ro cocraBa cienkos. [Ipu I Tume (kneToyHOM, MMM BOC-
HaJINTENIBHOM) CTIeTIKM TIPENCTAB/IAIT CO0OIl IIOTHBIE
MHUIBTPATHI, cocTosIue 13 PrbpHa, 303MHOPUIIOB,
kpucraos Illapko — Jlerinena. ITpu II Ture (6ecknerod-
HOM, IV HeBOCIIA/JNTEIbHOM) Y TAIVIEHTOB C cepfied-
HOJ1 TTaTOJIOTMell OOHAPY>KMBAIOTCSI MYL[THOBBIE CTIETIKM
C MaJIbIM cofiepKaHyeM kaetok [1]. B 2002 r. T.V. Brogan
U COAaBT. NIPEMIOKIIN BBILENATh aJUIePTrUUecKmit/acT-
MaTudeckuii 1B, cBA3aHHDBI C cCepHevHOoN NaTONOorMeNn
I1b n upuonaruyecknit Bapuanr [3]. B 2005 r. P. Madsen
¥ COABT. IPEIOKIIN Knaccuduiyposars [1B B mepByro
odepenb B 3aBUCYMOCTH OT aCCOLMMPOBAHHOTO 3a0071e-
BaHMNA, A €C/IM OHO HEM3BECTHO — B 3aBMCUMOCTH OT TU-
CTOJIOTMYECKIX OCOOEHHOCTEN CIIEIKOB [5].

Inarnos I1b ycranaBmBaeTcs Ha OCHOBAaHMUV K/IVMHU-
YeCKOJ1 ¥ OPOHXOCKOIYECKOl KapTUHBI, OOHAPYXXeHNS B
pAzie cry4aeB 3aboeBanmit, coderaromyxcs ¢ I15. Xapax-
tepHbIMY cuMIrToMamu I1B sSBTsTI0TCS TPUCTYII000pasHbIi
Kallle/ib, OTKAIIUTMBAHNE CTIENIKOB OPOHXOB, OBIIIKA, CBU-
CTsilllee bIXaHue, 60/ Wi AUCKOMQOPT B IPYAHOI K/IeT-
Ke, YaCTO Ha CTOpOHe IIOpaKeHus, MHOT/a CyodedpumTeT
WU TUXOpajKa. VIHTeHCMBHOCTD TIepeYnC/IeHHbIX CUMITTO-
MOB 3aBUCHUT OT BeJIMYMHBI 0OPA30BaBILErocsi B OpOHXax
crlernika. JTOT QaKToOp TAKKe OIpeersieT 00beM aTeNeK-
Ta30B — OJHOTO U3 MOCTOSHHBIX cuMnToMoB I1b. IIpn ay-
CKY/IBTALIVV JIETKVX MOTYT BBICTYIIVBATbCA CyXIie CBUCTS-
IIyie XPUIBI IV OTCYTCTBYE JIbIXaHNe HaJ, IOpaKeHHbIM
Y4acTKOM, (peHOMeH, ONMCAHHBIIT KaK LIIYM «pa3BeBalollle-
rocs ¢rara». Ha peHTreHOrpaMmMax opraHoB IPyAHOM K/IeT-
KV 0OHapY>KMBAIOTCS aTe/IeKTasbl IOPKeHHBIX CETMEHTOB
JIETKOTO, IO/ JIETKOTO VIV BCETO JIETKOTO C KOMITEHCATOP-
HOVI ruIeprH(IAIell, B HEKOTOPBIX CTy4asX OIVCHIBA-
10T MHO>KECTBEHHBIE YJacTK/ KOoHconvpanyu. IIpu 6poH-
XOCKOIIVM, BBITIONTHAEMOI He TOIBKO C MarHOCTUYECKOM,
HO U C Te4e6HOI1 11e1bo, y matieHToB ¢ [Tb o6Hapy>xuBatoT
IVIOTHBIe Oe/Ible WM Cepble MacChl, O0TypuUpYIOLIye Ipo-
ceet JII1. Crertkyt MOTYT OBITH JOBOTIBHO IUIOTHO CBSI3aHbI
CO CTEHKOJI OpOHXa, 113-3a 4ero HeBO3MOXKHO VX YHAJINTb
PV IOMOIL[Y 37IEKTPOOTCOCA, B TAKOM C/Ty4yae IPMOeraroT K
VICTTO/Ib30BAHNIO OPOHXOCKOIYECKVX IVIIoB [1, 4, 5, 8].

Teuyenne I1b MOXXeT OBITD OCTPBIM WIIU, YTO BCTPe-
JaeTcA valle, peunpusupytomum [1, 5]. Kusneyrpo-
xaromye coosrtys mpu I16 BcTpedaroTcs y manmueHToB ¢
KapAMaTbHOI ITATOJIOTHeI! Yallle, YeM Y HanyeHToB ¢ bA
[9]. ITocrme ypmameHns crenka aTeneKTashl, KaK IpaBU-
70, PacCIpaBIATCA, PEHTTeHONIOTMYeCKe VI3MeHeHNA
paspematorcs. [Ipu puddepenimanbHolt [MarHocTuKe
VICK/TIOYAIOT Apyrue 3abojeBaHmsA, COMPOBOXKIAIOLIE-
Cs CYXUM KauuieM, OPOHXOOOCTPYKTMBHBIM CUHJPO-
MOM, Pa3BUTUEM aTe/IeKTa30B (MHOPOIHOE Teno OpoH-
xa, mpuctyn bA u p.) [1, 4, 20].

Ha ceropusiuramii leHb He pa3pabOTaHO eVIHbIX ITOfI-
xopnoB k tepamuu I16. Beuny penxoctu I1b cBenenns 06
3¢ deKTNBHON Tepanuy JAHHOTO 3a00/IeBaHUs OTPaHM-
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YMBAIOTCS OIMICAaHMEM OT/E/NbHBIX KIVHUYECKUX CITy-
JaeB WM cepuit HabmoneHuit. Kpome toro, 60/piimH-
CTBO TAIMEHTOB IOMy4aeT HECKOIbKO BUJOB TEPAINN
OfIHOBPEMEHHO, B CBSA3M C 4YeM IPeJCTaB/AETCA CI0XK-
HBIM OLEHUTb 9((PeKTMBHOCTb OTAENIBbHOTO MeTona u/
WIN JIeKapCTBEHHOro Ipemapara. IIpm HeBO3MOXKHO-
CTU CaMOCTOATE/TbHOTO OTKAII/IMBaHMA CIETIKOB UX yia-
JIAI0T B X0fie OPOHXOCKOINY, OFHAKO NAaHHBII METOJ He
[pefoTBpAllaeT PeryanBoB 3aboneBanns [1, 5, 6, 8, 20].
Oummenne [IT mpencraBnsgercs Hambonmee 6Gesomac-
HBIM 11 9¢pexTrBHBIM MeTofioM Tepamvn [16. Y manuen-
TOB C y>Ke ;uarHOCTMpOoBaHHbIM I1b exxegHeBHasA BbICO-
KOYaCTOTHAsA KOMITPECCHS TPYHON KJI€TKM C TIOMOIIbIO
CIIeI[VIaJIbHOTO JKIJIeTa WM VICO/Ib30BaHye MHCYPPris-
TOpPa-aCMpaToOpa, OCYLIECTB/IAIONIET0 HEMHBA3UBHOE
ounienne 1T MmeTonoM MofieMpoOBaHyIs €CTECTBEHHOTO
kanuA (anmapat Cough Assist), MOXXeT CHUSUTD BEpOST-
HOCTb GOPMUPOBAHNS HOBBIX CIeNKOB [4]. ExxeHeBHast
¢dusndeckas Harpyska 1 MOJTHOLIEHHOE IIMTAHME, B 4aCT-
HOCT) BOCIIO/IHEHNE HeJoCTaTKa Oe/lka y IaIyieHTOB,
CTpaJAOLINX SHTEPOIIATHEN C IToTepeit OeNKa, SIB/TIOTCS
Ba)KHOJ! 4aCTbI0 KoMITeKcHo Teparuu I1B [1].

ITpu I1b oxasamiuch HeapdeKTUBHBIMMU B -aTOHUCTBI,
VHT/IALVOHHDbIE TTIIOKOKOPTUKOCTEPOMAbI  (MCKTIOUe-
HMeM MoryT ObITb cmydan BA), mopHasa anbga (Tak Kak
creniku He copepxkar nommepHort THK), reaiidenesus,
TUIIEPTOHNYECKNIT pacTBOP, N-aneTnnuycTenH. Mykoak-
THMBHbIE IIPeNaparhl ClIefyeT UCIOIb30BaTh C OCTOPOYKHO-
CTBIO BBUJY UIX CIIOCOOHOCTY BBI3BIBATh TMITEPCEKPELINIO
CIM3Y ¥ YCU/IBATh BOCHANTeNbHYI0 peakiyio B 1T [1,
4]. VHramAumy axkTMBaTOpa TKAHEBOTO IIa3MIHOTEHA
(tPA) moryT o6nerunts Teyenne I1b 3a cuet fenonmepn-
3aumu pubpuHa. OgHaxo tPA 1MeeT BHICOKYIO CTOMMOCTD
U MOXKET BbI3bIBaTh pasppakeHue [II, kpoBoxapkaHbe
VIV OBIIIKY. Y OO/bHBIX C TsKenmbM 15 Mo>kHO paccmo-
TpPeTb BO3MOXKHOCTb NpuMeHeHnA tPA B Busie asposons
B gose 0,7-1,0 mr/kr kaxpple 4 4 [1, 4, 21-24]. Onucan
HOJIOKUTEIBHBIN 9P QEKT MHTAIALVI YPOKMHA3BI, Tera-
puHa. [ermapyH He BiseT Ha y>ke copMMpOBaHHbBIE Qi
OpPUHOBBIE C/IETIKI, HO MO>KET IIPEJOTBPATUTD AKTUBALIIIO
TKaHEBOTO (paKTOpa ¥ CHUSUTD CEKpeLVio c/v3n. [emapux
TaKXKe 00/afiaeT MPOTMBOBOCIATUTEIbHBIMY CBOMCTBA-
MU, TOpasfo MeHblle pasgpakaeT 11 v cront sHaYMTeIb-
HO JiellieByIe, 4eM HeKoTopble fipyrue mpenapatsl. [Tpu ITb
CTIeflyeT pacCMOTPeTb BO3MOXKHOCTD IIPYIMEHEHMsSI ad9po-
30/1pHOTO renapyuna B gose 5000 EJT kaxpple 4 4 [25-27].
Bcrpeuatorcs eqyHIYHBIE ONMCAHNA YMEHbIIEHNA 00pa-
30BaHII CJIETIKOB IIPY VICIIO/Ib30BAHMY VIHTQ/IAIIVIOHHBIX
AQHTUXOMMHEPINYecKrX mpenapatos [1, 4]. [IpumeHenue
MaKpOJIM/IOB MOXXET CIIOCOOCTBOBATh YTHETEHMIO CeKpe-
LVIJI MYLVHA 32 CYeT MHTMOMPOBAHUA KIHA3, PETyImpy-
embix BHekeTounbiMu curHaaamu (ERK1, ERK2). Mme-
I0TCS COOOIEHNA O TOM, YTO MaKpOJIMbI MOTYT CHYKATb
TsDKecTb TedeHns [1b (6maromaps Tomy ke ux addexry,
4TO U IIPY MYKOBMCLIU03€) [4, 28].
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Y manyueHTOB ¢ aHOMaMMAMM TMMQATIYECKAX COCY-
JIOB MOXKeT OKa3aTbCs 3P PeKTUBHOI IepeBsa3Ka IPYH-
HOro MMMQaTNYeCKOro MpOTOKa. YBeIMYeHne cepried-
HOTO BBIOPOCA MOXKET CIOCOOCTBOBATh CHIDKEHUIO
msokectn tevenus 16 [1, 12, 13, 29].

ITporuos IIb 3aBucuT OT Ts>KeCTH, 3aboieBaHUE MO-
JKeT MMeThb penuausupymooliee TedeHne. Ilocne ynane-
HI CJIETIKOB K/IMHMYECKNIE IPOSABJICHNS, @ TAK)KE PEHT-
TeHO/IOTMYeCcKye M3MeHeHNs 00BIYHO 1CcUe3aloT. B psze
C/Iy4aeB CTOVKOro addeKra yhaercs AOCTUYDb IyTEM
TpaHCIUTaHTaluu ceppua [30]. JleTanmbHOCTD, KakK Ipa-
Buio Bcnencteue H, xonebnerca or 6 mo 60% [5].
Cospgan MexnayHaponHblit peecTp mnanueHTo ¢ IIb
II0 BCEMY MMPY C LeJIbI0 M3yYeHMsI IPUYMH Pa3BUTUA
Y BO3MOYKHOCTEJ Tepamnni JaHHOTO 3aboeBanms [31].

MATEPUAJ1 N METObI
C 2002 1o 2022 r. Habmomanmuck 20 peteit ¢ I1B B Bo3-
pacte ot 10 mec fio 11 et (menmana 4,5 [2,9; 7,5] ropa).
JluarHo3 ObUT MOATBEPXK/IEH PV OTKALUIMBAHUA CTIETI-
KOB OpOHXOB W/WIM NIpM uMX OOHApyXeHUM B XOfie
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6ponxockonunu (puc. 1, 2). [TanuenTs! O6bUTN ToCIUTA-
JM3UPOBAaHbI BBUAY Hea(p(PeKTUBHOCTI JiedeHNsI OpOH-
X00OCTPYKTUMBHOIO CcUHApoMma, passutusa JH, are-
nextaszoB. OOC/IenoBaHMe BK/I0OYAN0 OPOHXOCKONUIO,
0030pHYI0 peHTreHOrpaduio, KOMIBIOTEPHYI TOMO-
rpauio OpPraHoB TPYHHON KJIETKM, LUTOJIOTMYECKOe
JVICCTIEIOBAHME C/IENKOB, /I HOATBEPXK/IEHNUS UArHO-
3a BA - ompepenenne ypoBHA crienupnIecKnx MMMY-
HOr06ymmHOB E, cimpomMeTpnio ¢ 6pOHXOMNTUYECKIM
TECTOM. AHaJIM3MPOBAIN YaCTOTY aCCOLUMPOBAHHBIX
c I1b 3a6oneBanuit, 0co6eHHOCTI MaHMpeCTALNN 1 Te-
gyeHus [1B, adeKTMBHOCTD Pa3IMYHBIX METOJ[OB €ro
TepaIny ¥ ero UCXOMbI.

PE3YJIbTATbI U OBCY)XAEHUNE
XapakTepUCTUKa NMallMeHTOB, BKIIOU€HHBIX B MCCIIENO-
BaHIe, Pe3y/IbTaToOB 0OC/IeNOBAHMII U Tepanmy IHpef-
cTaBJ/ieHa B Tab1. 2 1 Ha puc. 1-5.

Y 11 u3 20 nauyeHToB ObIIV BBISBIEHBI aCCOLIMNUPO-
BaHHble ¢ [T 3a60/1eBaHNs1/COCTOSIHUA: Y 2 — COCTOSIHME
nocre omnepanuu DoHTEHa, OCIOKHMBILEECH XWUJIO-

Tabnuua 2. XapakTepucTka nauueHToB C N1acTUYecknmM BPOHXUTOM

Yucno naumeHToB

Xapakrepucruka a6c. o
Mon
Manbunkum 13/20 65
JdeBouku 7/20 35
AccounvpoBaHHble 3a6oneBaHus (Ha MOMeHT MaHUdecTaLMmn NNacTUHecKoro 6poHxmTa)
BpoHxnanbHasa actma 5/11 46
CocrosiHme nocne onepaunm oHTeHa 2/11 18
NmmyHopedpuunt 2/11 9
Bpo>aeHHbIN MOPOK pa3BUTUS NUMMaTUYECKON CUCTEMBI 1/11 9
BpoHxoneroyHas gucnnasus 1/11 9
PeHTreHonornyeckana KapTuHa
ATenekTasbl IEBOro Nerkoro 9/20 45
ATenekTa3bl NPaBoOro Nerkoro 6/20 30
Tepanusa
BpoHxockonunyeckasa caHauma 15/20 75
A3UTpOMULINH 2/20 10
Wnonpoct (MHransaumm) 2/20 10
AnTtennasa (MHranaumm) 1/20 5
CenekTuBHasg smbonusaumns numdbaTMyeckmnx cocynoB 1/20 5
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Puc. 1. Cnenok 6poHxuanbHoro fepesa y nauyeHTa Puc. 2. YpaneHue cnenkos 6poHxoB npu nomowy  Puc. 3. MauuenTka K.

c nnactnyecknm 6p0HXMTOM, pa3BuBLINMCA nocne 3HAOCKONUYEeCKUX Wmnuos
onepauuun ®oHTeHa

C MNACTUYECKUM BPOHXUTOM,
TAXENoW OPOHXMaNbLHOM acTMOW,
TAXeNoW 6eNnkoBo-3HePreTUYecko
HEeJ0CTaTOYHOCTbIO, MPOXOAALLAS

ONNTENbHYIO JOMALLHIO
Kucnopogotepanuto

Puc. 4. PeHTreHorpamma
OpraHoB rpyaHON KNeTKK

B npsAMoli (a) 1 bokoeoii (0)
npoekumu naumeHTku K.
ATenekTa3s cpefHen fonu
NpaBoro Nerkoro

Puc. 5. KomnblotepHas
ToMorpactus opraHoB
rpynHOMN KNeTku naumeHTkm K.
CybcermeHTapHbIV aTenekTas
cpepHei fonu, aunataums
OpoHx0B, KapT1Ha «AepeBa

B MOYKax»
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TOpakcoM (MaypuuK 4 7eT, fleBoYka 5 jetT), y 5 - BA
(meBouka 9 metT, MampuMK 11 jeT, 2 MajbuMKa 6 JIET;
MaspuuK 7 7IeT), Y 1 — BPOXXAEHHBI MOPOK PasBUTH
TMMQATIYIECKOI CUCTEMBbI — CTeHO3 6onbIoro mmmMda-
TUYECKOTO MPOTOKa (ManpuuK 1 roga 8 mec). ¥V 1 manu-
€HTa IMarHOCTHpOoBaHa 60mesHb bpyToHa. ¥ 1 Manbunka
3 et 6 Mec umena Mecto BVIY-undexuys, y 1 HemoHO-
IIEHHOJ JIeBOYKM 2-TO TOfia XKU3HU C OPOHXOIETOYHOI
pucrviasueit — TedeHne PCB-6ponxmonura. B gocryn-
HOJ1 uTeparype cBefenuit 06 accoryanym I1b ¢ 6pon-
XOJIETOYHOII [IICIIIa3uei, OpOHXMOMNTAMY, UMMYHOfie-
¢duiyTamMy Hamy 0OHAPY>KEHO He ObITIO.

Hauano 3aboneBaHmsa 4yamje OBUIO IOCTEIIEHHBIM,
HaOJIIOfIa/ICs Kallle/lb, KaK IPaBUIO, CYXOil, IIPUCTYIO-
06pasHblil, CUMITOMBI OPOHXOOOCTPYKTMBHOIO CUH-
npoma, [JTH. Y 6onbIunHCTBa MALMEHTOB Pa3BIINCH aTe-
JIEKTasbl: Y 9 IMAarHOCTMPOBA/N aTeNeKTa3bl CETMEHTOB
HIDKHEN IO/ JIEBOTO JIETKOTO MJIM BCeil HVDKHEN IO,
y 6 — aTeleKTasbl CIIpaBa, CpPefHENl M HIDKHEN [OJN.
HeBouka K. 9 ner c IIb, comyrcTBylommmMu 3abosneBa-
HIAMM: TSDKENIONM HEKOHTponupyeMoli BA, curppomom
CpefHell IOy, TSDKeNOoN 0e/IKOBO-9HePreTYecKoi He-
JOCTAaTOYHOCTBIO (puc. 3-5) — HAXOAWIACh Ha JUINTENb-
HOJl [IOMAllHe) KMCIOPOJOTEpaluyM LO NOCTVDKEHUA
KkoHTposi BA. OTKauumBaHye CenkoB OGpPOHXOB Ipe-
KpaTunoch Ha GpoHe afieKBaTHO 6a3ncHoit Tepanyn bA.

BonpumucTBY nanyenTtos (15 n3 20) mpoBOAMINICH
Heo[fHOKpaTHble Oponxockonuu (ot 1 1o 9 mpouenyp)
C yZlaJIeH)eM C/IeTIKOB IIpY ITIOMOMIY 37IEKTPOOTCOCA VN
OpoHxXOoCcKonMYecKux mumnmos. Y pebenka ¢ I1b mocre
onepanuy PonTeHa (puc. 1) BBIIOMHEHA CeIEKTUBHAA
aMbonm3anys MMQaTUIecKnx COCyI0B, pUBeRLIas K
BbI3fopoB/eHMio. Yersipem manyentam ¢ 1B, Habmo-
HaBIIMMCs B JIeTCKOM TOPOACKON OObHMI[E CBSATON
Onbru (r. Cankr-Iletep6ypr), clmydan KOTOPBIX ObIIN
OINCaHBl paHee [4], MpoBeneHB! OPOHXOCKOINM, IIPU
KOTOPbIX BbIABJIEHA ITOJIHASI OKK/IIO3MA COOTBETCTBYIO-
IVIX OTIEBBIX M CETMEHTAPHBIX OPOHXOB CBET/IO->KeI-
TBIMM IUIOTHBIMU MacCaMM, KOTOpble HEBO3MOXKHO
OBLIO YAAIUTD 3TIEKTPOOTCOCOM, HO YAaBaIOCh YaCTNd-
HO W3B/IeYb OPOHXOCKONMMYECKMMM IIMIAMU. ITH
Macchl NPEACTaB/IAIN co00il CIeNKy, MOBTOPAIOLIVE
CTpOeHMe OPOHXOB ¥ COCTOSIIYE, 110 JAaHHBIM LIMTONO-
TUYECKOTO MCCIeiOBaHMA, 13 GuOpMHA U KJIETOK Kpo-
Bu (I Tun crycTkoB). Copep>kaHue K/IeTOK B 9TUX CTYCT-
Kax 010 pasnmuuHbiM. Hetitpodust coctasamm ot 30
10 90%, makpodaru — ot 8 5o 26%, 303MHOPUIIBL — OT 3
1o 30%, mumdonutsl — ot 3 g0 15%.

Vcxop y Bcex ManyeHToB ObUI 6/1arONpusATHBIN, pe-
uuauBoB I1B He 6b110. Y 3 malyeHTOB 0e3 BhIABIEHHbBIX
accounnpoBanubix ¢ I1b cocrosuwmit/3aboneBannii B
TedeHue 3 JIeT MOoc/Ie HabmogaeMoro Hamu snnsopa I11b
PasBWINCh acTMATHYecKye IPUCTYIbI, OblIa Ha3Have-
Ha 06asycHas NMPOTMBOACTMATHYECKAsl Tepamlus B CBS-
31 ¢ auarHocTupoBaHHol BA. TakuM 06pasom, B Lies1oM
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yactoTa BA y maumenrtos c IIb, koTopblii, 0 HalleMy
MHEHUIO, MOXXHO PaclieHMBaTh KaK aTMINYHYIO ¢op-
My /100 IPOsIB/IeHIe KOMOPOUIHOCTY HEKOHTPOUPY-
emoit BA [15, 32], coctaBuna 40% (8 n3 20 maiueHToB,
BK/I04Yast 5 607mbHBIX ¢ BA Ha MOMeHT MaHUdecTaryn
I1B). ITo maHHBIM cucTeMaTndeckoro o63opa P. Madsen
VI COaBT., U3 22 3aperuCTpUPOBaHHbIX NManueHTos ¢ I1b
" 503VHOQWIbHBIMI C/IeTIKaMM y 12 ObIIO ompesienieH-
HO€ aTONMYecKOe WIM acTMAaTMYeCcKoe cOCTossHue [5].
T.V. Brogan u coaBT. nmpoa”anusuposanyu 42 cnydas
IIb y pereit n B 31% KOHCTaTMpOBaIM €ro cBA3b ¢ bA
U MHOM ajneprudeckoit nmaronorueit. I1b moxxer conpo-
BOXKZIATbCS U CMHAPOMOM cpefHeit o [3], 4to 6b110
orMedeHO 1 Hamm. Heobxomymma ajjekBaTHast KOHTpPO-
mupymoomas Tepanna BA [na npegorspamennsa pasBu-
i 11 y JaHHBIX MalleHToB.

3AKITIOYEHUE
IIb - penxasa ¢opma peLuAUBUPYIOLETO OPOHXMTA
y JeTell, KOTOpas XapaKTepusyeTcsi oOpasoBaHueM
IUIOTHBIX C/IeTIKOB B rpocsete JII1. 3ab6oneBaHue BCTpe-
4aeTcs MpY BPOX/IEHHBIX ITOPOKaX cepfilia, aHOMaJIu-
AX MUMQATHYeCKNX COCYAOB M, He MeHee 4acTo, Ipu
BA. B Haureit cepuy HabMOeHNIT Y HEKOTOPBIX IAIIN-
eHtoB ¢ IIb B kauecTBe accoluupoBaHHOTrO 3abojeBa-
HIIS MIMeTIach B aHaMHe3e BA, y pyrux jieteit ona 6pu1a
AMArHOCTHPOBaHa IIO3)e, pK c6ope KaTaMHe3a. Xa-
PaKTEpHBIMM KIMHMYecKMMM npusHakamu I1b aBna-
I0TCS1 OTKAIIMBAHNeE C/IeTIKOB OPOHXOB, pa3BUTHUe aTe-
nexTa30B. IIpy momMory 6pOHXOCKONNY BO3MOXKHO He
TOJIbKO OOHApY>KeHMe, HO 1 yajieHyie 00pa3oBaBIINXCS
cnenkoB OponxoB. [Ipy oka3aHHBIX AaHOMAJIMAX VM-
¢datuuecKux cocynoB BbICOKO9(h(GEKTUBHA UX IMOOIN-
3alM, IPUBOJALIASA K BbI3TOPOBJIEHNUIO. a
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