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Pesome

BpoxieHHbIe TOPOKU GPOHXOJIETOYHO CHCTEMBI — 3TO TPYIINA PEAKUX 3a00JIeBaHMIA, 3aHMMAIOIIast 3-€ MECTO B CTPYKTYpe XPOHUYECKOM MaTo-
JIOTUU OPOHXOB M JIETKUX y IeTell U XapaKTepudyeMasi U3MeHEHUSIMU B MOP(hOIOTMUECKOI CTPYKTYpPE JIETKUX, OPOHXOB, JIETOUHBIX KPOBEHOCHBIX
cOoCy/IOB ¢ MaHU(DecTaIueli B IETCKOM Bo3pacTe. YBeIMIeHNE YUCIa 3apeTUCTPUPOBAHHBIX CITyYaeB JAHHOU MMAaTOJIOTUU CBSI3aHO C TPUMEHEHUEM
COBPEMEHHbBIX METOIOB JIYUeBOIi AMarHOCTUKH, MIPEX e BCEro PEHTIEHOBCKOI KOMITBIOTEPHOI ToMorpaduu, a TakxkKe reHeTUIeCKMX UCCIeloBa-
HUIA. AKTyaJIbHOI TIpO0IeMOil sIBJIsieTcsT pa3paboTka METOIOB PaHHe! TUarHOCTUKUA, OCHOBAHHBIX HA MHTETPAIIMY 1 OLIEHKE TUarHOCTUYECKOM
3HAYMMOCTH aHAMHECTHUYECKUX, KIMHUIECKIX ¥ PEHTTEHOJIOTUIECKUX MapKepoB. Ilenbio paGoTh SIBUJICS aHATM3 HanboJIee aKTyaIbHBIX HO30-
JIOTUYECKUX (hOPM TMaTOJOTUM OPOHXOJIETOYHOM CHCTEMbI Ha MpUMepe KIMHUUYECKMX HAOMIOCHUI 3a MallMeHTaMU ¢ MEPBUYHOM LIMJIMapHOI
NMUCKWHE3Ue U IBYXCTOPOHHEH BPOKICHHOI JI0OApHOU aMbu3eMoii. MaTepuasbl 1 MeTOIbI. BHITIOTHEH peTPOCTIEKTUBHBINM aHAIN3 TTEPBUYHOM
MEIMLMHCKON JOKyMeHTaluu naureHToB Ne 1 u Ne 2 (3aktioueHust aMOyJIaTOPHbIX MPUEMOB, BBITMCKU U3 CTALLMOHAPOB), OLEHEHbl aHAMHE3,
KJIMHUYecKasl KapTUHA U IaHHbIe MEIUIIMHCKUX 00CenoBaHU. JJOTOTHUTEIbHO YUUTHIBAIMCH JAHHBIE MHOTOJIETHE ! TMYHON Kypalvy maim-
eHTOB. 3akmoyenne. HeoOX0MMMo TTOBBIIIIATh OCBEIOMJIEHHOCTD Bpadeil IEPBUYHOTO 3BEHA O BPOKIEHHBIX TOPOKAX OPOHXOJIETOYHON CHCTEMbI
C 1IeJIbI0 UX PAaHHE! TUArHOCTUKMU sl TPOMUIAKTUKY 0OOCTPEHMI U paHHE! WHBATUAU3ALINH.

KnroueBble c;10Ba: BpOKIEHHBIC TOPOKU JIETKHX, JIobapHast aMbusemMa, epBUYHas UIMapHasi TMCKUHE3UsI, PECITUPATOPHBIE HACIIEICTBEHHbIE
001e3HM, I€TH, IOAPOCTKU, (PEHOTUIBI MATOJOTUU OPOHXOJIETOYHO CUCTEMBI.

Kondmkr unTepecoB. ABTOPBI NEKIApUPYIOT OTCYTCTBUE JTMUHBIX, KOMMEPYECKUX, MICOTOTUIECKUX, aKaIeMUIECKNX U WHTEUICKTYaTbHBIX
KOH(JIMKTOB MHTEPECOB 3a ToCIeaHe 36 Mec., CIOCOOHBIX TOBIUSITh Ha Pe3y/IbTaThl UCCIIENOBAHS, TIPEICTABJICHHbIE B JAHHOM CcTaThe.
®unancupoBanue. ABTOPHI 3asIBJSIIOT 00 OTCYTCTBUM (DUHAHCUPOBAHUS MIPU MPOBEACHUN UCCIETOBAHUS.

DTHyeckas IKkcneprusa. [laHHOE KMccIeIoBaHUE TTPOBOIWIOCH B COOTBETCTBUM C MPUHIIMTIAMU XeTbCUHKCKOM IeKnapanuu BeemMupHoit Mean-
LMHCKON accoumauuu. OT 3aKOHHOTO MPEACTaBUTENsI KaXIO0ro MalueHTa MojJyyeHoO MUMCbMEHHOe MH(OPMHMPOBAHHOE COrjlache Ha ydyacTue
B UCCJIETOBAHUM.
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Abstract

Congenital disorders of bronchopulmonary system are a group of rare diseases characterized by alterations in the morphological structure of the
lungs, bronchi, and pulmonary blood vessels with manifestation in childhood. Congenital bronchopulmonary disorders are the third most common
type of chronic lung and pulmonary conditions in children. The increase in the number of registered cases is associated with the use of modern
imaging techniques, particularly computed tomography (CT). An urgent challenge in modern respiratory medicine is the development of methods
for early diagnosis of congenital bronchopulmonary disorders, based on the integration and assessment of the diagnostic significance of key
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anamnestic, clinical and, potentially, radiological markers. The aim was to present the most common congenital bronchopulmonary disorders using
clinical cases of patients with primary ciliary dyskinesia and bilateral congenital lobar emphysema. Methods. A retrospective analysis of the primary
medical records of patients A and B (outpatient consultation reports and hospital discharge summaries) was performed, including an evaluation of
their medical history, clinical presentation and diagnostic findings. Long-term personal follow-up data were also considered. Conclusion. Raising
awareness among primary care paediatricians about congenital bronchopulmonary disorders, including primary ciliary dyskinesia and congenital
lobar emphysema, is essential for achieving early diagnosis.

Key words: congenital lung malformations, lobar emphysema, primary ciliary dyskinesia, hereditary respiratory diseases, children, adolescents,
bronchopulmonary disorder phenotypes.
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B cTpykType 3aboseBaeMOCTU AeTeil U MOAPOCTKOB
XpOHUYECKasi U pelUAUBUPYIOIIAs OpPOHXOJErouHas
MaTOJIOTUSI 3aHUMAET 3-10 MO3UIIMIO U IPUBOIUT K 3HA-
YUTEJbHON MHBAIMAU3ALINN OOJIbHBIX 3TOI KaTeropuu.
VYBenuueHue yuciia BbISIBICHUS BPOXIECHHBIX aHOMAa-
JIMI U HACJIeICTBEHHbIX 3a001€BaHU OpOHXOJerOYHO
CUCTEMBI CBSI3aHO C YCOBEPIIEHCTBOBAHMEM MMUIXK-
IUArHOCTUKU (PEHTIeHOBCKasi KOMIbIOTEpHAasi TOMO-
rpausi — PKT) u OypHBIM pa3BUTUEM T'€HETUUYECKUX
uccienoBaHuit 3a mocneaHue 5 aet. OCHOBY OOJBIITUH-
CTBa XPOHUYECKHUX BOCIIAJIUTECIILHBIX U OOCTPYKTUBHBIX
MPOLIECCOB PECITUPATOPHOIO TPaKTa y neTeit (Hampumep,
nedopMuUpyOLIMii OPOHXUT, B T. Y. C OOCTPYKTUBHBIM
CUHAPOMOM, OPOHXUOJIUTHI, OPOHXOIKTA3bl) COCTABIISIIOT

BPOXIEHHbIE aHOMAaJUU UM HACJIEeACTBEHHbIE MATOJIO0-
T OPOHXOJIETOYHO CUCTEMBI.

[TaTonoruio 6pOHXMATBLHOTO AepeBa MOXHO Pa3IeIUTh
Ha 3 KaTeropuu:
*  yTOJIILIEHUE OPOHXMATBHOMN CTEHKMU;
* OuiaTauus / OpOHXO3KTA3HI;
* o0cTpykius / cteHo3 (puc. 1).

HezaBucumo OoT KapTHUHBI, COCTABISIONIEH OCHO-
BY 9TUOJIOTUH, KJIIMHUYECKasl KapThHAa OPOHXUATbHOIO
3a00JieBaHUSsI Hecreuu@UuyHa — Kajao0bl Ha Kallleslb,
CBUCTSIIIIEE ObIXaHWE W OABIIKY. ST moaTBepKaeHUS
JIYarHo3a y nmaiueHTOB MPOBOAUTCS NTMarHOCTUYeCcKast
BU3yaJM3alMsl, UTO AeJaeT KPUTUUECKU BaxKHO OCBEIOM -
JIEHHOCTh 00 3TOM TeMe cpeIy Bpaueil MepBUYHOTO 3BeHA

Matonorus
GpoHxuanbHoro AepeBa

v

BpoxaeHHas

v

MpuoGpeTeHHas
(no BuAYy nopaxenus)

v v v

Y ¢

Puc. 1. KonnenryanbHast opraHu3aiius OpoHXUaabHOM nmaTojgoruu (amantuponaHo u3 [1])

[Mpumeuanue: [MLJ] — nepBuyHas uuaMapHasi IMCKUHE3USI.

Figure 1. Conceptual classification of bronchial disorders (adapted from [1])

Anatommuyeckme CvHAPOMbI e
aHoManum (CTpyKTyp- (Ho3onoruyeckue 6DOHXOB [Tlunatauus / 6poHxoakTasbl 06cTpyKums / cTeHo3
Hble AedieKTbl) thopMbi) P
v v v v
* TpaxeanbHbin ¢+ Cunppom o Wudbekuus: WHopoaHoe Teno
6poHx Bunbsamca- VHchexumoHHbIe HevHdeKuyoHHble - O6wve nHdexuum Ocrpas acnupauus
* [l06aBo4HbIi Kemn6enna NpMYMHbI (Bupyc- | | (BOCanuTensHbie) - Komnnekc Mycobacte- TpaxeobpoHxomans-
CepaeyHbIf 6pOHX « Nua Hble, GakTepuans- MPMYMHBI rium avium | Mukobax- uvs | Ype3mepHbIi An-
* AreHesusi | anna- ¢ MykoBucumpo3 Hble’ TPUGKOBbie) Tep1o3 Nerkux HaMuyeckuit konnanc
3us | runonnasus ' *  Annepruyeckuit GpoHxo- AbIXaTenbHbIX NyTen
CErMeHTapHoro neroyYHbIA acneprunnes HoBoo6pasoBaHus
GpoHxa ¢ Peunpuupyowas / paHynemarosHas
XPOHWYecKas acnupauys GonesHb
¢ OBbIYHAA MHTEPCTULM- Bponxonutnas
anbHas NHeBMOHUS BponxuanbHas actMa

316

MynbmoHonorus « Pu’monologiya. 2026; 36 (2): 315-324. DOI: 10.18093/0869-0189-2026-36-2-315-324




3ametku u3 npaktuku « Clinical cases

U CIIEMAIMCTOB 10 pecnupaTtopHoii MenuiimHe. Kpome
TOTr0, HEKOTOPbIE (DOPMBI JAHHOI MAaTOJOTUM MPOTEKAIOT
MaJIOCUMIITOMHO, TIO3TOMY PaHHSISI IUaTHOCTHUKA BPO-
JKIEHHBIX TIOPOKOB Pa3BUTHSI OPOHXOJIETOUHOI CUCTEMBI
1 HaCJIEACTBEHHbIX 3a00J1eBaHU I JIETKMX HA OCHOBE BbI-
JIEJICHNST X aHAMHECTUYECKUX, KIMHUIECKNX W PEHTTe-
HOJIOTMYECKUX MapKepPOB SIBJISIETCS aKTyaJIbHOA.

B npakTuke yuacTKOBOro neauaTpa IMarHoCTUKa JaH-
HOI TIaTOJIOTUHU BBI3bIBA€T OOJIBILIYIO TPYIHOCTh B CBSI3U
C OTCYTCTBUEM «30JI0TOTO CTaHAapTa» IJIsl IKCIPecc-au-
arHOCTHKM, CXOXECTHIO 1e00Ta 3a00IeBaHUs C KIWHU-
YECKOM KapTUHOU ApYyrux 3a00J€BaHUM ObIXaTeIbHOMN
cuctemsl [2]. Tak, corjacHO MOJy4YeHHbIM B MMYJIbMOHO-
Jiornyeckom otaesieHuu I'ocyaapcTBeHHOTO O10IXKETHOTO
yupexneHus Ps3aHckoil o6inactu «O6aacTHas nerckast
KmHn4Ieckast oonpHUIa uMeHn H.B.JImutpueBoii» (Ps-
3aHb, Poccust) mTaHHBIM BblIeIeHbI 3 OCHOBHBIE KJIMHUYE-
CKMe MacKU BPOXIAEHHOM U HAC/IeICTBEHHOM MaTOJOrMu
OPOHXOJIETOYHOI CUCTEMBI:

* OpPOHXUT PEUUAMBUPYIOLIUNA WUIU XPOHUYECKUM

(43 %);

+ OpoHxManbHas act™a (43 %);
« mHesmonus (14 %).

I1pu HaMMYMK peunaUBUPYIOIIETO OPOHXOJETOYHOTO
npoliecca B I€TCKOM BO3pacTe BaXKHO U3yYEHUE OTSTO-
ILIEHHOT'0 aHaMHe3a 3TUX MalLMeHTOB, MEPBbIe CUMIITO-
MBI OOBIYHO TIPOSIBIISIIOTCS] B paHHEM JICTCTBE U CBSI3aHBI
C TeM WJIM MHBIM COOBITHEM CO CTOPOHBI PeCTIMPaTOPHOM
CHCTEMBbI peOeHKA WU MaTOJIOTMYECKUM BIUSHUEM OKPY-
>Katolieit cpenpl. JIJisi HEKOTOPBIX BApUAHTOB BPOXKIEHHOM
TaTOJIOTUN OPOHXOJICTOUHOM CCTEMBI pa3pad0TaHbI KITU -
HUYECKHE LIKaIbl AMarHocTuku. Hanbosnee n3BecTHOM
n3 Hux gpasiercs mkaaa PICADAR, npumeHsiemast nis
CKPUHMHTA NepBUYHON tunrapHoit nuckrnesuu (ITLT),
XapaKTepu3yeMoil 1e(heKTOM YIIBTPACTPYKTYPhl PECHUYEK
SIUTENNS PECTIMPATOPHOTO TPAKTa M CXOKMX C HUM aHa-

Wmeetca nun Yy nauyueHTa eXeHEeBHbI! Kallenb ¢ PaHHero AeTckoro BospacTa?

TOMUYECKU CTPYKTYP ¢ DOPMUPOBAHUEM XPOHUUECKO-
IO BOCMAJIUTEILHOTO TIpoliecca U / WM OPOHXO03KTa30B
C HaJIMuueM sinus invertus uiu 6e3 takoBoro [3—3]. Tlpu
paboTe Bpaua HEOOXOAMMO OIMMPATHCS HAa KIMHUYECKYIO
KapTUHY 3200JIeBaHNsl Y ONPeeSIEHHOTO MallieHTa, He 3a-
ObIBas MPo Pa3sHOOOPa3HOCTh (DEHOTUTTUYECKUX MPOSIB-
JIEHUI TaHHOW MaTOJIOTUU (CM. TaOIuILy).

BaxkxHoe MecTO B IMAarHOCTUKE MMeEET M3MEpeHUE
ypoBHs okcuaa azota (NO) B BbIIbIXa€MOM Ha3aJIbHOM
BO3/yX€, T. K. y OOJIBIIMHCTBA MallUEHTOB OH CHUXKEH.
Taxoke BaxkeH aHAJIM3 YaCTOTHI M TTaTTepHA OMEHUS peCHU-
Yyek B OMornTaTe U3 MoJOCTH HOoca W OpOHXa C MOMOILbIO
CBETOBOM MUKPOCKOIIMU U TPAHCMUCCUOHHOM 3JIEKTPOH-
HOI MUKPOCKOTIUU, OJHAKO MOBCEMECTHOE UCTOIb30Ba-
HUE 3TUX METOAOB OTPAaHUYCHO I10 MPUIMHE MX MalIoi
MIOCTYITHOCTU B peruoHax. PekomeHmyeTcst mpoBeneHue
TEHETUYECKOTO TECTUPOBAHMS, OJTHAKO MOATBEPXKICHUE
IMarHo3a BO3MOXHO B 50—75 % ciydaes [7, 8].

JuddepeHimanbHass IMarHOCTUKA TaHHOM MaTOJIOTUHU
MIPOBOIUTCS ¢ MyKoBucinmo3oMm (MB), nmepBuuHbIMU
UMMYHOIE(ULIMTHBIMUA COCTOSIHUSIMU, BPOKIACHHBIMU
AHOMAaJIMSIMU CTPOEHUSI OPOHXUAJIBHOTO iepeBa, OPOHXO-
skTazamu (bD) mpyroro mponcxoxmeHus, TyOepKyJIe30M
JIETKMX, MMKOOAKTEepHO30M JIETKUX, OPOHXUAJILHOM acT-
MO, BPOXKIECHHBIMU aHOMAJIUSIMU CEPAECYHO-COCYAUCTON
CHCTEMBbI, MAVOTIATHYECKUM TTOJIUTIO3HBIM PUHOCUHY-
CUTOM, HEKOTOPBIMU (POpMaMM MYKCKOTO U 3KEHCKOTO
oecrutonust, He cBsi3aHHbIMU ¢ TTLL, [4].

Taxke 3acinykMBaeT BHUMaHMUSI BpOXKIeHHas 1o0ap-
Hast sMmbuzema (BJID), kotopas oTyinyaeTcsi 3HAUUTEb-
HBIM KJIMHUYECKUM nojJiuMopdusmoM. N.A. Myers Bbie-
JieHs! 3 Tuna BJIO:

* | Tun — y nereit paHHero Bo3pacrta ¢ BbIpa>keHHOM

CUMITTOMATHKOIA;

* Il Tun —y nereit ctapuiero Bo3pacTa;
o III Tum — 6eccuMnTOMHBI [9].

Tabauua
Illkaaa PICADAR [6]

Table
The PICADAR Score [6]

[A: npogonxuTb 3anonHenue wkanbi PICADAR

HET: nauueHT He ynoBnetBopsieT ycnosuam wkanbl PICADAR

Bonpoc oTBeT yncno Gannos
Poauncs nauneHT fOHOLIEHHbIM UMY HE[OHOLEHHbIM? Jla 2
Bbinu n1 y nauueHTa pecnupatopHbie CUMNTOMbI B paHHEM HEOHATaNbHOM Nep1oAe (TaXunHo3, fa 9
Kaluenb, NHeBMOHMS)?

Bbin nn nauueHT rocnuTanuaupoBaH B OTAENEHUe MHTEHCUBHOM Tepanvu HeAOHOLIEHHbIX? Jla 2
Wmeetcs nu y naumneHTa aHoManbHoe pacnonokeHne BHYTPEHHUX OPraHoB (situs inversus fla 4
UnM retepotakcus)?

WmeeTcs nu y naumneHTa BpoXAeHHbIN AedekT cepaua? Jit} 2
WmeeTcs nu y naumneHTa KpyrnoroauyHbIA puHuT? Jla 1
WwmetoTcs N y naumenTa XpoHuyeckue CMMNTOMBI CO CTOPOHbI OpraHa cnyxa: aKCCYAAaTUBHbIN OTHT, fia 1
CEpO3HbIN OTHT, CHIKEHNE cryxa, nepchopauus 6apabaHHoi nepenoHku?

Cymma 6annos* 14

TpumeyaHve: * - yBCTBUTENLHOCTb U CEUMDIUYHOCTb CymMbl 6annos > 5 - 0,90 1 0,75 cooTBETCTBEHHO.

Note: *, sensitivity and specificity of the total score > 5 - 0.90 and 0.75, respectively.
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ITo crenenu Tsxect FO.D. Ucakosoim u coasm. (1978)
BJID pacrnipeaeneHsl clieayiommnum o0pa3oMm:

*  IeKOMITEHCHUpPOBaHHas (C AbIXaTeJIbHOM HEAOCTATOU-
HocThiO (JIH) ¢ mepBBIX HEH KU3HM);

* cyOKOMIIEHCHpOBaHHas (C pelUaAUBUPYIOLIUMU Pe-
CIUPATOPHBIMU HAPYILIEHUSIMU);

* KOMIIEHCHpOBaHHasI (6becCUMITOMHAsT) (DOPMEL.
[Tpu 5TOM TaKTHKA JICICHUST ONPEACISICTCS TSKECTHIO

1 pacIpoCTPaHEHHOCTHIO Mpollecca: MPU JIOKaTbHOM MO-

paXkeHUU ToKa3aHa JIOOIKTOMMUSI, a TIPU ABYCTOPOHHEM

O0ILIIMPHOM — KOHcepBaTuBHas Tepanus [10].

s neMoHCTpaluy KIMHUIECKUX MACOK BPOXKICH-
HOW TaToOJIOTMU OPOHXOJETOYHOM CUCTEMBI TTPUBOASITCS
2 KIMHUYECKUX HAOIIONCHUS:

*  No | — manwment ¢ [T ¢ MmaHMbecTammei mom Mackoi
PECTIMPATOPHOTO AUCTPECC-CUHIPOMA HOBOPOXKICH-
HOTO;

* No 2 — manmenTKa ¢ BJID, pacuieHeHHOI KaK peruan-
BUPYIOLIUI OOCTPYKTUBHBINA OPOHXMT.

Llenpro vccmenoBaHus IBUWICS aHAIM3 HanboJjee ak-
TyaJbHBIX I1aTOJIOTUI1 OPOHXOJETOYHOM CUCTEMbI Ha MPU-
Mepe KIMHUYECKUX HaboaeHnit 3a naureHTtamu ¢ TTLLJT
U aBycTOpoHHEH BJID.

Matepuanbl u meTogbl

BrinonHeH peTpoCeKTUBHBIN aHaIu3 MePBUYHON Me-
IUIIMHCKOM MoKyMeHTalmu mareHToB Ne 1 u Ne 2 (3a-
KJIIOYeHUsT aMOy/IaTOPHBIX MPUEMOB, BBITTMCKU U3 CTa-
LIMOHAPOB), MPOBEAEHbI OLIEHKA aHaMHe3a, KJIMHUYe-
CKOM KapTUHBI U JaHHBIX MEAULIMHCKUX 00C/IeIOBAaHUIA.
Wcrnonb3oBanuch TakKe JaHHbIE MHOTOJIETHEN JTUUHOM
Kypaluu MaluueHTOB.

HccnenoBaHue mpoBOAWIOCH B COOTBETCTBUY C MTPUH-
HunamMu XeJbCUMHKCKOM Aekapauuu BcemupHoit menm-
HUHCKOM accoumnannu. OT 3aKOHHOT'O MpeACTaBUTENS
KaKJ0ro MaluueHTa nojydyeHo MucbMeHHOe UH(POPMUPO-
BaHHOE COIJIaCHE Ha yYacTUE B UCCIIEIOBAHUN.

Knunuyeckoe HabnrogeHue Ne 1

PecnupamopHbiti ducmpecc-cuHOPoOM y GOHOWEHHO020
HOBOPOXAEHHO20 KaK KNUHUYeCKas «Macka» debroma
nepsuyHoll yunuapHol QUCKUHe3UU

IMament Ne 1 — manpunk 2020 roga poxkaeHMs (B HACTOSIIIIEe
BpeMs eMy S JIET) poauics oT 3-il 6epeMeHHOCTH, MPOTeKaB-
et Ha (hoHe OCTPOI PeCMpPaTOPHON BUPYCHOU MH(bEKIUU
(OPBMN) Ha 18-i1 Henene 6epeMEeHHOCTH 06e3 TUXOPATKY 1 TIPH -
€MOB aHTUOAKTepUAIbHBIX ITpenaparoB. [1pu poxneHnn Macca
tena — 3 970 1, uinHa Tena — 56 cM. OlieHKa 1o IKae Anrap —
7 /9 6ayutoB. Yepes 8—9 4 mocyie poxkaeHUsT HabII0aaI0Ch YXYI-
1IeHue cocTosiHMs 3a cueT rospieHus JJH. B T'ocynapctBeHHOM
OI0IKETHOM yupexxneHUM Ps3aHckoit o6aactu «O061acTHOM
KJIMHWYECKUI TIepuHaTaIbHBIN 1IeHTp» (Psi3anb, Poccust) pe-
OCHOK MOJIyJas KUCIOPOAOTEPAIIMIO Yepe3 HazadbHbIe KaHIOIH,
3aTeM — UCKYCCTBeHHYI0 BeHTusiuumo Jierkux (MBJI) B TeueHue
5 mHei; TMarHo3 — BPOXXICHHAs MOJIMCErMEeHTapHasT ITHEBMO-
HWUSI CTIpaBa, CETMEHTapHBIN aresiekTas3 S3 cripaBa, OTKPBITOE
OBaJIbHOE OKHO, MIEPUHATAIBHOE TUITOKCUYECKU-UTIIEeMUYe-
CKOe TIopaXkeHUe LIeHTPaJIbHOI HEPBHOM crcTeMbl. Boimucan
Ha 35-¢ CyTKM XXM3HU C COXPaHSIOLIMMCS pEIKUM KalllleM 1 -

CTaHIIMOHHBIMU XpUTiaMu. HaciencTBeHHBIIT aHaMHe3 pebeHKa
OTSTOIIIEH: Y MaTepy U cTapiieil cecTpsl (7 JIET) YyCTaHOBJIEH
XPOHMUYECKUI TTOJUTIO3HBINA PUHUT.

Ha mepBoMm romy >KU3HM OTMEUEHBI PEIUAUBBI 00OCTPEHU
CO CTOPOHBI OPOHXOJIETOYHOM CUCTEMBI TIO TUITY THEBMOHUU
¢ 6poHx006¢cTpyKTHBHBIM cuHApoMoM (BOC). B cBs3u ¢ ya-
CTBIMU OOOCTPEHUSIMU U TSTKEJTBIM TeueHUeM MH(MEKIIMOHHBIX
3aboJieBaHUi B BO3pacTe 7 Mec. BIIEPBbIE 3allO03PEH TUATrHO3
[MLA. B xiimanueckoM tieHTpe DeneparbHOTO TOCyIapCTBEH-
HOTO aBTOHOMHOTO 00pa30BaTeIbHOTO YIPEKIEHUSI BBICIIIETO
o6paszoBanus «[1epBbiit MOCKOBCKUIT TOCYTApCTBEHHBIN MeI-
urHckui yHuBepcuteT uMeHn M.M.CeueHoBa» MuHMCTEpCTBa
3npaBooxpaHeHust Poccuiickoit @eneparvin (CeueHOBCKUI YHU-
BEPCUTET) BHITIOJIHEHA BHICOKOCKOPOCTHASI BUIEOMUKPOCKOTIHST
LIAJTMAPHOTO STMUTENNSI PECTTUPATOPHOTO TPpaKTa. B moydeHHBIX
00pa3iiax MpaKTUIECKU BO BCEX TIOJISIX 3PEHUS IBUKEHNE PECHU -
YyeK OTCyTCTBYeT (yactota orenust — 0 '), OrmmcaHbl eIMHUYHBIC
KJIETKU C MepIATeTbHBIMA HU3KOAMILUTUTYTHBIMU IBUKEHUSIMU.
[Tpu nposenenum PKT opranos rpynHoii kitetku (OI'K) onmcan
CJIETIO3aMKHYTBIN TUBEPTUKYJI JIEBOTO TIIaBHOTO OpoHXa (TTof
BOTIPOCOM, B MaJTbHEHIIIEM TUAarHO3 OBbUT CHSIT), TT0 JAHHBIM Tpa-
XeO0OPOHXOCKOITNY BBISIBJIEH IBYXCTOPOHHMI THOWHBIN OPOHXUT,
B opodapuHTeaisHOM Maske ooHapyxeHa Haemophilus influenzae
2-i1 crenienn oocemeHeHHocTH (KOE / mo).

[To pesynbraTam crimpansHoit KT OT'K oyaroBbix, nHMGMIE-
TPATUBHBIX U TIOJIOCTHBIX U3MEHEHUI B JIETKUX HE BBISIBJICHO.
OTMevaloTcst yMepeHHbIe TUTIoCTaTiIeckue n3MeHeHusl. Jlerou-
HBII PUCYHOK He N3MEeHEH, KOPHU JIETKUX CTPYKTYPHBI. Tpaxest
1 OpoHXU (10 CyOCerMeHTapHOTO YPOBHSI) TPOXOIUMBI, CTEHKHU
UX He yToimieHbl. OpraHbl CPeIOCTeHUS, KOCTHBIE CTPYKTYPBI
U MSITKWE TKaHU TPYTHOU KJIIETKU — 0e3 IMaToJIOTUN.

B nanbHeiiiem pebeHOK HAOII0AAJICS Y MYJIbMOHOJIOrA C XKa-
JI06aMM Ha eXeTHEBHBIN BIIAXHBIN Kalllelh, HanboJiee BhIpa-
>KeHHBIH TTOCTIe CHA U TIPU (PU3NUECKOil HAarpy3Ke, XPOHUTIECKYIO
3aJI03KEHHOCTh HOCA, YMEPEHHBII Xpall, TUTIEPIUIa3uio HEOHBIX
Y TJIOTOYHBIX MUHIATWH 2-11 CTETIeHU (COTJIACHO OCMOTPY OTO-
PVHOJIAPUHTOJIOTA).

Qu3sukansHo: THIXaHUE OTKPBITBIM PTOM, SMM30INYECKOe
roxanuimBanue, hopMupoBaHue GOUYKOOOPA3ZHOU TPyIHOM
KJIETKH, TeopMaIiiy KOHIEBBIX (haJIaHT TaIbIIEB PYK IO TUITY
«bapabaHHBIX MTAJIOYEK» W HOTTEBBIX TUIACTUH TI0 TUITY «JaCOBBIX
crexos». Ouenka mo mkaite PICADAR > 5 6anos.

C 2 jieT MaTbumKa 6eCcIioKOWIT PelIMANBUPYIONINIA OTHUT C Ha-
pylieHueM ciryxa. Ha ocHOBaHMY TUMITaHOMETPUU BBISIBIICHA
KOHIYKTUBHAS TYTOYXOCTb.

Benencteue HeahheKTMBHOCT KOHCEPBATUBHOM Tepartuu
B BO3pacTe 3 JIeT TIPOBEIeHO IIYHTUPOBaHUE OapabaHHOI Tie-
PETIOHKY ¢ 00X CTOPOH C YJIydIlIeHUEM ciTyxa.

Jlo HacTos1Iero BpeMeH! y pedeHKa ObLUIO 5 KIIMHUYECKHU
3HAYMMBIX 000CTPEHMIT peCITUPATOPHOI TTATOJIOTUM, TIPOTEKAB-
mux ¢ GedpUITbHO JIMXOpanKoi, yCUIeHUEM Kalluisl, pa3By-
tieM BOC ¢ ofBITITIKOM CMEIIaHHOTO XapaKTepa Py TaXUITHOD
1o 40—45 npIxaTelbHBIX ABMKEHUI B MUHYTY, JecaTypaieid
(HacpleHne KpoBu KucaopoaoM (Sp0O,) < 90-92 %).

[Ipu o6ocTpennu B uroHe 2023 T. MOTpedoBaIach ToCIUTa-
JIA3anysl, Ha3HaueHa CUCTeMHAsT aHTUOAKTepUaTbHAST Teparust
(BHYTPUBEHHO (B/B) — 1Ie(TPUAKCOH, TIepOPATbHO — KJIAPUTPO-
MUIIH, a3UTPOMUIIH KYPCOM B TeueHue 4 Mec.), OpOHXOIUTIIE-
ckas Tepanusi (OynecoHuA, UIpaTponvst OpoMus + heHoTeEPOI).

[1o pesynbraTtam KoHTpobHOI PKT oKonoHocoBbIx mpua-
TouHBIX TTa3yx Hoca 1 PKT nerkux B Bo3pacte 4 J1eT yCTaHOBJIEHO
opmMupoBaHUEe XPOHNUECKUX TOTAIBHBIX U3MEHEHWH B IbIXa-
TEJIbHOU cucTeMe pebeHka (puc. 2).

Saxarouenue PKT okonronocogbix npudamoutsix nasyx Hoca:
CpeIHUIl OTUT, NIBYCTOPOHHUI PUHOCUHYCUT, TUTIEPILIA3US
HEOHBIX MUHIIATUH.
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Puc. 2. TTauunent Ne 1 4 net. PeHTreHOBCKasi KOMITbIOTepHO-TOMOTrpaduyeckasi KapTuHa ¢ubdpoaTesieKTaza CpeaHei 1011 IPaBoro Jerkoro: je-
rOYHas TKaHb HEPABHOMEPHOM BO3AYIIHOCTHU C IBYX CTOPOH C YepPeIOBaHUEM HOPMAJIbHBIX YYACTKOB M YIACTKOB «MAaTOBOTO CTEKJIA» C YETKUMU

rpaHULIAMM («BO3IAYIIHBIE JIOBYLIKW»)

Figure 2. Patient No.l 4 years old. X-ray computed tomography image of fibroatelectasis of the middle lobe of the right lung: lung tissue with uneven
airiness on both sides with alternating normal areas and areas of “ground glass” opacity with clear boundaries (“air traps”)

B Bo3pacTe 5 jieT u3-3a MOBTOPHBIX SMU300B O0OCTPEHMUS
XPOHUYECKOTO THOWHOTO CPETHETO OTUTA TIPOBEACHO BTOPUIHOE
LIYHTUpOBaHUE OapabaHHBIX TEPENOHOK C 2 CTOPOH (B CBSI3U
C HECOCTOSITEJIbHOCTBIO MPEABIAYIIMX LIIYHTOB MU3-3a UX OOTY-
paluy 9KCCYIaTOM) U TOH3ULIOTOMMSI.

B cBs131 ¢ COXpaHSIONTUMUCS YaCTHIMU PELIUANBAMU PECTIV-
paropHoii u JIOP-natonoruu nauueHT ObLT 00C/IEIOBaH Criela-
JINCTaMU OTIEJIEHUsI MyKOBUCLIMI03a U LIeHTpa Hacie1cTBeHHbIX
3a00J1eBaHuU Jierkux ['ocynapcTBEHHOTO OIOIKETHOTO YUpeK/ie-
HUS 30paBooxpaHeHus: MOocKoBckoit oonactu «HayuHo-uccre-
JIOBATEIbCKUI KIMHUYECKUIT UHCTUTYT AeTcTBA MUHKUCTEPCTBA
3MpaBooxpaHeHuss MOCKOBCKOU obaacTu». BeisiBieHO Hapyiiie-
Hue cTpyKTYpbl 93 % akconeM: u3 105 MPOCMOTPEHHBIX aKCOHEM
B 25 BBISIBJICH CIBUT LIEHTPATBHON MTapbl MUKPOTPYOoUeK; B 40 —
1 WM HeCKOJBKO nepudepruuecKUX TyTUIETOB CIBUHYTHI K LIEHT-
py; B 33 — cABUT UEHTPATbHOM Mapbl MUKPOTPYOOUEK, rnepude-
PUYECKUX IYTJIETOB; TEHETUUECKOE UCCIeIOBaHNE — B paboTe.

B naHHbIIi MOMEHT HAaUOOJIBIIYIO TPYAHOCTD 1JIS MMallUeHTa
MPENCTaBISeT CHUXKEHUE CTyXa B BUIE KOHIYKTUBHOU TYroyXo-
CTH; YPOBEHbB €T0 KU3HU TAK¥Ke CHUXKAETCS B CBSI3U C TIOCTOSTHHO
PEIMINBUPYIONIMMI 00OCTPEHUSIMU XPOHUUECKOTO TTOPAKEHUST
JIETKUX €O C(HOPMUPOBAHHBIMU OPOHXO0IKTa3aMU U HEOOXOIU-
MOCTbBIO TTOCTOSTHHOW MHOTOCTYIeHYaToi Tepanuu. OLeHka
no mkaine PICADAR — 8§ 6ainos.

Oxonuamenvublil Kaunuveckuil ouaenos: 1] — xpornde-
CKUI1 BTOPUYHBIN THOMHBIN OpoHXUT, peuunuBupytomuit bOC.

DubpoatesnekTas cpeaHelt ToIU MPABOTO JIETKOTO. XPOHUYECKasT
JH 1-i1 crennieHu. XpoOHUYECKUI pPUHOCUHYCUT. XPOHUYECKUI
9KCCYIATUBHBIIA CpenHuUil OTUT. TUMMNaHOIUIaCTUKA U a[IeHO-
tomus ot 2024 r. ¥ TTOBTOPHAs] TUMITAHOTIJIACTUKA Y TOH3UJI-
JioskTomug ot 2025 .

B Hacrosiiee Bpemsi B KauecTBe 0a3MCHOM MyKOJIUTUYECKOMN
Teparnuy MaueHT MoTyJaeT WHTATISINY 7 %-HbIM TUTIEPTOHU -
YeCKMM PaCcTBOPOM XJIOpUAA HATPUS C HATPUS TUATTyPOATOM,
KUHE3UTEPaIuio, Kypchbl 0aKTepUaIbHBIX JIM3aTOB B BECEHHE-
OCEHHU MEPUO/T.

Kaxnrpie 3 mec. peGeHKY MPOBOAUTCS MUKPOOUOTIOTUYE-
CKO€ KCCIIEAOBAaHUE OTIAEISIEMOTO U3 ylllel U opodapuHreaib-
HOTO Ma3Ka, Mo pe3yJbTaTaM KOTOPOTO BBISIBJIEH YMEPEHHbII
pOCT yCJIOBHO-TIATOTeHHOM (hJ1opwl B BUne Enterococcus fecalis
u Streptococcus pneumoniae.

BOC Ha doHe pelmauBupyoieit MHOEKIUU ¢ pas-
ButueM [IH y peGeHka MoXeT ObITh KIMHUYECKUM
(GeHOTUITOM — MACKOM eIlle OMHOTO MOPOKa Pa3BUTHUS
nbixateabHoU cuctembl. Crenenb JIH oneHuBaeTcs
Ha OCHOBaHUM KOMILIEKCa KJIMHUKO-(DYHKIIMOHATIbHbBIX
KPUTEPUEB — OIBIIIKN, YACTOTHI AbIXaHust, SpO2 1 T0-
KaszaTeJiell Ta30B apTepUaTbHON KPOBU (ITapIUaTbHOE
HaIIpsIKEHUEe KUCIOpoaa / YIJIEKHMCIOTO Ta3a B apTepu-
anbHOI KpoBu). Tskecth JAH knaccuduumpyercs co-

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/ 319



Cmexckuna E.B. u dp. KnuHuueckue «Macku» BPOKISHHOM MaTOJOMMK OPOHXO0JIETOYHOM CUCTEMbI

[JIACHO OOIIETTPUHSTBHIM MOIX0IaM C Y4ETOM HO30JI0TUU
Y BO3pacTa MalueHTOB:
* I crenenn: SpO2 90—94 %, onpiiiika Mpu Harpy3Ke;
« Il crenenn: SpO2 75—89 %, onpliiika Ipyu MUHUMAJIb-
HOM Harpyske;
« III crenenn: SpO2 < 75 %, oabllIKa B ITOKOE.
ITo gaHHBIM 2-TO KJIMHUYECKOTO HAOIIOAECHUS IIPU-
BeJIeH MpUMep MO3AHEN AMAarHOCTUKY Y MHBAIUAU3ALUN
MalueHTa.

Knunnyeckoe HabniogeHue Ne 2

[ManmenTka Ne 2 — neBouka 11 net ¢ BJID. PebeHok ot 2-ii 6e-
PEMEHHOCTH, MaTh Ha yYeTe He COCTOsIa, CEMbsl MUTPAHTOB.
B 26 Hen. 6epemennoctu Math niepeHeciia OPBU. Poasl cpou-
HbI€, CAMOCTOSITe/IbHBIE. Macca Tesia pedbeHKa Ipu poXIASHUN —
3 580 r, oueHka mo mkane Anrap — 7 / 9 6amioB. BeinucaHa
Ha 5-ii IeHb XKU3HU B YIOBJIETBOPUTEILHOM COCTOSIHUU.

B Bo3pacTte 2 He. peOeHOK ObLJT TOCTTMTAIU3UPOBAH B OT-
NieJieHre MaToJOTMM HOBOPOXIEeHHBIX ['ocymapcTBEHHOro
OIOIKETHOTO yupexaeHust Ps3aHckoit odnactu «Ob6nacTHas
JeTcKasl KiimHu4deckast bonbHua umeHu H.B. JIMutpueBoii»
(Psa3anb, Poccust) ¢ amarHo3oM BpoKaeHHast ABYCTOPOHHSIS
nHeBMoHus, JIH 2-i1 crenenu. ITpu yraybiaeHHOM o0cienoBa-
HUU Obl1a BbISIBJIEHA COUE€TaHHAasl MaToJOTHsI — IBYCTOPOHHSIS
Oysuie3Hast aMbu3ema, BpoXIeHHbIE TOPOKU ceplia (nedekT
MEXKETYI0YKOBOM Meperopoaku, OTKPbIThIN apTepuaibHbI
MPOTOK, MEXIPENCePIHOE COODIIECHUE C SIBACHUSIMU HEIO0-
CTATOYHOCTU KpoBooOpaiieHus 0—1-ii creneHu, ycTaHOB-
JIeHHO#W Ha ocHoBaHuM Kiaaccudukauuu H..Crpaxecko
u B.X.BacuneHko).

Ha 1-m roay XXu3Hu HaOJI0AaIMCh peLUANBUPYIOLINUE TSI~
XeJble pecriupaTopHbie nHbekimu ¢ JIH. B Bo3pacre 4 mec. —
npaBocTopoHHsist mHeBMoHus, BOC u JIH 2-i1 crenenu, no-
TpeboBanach 11-gHeBHast UBJI. KioueBbiMu (hakTopamu st
BepudUKaLMKM auarHosa spiasuiuch faHHeie PKT nerkux, co-
[JTACHO KOTOPBIM BBISIBJICH BPOXKIEHHBII MOPOK 000MX JIETKHUX,
OINMUCAHHBIX HA TOT MOMEHT KaK KHMCTO3HO-aJeHOMAaTO3Has
MajibopMalius 2-ro TUIA, TUIOJIAa3Ms MTPABOro JIETKOro (Mo
BOMPOCOM, TpebyeTcst nooocnenoBanue). [1py UMUIK-AMArHo-
CTHKE ObLJIY BbISIBJIEHBI CETMEHTapHbIE aTeeKTa3bl, THEBMOTO-
pakc cnesa. [To nanHbIM 3X0Kapaunorpabhuu (OxoKI') BeisiBIeH
BPOXIEHHBII MOPOK cep/lia ¢ MpU3HaKaMU Meperpy3Ku MpaBbIx
OTIIEJIOB Cep/ilia 1 JIESTOYHOM TMIEPTEH3UM.

PebGeHoK 3a04HO ObLI KOHCYJBTUPOBAH CIieLIMaIucTaMu
Poccuiickoii eTCKoit KITMHUYECKO 00IbHUIIBI — (puinana De-
JIepaTbHOTO TOCYIapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeIbHOTO
yUpeXIeHMsI BbICIero oopasoBaHus «Poccuiickuii HalmoHa b-

HBII UCCIIEIOBATEIbCKIUIM MEIUIIMHCKUI YHUBEPCUTET MMEHH
H.N.TTuporosa» MuHucrepcTBa 31paBooxpaHeHust Poccuiickoit
Denepany; onepaTUBHOE JieueHUE PEOCHKY He ITOKa3aHO 13-
3a OOIIMPHOTO TTOPaKeHUs JeTKUX. JJaHHBIX 32 TUCTUOIINTO3
HE BBISIBJICHO.

HecMmoTpst Ha mpoBOAMMYIO Tepanuio, MPorpeccupoBaHue
pecrMpaToOpHbIX HapyLLIEeHMI1 poaoikanock. B Bo3pacre 10 mec.
y peGeHKa pa3BWiIach TsKelias THEBMOHUS, pu Kotopoid 1H
OCJIOXKHMJIACh 10 3-i1 crereHu (puc. 3).

B nanbHeiiiem npeodjaganiu 000CTPEHUST peCIUPaTOPHOI
MTaTOJIOTWH TI0 TUITY OOCTPYKTUBHOTO OPOHXUTA C TTpU3HAKA-
mu J1H 2-ii crertienn. C 3 1o 5 et Tsikenbix oboctpenuii ¢ JIH
He perucTprupoBayioch. PeOeHOK mosyyas 0a3ucHYO Teparnuio
oynecoHunoM B 1o3e 500 MKT B cyTKHU uepe3 HeOyaitzep. OCHOB-
HOI CIMITTOM — HETIePeHOCUMOCTh (DM3NIECKOI Harpy3KU, TIPH
HEeoOXOAMMOCTH ToIyyaia JOTallMi KUCI0poaa B TOMAIIHUX
yeaoBusix. [To nanHbiM PKT OT'K nosioxurebHOM CTpyKTYpHOI
ITUHAMUKHU HE OTMEUEeHO, 110 pe3ynbrataM OXxoKI' coxpaHsiich
MPU3HAKU MEePEerpy3KM MpaBbIX OTACIOB Ceplia U JeTOYHOM
TUIIEPTEH3UU.

[Tocne nepuona «MHUMOTO OJIATONIONIYYUST» KIMHUYECKAsI
HeCcTaOMILHOCTh BO30OHOBMJIACH B JOIIKOJIBHOM BO3pacTe.
B 5 net neBouka Oblj1a HECKOJILKO pa3 FOCIUTAIU3MPOBAHA C -
arHo30M MPaBOCTOPOHHSISI BepxHenoeBas MHeBMoHUs ¢ BOC.
B 1essix mMoBTOPHOTO pacCMOTPEHUS BO3MOXKXHOCTH XUPYPIH-
YEeCKOro JIeUeHUsI HaIlpaBJsijiach B TOpaKaJlbHOE XUpypruye-
ckoe otaeneHre Poccuiickoii 1eTCKOi KIMHUYECKOM O0IbHM-
161 — humman degeparbHOTO TOCyIapCTBEHHOTO aBTOHOMHOTO
00pa3oBaTeIbHOTO YUPEKIeHHUsI BhICIIero oopa3oBaHus «Poc-
CUICKMIA HAIMOHAJIbHBIN UCCIIEN0BATEIbCKUN MEIULIMHCKUIA
yHuBepcuteT uMeHu H.W.ITuporosa» MuHucTepcTBa 31paBooX-
panenust Poccuiickoii @enepanui. 3aKimroueHKe: OIIepaTUBHOE
BMEIIATEIbCTBO HEBO3MOXKHO M3-3a OOIIMPHOTO MOpakeHUs
JIETOYHOM TKaHU.

B mocnenyiomue ronsl chopmMupoBaics KIMHUIECKUT
deHoTHM TsKenoro TeueHust BJID: obocTpeHUsT oTMeUanruch
2—4 pasza B roll ¢ NePUOAUYECKUM HEMPOMYKTUBHBIM KalllieM
0e3 MOKPOThI U OJBIIIKON MPpU (DU3UUYECKOU HArpy3Ke.

Tepanus: HeTIpepBIBHBIMA TIpHeM OynecoHUIA Yepe3 HeOy-
Jaii3ep ¢ qodaBieHreM Oepoayalia, aHTUOAKTepUaIbHbIX Iperna-
patoB (B/B — 1Ie(TPUAKCOH, MEPOPATIbHO — KJIAPUTPOMUILIMH);
MYKOJIUTUYECKHE TTPEITapaThl — B TIEPUOIT 0OOCTPEHUIA.

B Bo3pacre 11 jeT mauveHTKa rocrnuTaaiu3upoBaHa ¢ XKa-
J100aMHU Ha Kallesb, (heOpUJIbHYIO JUXOPAJIKY, 3aTPyAHEHHOE
IBIXaHWE U OIBIIIIKY.

Dusukanbro: OOVIIBHBIC MEJTKOITY3bIPUaThIe XPUITHI B BEPX-
HUX OTIeJiaX Jerkux M 3HauMTeJbHOe OcJIabeHre NbIXaHUs
C yJacTKaMHM «aM(OPUYHOTO» HaJ HYKHUMU OTICIaMU C 00EHX
CTOPOH, 3HAYNTEJIBHOE OTCTABaHUE IPYIHOM KJIETKH B aKTE IbI-

Puc. 3. KomnbroTepHas TomorpaMmMa naureHTKy Ne 2 ¢ THeBMOHMeEl Ha (poHe BpoXXaeHHOI aMbu3emMbl B 10-MecsI4HOM BO3pacTe

Figure 3. Computed tomography scan of Patient No.2 showing pneumonia associated with congenital emphysema at 10 months of age
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3ametku u3 npaktuku « Clinical cases

XaHWS B HIDKHUX OTJeJIaX, BOPOHKOOOpa3Has TpyIHasT KJIETKa;
SpO, — 90 %; onpllika cMeLIaHHOTO THIA; OEJTKOBO-3HEPTETH -
yeckast HegoctatouHocTh (BOH) 3-it crenenn.

Pezyavmamur aabopamoproeo o6caedosanus:

* JIEKOLMTO3 ¢ HeliTpoduiesom (meidkomutsl — 21,25 X
10° / 1, Heritpoduibl — 15,42 X 10° / n);

*  TIOBBIIICHHBIN YpoBeHb C-peakTUBHOTO 6eska (48 mr / 1);
¢ aumunos (pH —7,309; pO, — 48,0 mm pr. cT.; pO, — 61,1 MM
pr. cr., BE — 3,7, HCO, — 30,0 mmonb / 11, SO, — 78 %);

* cepoJIoTMYecKr oOHapyXeH mMmyHoriaooynuH (Ig) M
K Mycoplasma pneumoniae ripu oTpuliatesibHoM ypoBHe IgG.
ITo nanubiM PKT OI'K — kapTuHa I1BYCTOPOHHEN MHEB-

MOHUM y pebeHKa ¢ 1ByctopoHHei BJID, conpoBoxknaronieiics

JIECTPYKIIMEl alibBEeOJIIpPHBIX CTEHOK. BopoHKooOpa3Has ne-

(opmatus rpyaHoi KJIeTKH 1-ii ctereHu (puc. 4).

[To maHHBIM MHCTPYMEHTAIEHOTO 00CIIEIOBAHMS BBISIBJICHO
MPOTPECCUPOBaHNE KapANOPECTTMPATOPHBIX HAPYIIEHWI:

*  OKI — cuHycoBast apuTMusI, OTKJIIOHEHUE JIEKTPUIECKOM
OcCH cep/Ilia BpaBo, HEMoJHast 6J0Kkaaa MpaBoii HOXKY Myy-
Ka 'uca;

*  OxoKI — nunaraius npaBbiX OTIEIOB cepAlla U yMepeHHast
JIeTOYHAsI TUTIepTeH3UsI (TIpaBoe Mpeacepane: yMepeHHO
pacIIMpeHo; TPUKYCITUIAIBHBIN KJlallaH: CTBOPKY TOHKHE,
MOJABWXKHbIE, TPAAUEHT AaBiaeHust — 2,0 MM PT. CT., peryp-
ruTanus 1—2-ii cTerneHn);

* MpaBblil XeaynoyeK yMepeHHO pacluupeH, runepTpodupo-
BaH, CUCTOJIMUECKOE IaBJIEHNE B TIOJIOCTHU TTPABOTO KETyI04-
ka — < 40 MM pT. CT.

* JIero4Hasi apTepusi: IMaMeTp KoJjblia — 17 MM, CTBOPKM KJla-
IaHa TOHKWE, MOABUXKHBIC, TPAIUEHT AaBieHus — 9,5 MM
pT. CT., peryprutauus 1-it creneHu.

[pu nccnenoBanny (GyHKIINY BHEIITHETO ABIXaHUSI IO TIPO-
BECHUS TPOOBI C OPOHXOJIUTUUECKUM MTPENapaToOM BBISIBJIEHO
pe3Kkoe CHIKEHNE BeHTWISILIMOHHBIX IMoKa3aTeneit: hopcupo-
BaHHas Xn3HeHHast eMKocTh Jierkux (D2XKEJT) n 06bem dopcu-
poBaHHOro BboXa 3a 1-10 cekynny (OPB ) cocrasunu 27—-29
12627 %, COOTBETCTBEHHO; P OTCYTCTBUM MX 3HAYMMOTO
MPUPOCTA MOCAEe UHTASIIUMU GPOHXOIUTUYECKOTO Mpernapara
(npupoct O®B, +4 %; chixenue O2KEJ —12 %) nontsepxieH
HeoOpaTUMBbIil ((HDUKCUPOBAHHbBIN) XapakTep OPOHXUATbHOMI
obctpykunu. OkoHuamenvHulii OuaeHo3: BPOXKIEHHBIN TTOPOK
pa3BuTHU Jierkux (I1BycTopoHHss1 BJID).

Ocnodcnenue conymemeyoujeco 3a601€6anus: XpOHUYECKast
JH 2-ii crerienu. YMepeHHast JieroqyHasi TUTIePTeH3UsI, yCTaHOB-
sneHHas 1o gaHHbeiM DxoKI'. BopoHkoobpa3Hast nedopmManiust
IpyaHOM KJeTKu 1-if crerienn. BOH 3-ii ctenenu.

S

Puc. 4. KommnbioTepHasi ToMorpaMmMa naureHTky Ne 2 ¢ IByCTOPOHHEN IMTHEBMOHMEH Ha (hoHe BpOXKAEHHOI JIo6apHOoit aMdusemsl B 11 et

[1pu BeITIMCKE TEBOYKE PEKOMEHIOBAaHA IMETa C TTOBBIIICH-
HBIM cojfiepXXaHUeM OeJika, TPOTUBOBOCIIAIUTEIbHAST Teparus
a3UTPOMUILIMHOM B 03¢ 250 MT I10 cxeMe 2 MeC., UHTaJISILMOH -
Has Tepanusi KoMOuHalue oyaeconun + dopmoteposn 3 mec.
1 KOHTPOJIb MYJTbCOKCUMETPUM C KOPPEKIIMe YBIaXKHEHHBIM
KHCJIOPOIOM TP HEOOXOTUMOCTH.

O6cyxaeHue

JlmarHocTKa BPOXIEHHBIX ITOPOKOB pa3BUTHUS OPOH-
XOJICTOYHOM CHCTEMBI OCTAeTCsI OTHOU M3 Hanboee ak-
TyaJbHBIX KIMHUYECKUX MIPOOJIEM B ITyJIbMOHOJIOTHUM.
OcHOBHasl CJIOXKHOCTb 00YCIOBJIeHA OTCYTCTBUEM €U -
HOTO «30JI0TOr0 CTAHAAPTa» BePU(PUKALIMK, YTO IIPUBOIUT
K TMITOAMATrHOCTHKE U 3aIePKKe YCTaHOBJICHUS TUarHO3a.
B Hacrosiee BpeMst TMarHOCTUYECKUI TIPOLIeCC CTPO-
UTCS HA KOMOMHAIIMK KJIMHUYECKUX, GYHKIIMOHATbHbIX
1 MOP(MOIIOTMIECKUX TaHHBIX.

Bpaua m10001i CrieriaJbHOCTH B OTHOLIEHUH BPOXK-
JIEHHOW MJIM HACJIEACTBEHHOI MaTOJIOrMU OPOHXO0JIEroY-
HOI CCTeMbI JOJKHBI HACTOPOXXUTh KIMHUYECKUE (he-
HOTHITBI PELIMANBUPYIONIETO OPOHXHTA, OPOHXUATBLHOMN
aCTMEI ITIPY OTCYTCTBUM OTBETA Ha afcKBaTHYIO 0a3MCHYIO
Tepanuio, Tskenbiii BOC, TopnmuaHbIi K Tepanuy OpoH-
XOJUTUYECKMMM TTpenapataMy U UHTAISILIMOHHBIMU TJTI0-
KOKOPTUKOCTEPOUIAMU, HATMUKME XPOHUUECKOTO KaIIlIst
y pebGeHKa J1000ro Bo3pacra, 0COOEHHO B COUETaHUU
C XpOHUYECKOI TTaTOIOTUE HOCOTJIOTKY (XPOHUYECKUI
MOJMUMO3HBIA PUHOCUHYCUT, XPOHUYECKUIN THOMHBIN
CPEIHUI OTUT C pa3BUTHEM KOHIYKTUBHON TYTOYXOCTH),
paHHUE (PUOpoaTeIeKTa3bl 1 HEMYKOBUCIIMIO3HBIC OPOH-
X02KTa3bl. TaKTUKOI BeAeHUS JOKHO OBITh TIIATETbHOE
U3yyeHUe aHaMHe3a 3a00JIeBaHUS 1 OLIEHKA 10 CUCTeME
KITMHUYECKUX IIIKAaJT, pa3pabOoTaHHbBIX IJIsT HEKOTOPBIX 3a-
O6oneBaHuit, B yactHoctu TTLI.

IO — onHO M3 HauboJiee aKTUBHO M3y4aeMbIX
B HacToOsIIIIee BpeMsI peIKUX TeHeTUUeCKMX 3a001eBaHUIA
W3 TPYMITBI IWJINOTIATUMA ¢ TOTAJIbHBIM MOPakeHUEM pe-
CIIMPATOPHOTO TPAKTa U Pa3IMUYHBIMU Ae(heKTaMU JIaTe-
PaJbHOCTU OPTAHOB, BKJIIOYAsT aHOMAJIWUM TTOJOXCHUS
cepaua (IeKCTpoKapausi, Me3oKapaus), HapyleHus: poTa-
LMY KUIIEYHWKA, aCTUICHUIO / TIOJUCITICHUIO M 00paTHOE
PpacIoioXXeHne MaruCcTpaIbHBIX cocynoB [4, 5]. ITo ctatn-

Figure 4. Computed tomography scan of an 11-year-old Patient No.2 showing bilateral pneumonia associated with congenital lobar emphysema
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ctuke B 50—60 % ciryyaeB MOXKET OIPENeIISITHCS CHHIPOM
3uBepra—KaprareHepa, xapakTepru3yeMblii KITMHIYECKOM
TPUANOU: situs inversus, XxpOHUUYECKUU PUHOCUHYCUT
1 OPOHXO3KTA3bI, ITPU KOTOPBIX BEPOSITHA PaHHSIS TMar-
HocTtuka [11—13].

Hawubonee Tsoxeno mporekatoniye KamHuueckue hop-
Mol TTLJI MoryT cTapToBaTh ¢ POXIAEHUS, YTO U TPOAe-
MOHCTPHUPOBAHO IO TaHHBIM KJIIMHUYIECKOTO HAOIIONCHNS
No 1, rme npencraBieHbl BCe Tambl pa3BUTHSI TUTTMYHOMN
KJIMHUYECKOIM KapTUHBI, CBI3aHHOM ¢ HApyIIeHUEM MY-
KOIIMJIMApHOTO KIIMPeHCca, HAYMHAS OT PECITUPATOPHOTO
IUCTPECC-CUHAPOMA JOHOIIIEHHOTO HOBOPOXIEHHOIO
IO TIPOTPECCUPYIOIIEN OCIOXKHEHHOM XPOHUYECKOM I1aTo-
Jioruu co ctopoHbl JIOP-opraHoOB M HUKHUX JbIXaTeIbHbIX
myTeit, xoTs (peHoTUN ¢ cuHApoMoM 3uBepta—Kaprare-
Hepa y nauveHTa orcyrcTByeT. [1pu nuarnoctuke ITTLJT
HauboJjiee TOCTYITHBIM 1 IIMPOKO UCTIOIb3YEMbIM METOIOM
MEePBUYHON BU3YyaJTU3allUU SIBJISIETCSI KOMITbIOTEpHAs BUIE-
OMUKPOCKOITHSI BBICOKOCKOPOCTHOM chemku ( High-Speed
Video microscopy Analysis — HSVA), KoTtopast mo3BoJIsIeT
OLIEHUTD YaCTOTY U TATTePH OMEHUs pecHUYEK ex vivo. Tak-
Xe U151 pa3paboTKy BO3MOXKHOI TapreTHOI Teparnuu 3TOro
TSDKEJIOTO MHBATMIN3VPYIOIIETO 3a00J1eBaHNST HEOOXOIMMO
nposenenue JIHK-muarnocruxu [5, 14, 15].

YTo KacaeTcs KJIMHMUYECKOTro HabmwogeHus No 2,
TO clenyeT NoauepkHyTh, yTo BJID — 310 peakas (1 ciy-
qaif Ha 20 000—30 000 HOBOpPOXKIEHHBIX) aHOMAJIHS, Xa-
pakTepu3yemasi TMIepBEHTUISLIMEH OTHOTO WJIA HECKOJIb-
KHUX CErMEHTOB JIETKOT'O C PAaCTsDKEHMEM MapeHXMMbI U3-3a
MMOBBIIEHUST BHYTPUOPOHXUATBLHOTO JABJICHUS (3TOMY
MOXKET CITIOCOOCTBOBATH IIEPBBII BIOX HOBOPOKICHHOTO),
BBISIBJISIEMAasl TIPEUMYIIIECTBEHHO B ITIEpHUO HOBOPOXKICH-
HOCTH M MJIaJIIeM IeTCKOM Bo3pacte [16, 17].

ITo muTepaTypHBIM JaHHBIM, TTOYTH Y 50 % TTallneHTOB
CHMIITOMBI TIPOSIBIISIIOTCS TIPY POXKICHUN WX B TICPBEIC
6 Mec. Xu3HM ¢ pasBuTueM Tskesoir JIH, npu koropoii
TpeOyeTcs pecrnupaTopHasi MoaaepKKa. DTO COCTOSIHAE
BBI3BIBAIOT BEHTUJISILIMOHHO-TIEP(PY3MOHHBIE HECOOTBET-
CTBUS Pa3INIHOM CTEIIEHM, IIPUBOISIINE K TUTIOKCHUH,
YTO TPOAEMOHCTPUPOBAHO B aHAMHE3¢ y TTaLIMEHTKI No 2.
OrnrcaHHbIe TPYIHOCTU C KOPMJICHUEM U IbIXaHUEM, XpHU-
ITBI, BTSDKEHHE TPYIHOM KJIIETKU U IIUAHO3, PELIMINBUPYIO-
1€ PeCITUPaTOPHBIC MHMPEKIINHI M3-32 CXOXKUX CUMIITO-
MOB IIPUBOIMJIN K YCTAHOBJICHUIO JUATHO30B ITHEBMOHUS
C OOCTPYKTHMBHBIM CUHAPOMOM WM ITHEBMOTOpakc. Bpa-
Yyeli TOJDKeH HACTOpaXkKMBaTh PELMINBUPYIOIINIA XapaK-
Tep TSLKEIBIX 3MU3040B 00CTPYKLIUHU ¢ pazButueM JIH
Ha (hOHE pecnupaTOpPHOIl MH(MEKIINKU, KOTOPhIE MOTYT
OCJIOXKHSITHCSI THEBMOTOPAKCOM WJIU Pa3BUTUEM JIETOYHOMN
TUIEePTEeH3UU, OCOOEHHO Y TOHOIIIEHHOTOo pedeHKa. Heob-
xonumo panHee npoBeaeHue PKT OI'K niist BeissBiieHust
BO3MOXHOTO Mopoka pa3sutusd. JlokanbpHasg BJID moxeT
MpOTEKaTh B 06CCUMNTOMHOI (DOpMe 1 YaCTO CTAHOBUTCS
HaxoJKoli B 6oJiee ctapiieM Bo3pacte. [1o JaHHBIM KT -
HUYecKoro HabmoneHus N 2 paHHee IBYXCTOPOHHEE SM-
(uzemMaTo3HOE TTOpaXkeHUE JISTKUX IIPUBEJIO K Pa3BUTHIO
TsiKenoi xpoHuueckoit JIH v kmmHu4YecKku nposiBIIsSIIOCh
HEeIepeHOCUMOCTBIO (PU3NYECKOI Harpy3KH C MOSIBJICHU -
€M OBIIIKM U IecaTypaliii, pa3BUTHeM Tsokeaoit BOH,
KOMITeHCATOpHOM AedopMaliny TpyaHON KJIETKN U BbI-
Pak€HHBIM CHIKEHUEM (bYHKIUU JIETKUX.

Bormpocsl ieyeHuss MOPOKOB pa3BUTHSI OpOHXOJIE-
TOYHOU CUCTEMBbI TAKXKE OCTAIOTCSI 00J1aCThI0 aKTUBHBIX
ICKYCCHI 1 HAyIHOTO TTorcKa. BBumy penkocTn 3aboire-
BaHWIA ¥ OTCYTCTBUSI MACIITAOHBIX PAHIOMM3UPOBAHHBIX
KOHTPOJIMPYEMBIX UCCIIEOBAHUN B COBPEMEHHOM KIIMHU-
YECKOI MPaKTUKE JOMUHUPYET SMIUPUUECKUN TTOAXO].
Jlegamyie Bpaun BEIHYKICHBI a1alITUPOBATh TepaIicBTIYC-
CKHUe€ CTpaTeTnu JO0Ka3aHHOM 3 (MEKTUBHOCTU TIPU APYTHUX
XPOHUUYECKUX PECITUPATOPHBIX MAaTOJOTUSIX, UMEIOIINX
CXOJHbIE TaTO(PU3UOJOTUYECKIE YEePThI, TIPEXKIE BCETO
npu MB un OpoHxo3KTa3ax, He acCOUMUPOBaHHBIX ¢ M B.
OCHOBY CUMITTOMAaTUYECKOTO 1 IMPOGUIAKTUIECKOTO Jie-
YEeHUsI COCTaBISIIOT MyKOJIMTUYECKasi, aHTUMUKPOOHast
U KMHE3uoTeparnusl, a Takke pusndeckas peabuiuranms.

Huarnoctuka BJID 6azupyercst Ha Ty4eBbIX METOAX
nccnenosanus. PKT OT'K — meTon BeiOOpa a1t MOATBEP-
KIEHUST AUarHo3a, ONnpeaeaeHus] TOMMKY MopaxkeHus
M MCKJTIOUEHUS APYTUX BPOXKIACHHBIX aHOMAJIMI (KM -
CTO3HO-aIeHOMAaTO3HOI MaTb(hOpMaILIN, CEKBECTPALII
U Ip.), TTO3BOJISTIONINI 3aII0J03PUTH ITATOJIOTUIO 110 ClIe-
IYIOIIMM XapaKTEePHbIM MpU3HAKaM:

* TUIEePNPO3PAYHOCTh MOPAKEHHOM 10U,
* CMeIIeHHEe CPEIOCTeHUS B 3I0POBYIO CTOPOHY;
* areJIeKTa3 MpUJIeXKaIIIX CETMEHTOB.

ITo naHHBIM KIMHUYECKOTO HAOMIONEHUS UMEHHO
no pesyapratram PKT OI'K BepuduuupoBaHo nBycTo-
pOHHee TTopaXkeHHe, OllcHeHa ero PacIpoCTPaHeHHOCTh
U OTpejiesicHa MaibHeIas Taktuka BeaeHus. OmHako
MpUHKMasi BO BHUMaHKE BO3MOXKHYIO poJib Aeduiura
anbda-1 anturpurncuHa B pazputuu BJID, oTcyTcTBUE
COOTBETCTBYIOIIETO TECTUPOBAHUS SIBJIICTCS OrpaHUYe-
HUEM ITaHHOTO HaOJIONEHUS, YTO TODKHO OBITh YITCHO
B JAJIbHEHMILIEM.

3akntoyeHue

Hecmorpst Ha 3HAYMTEIbHBIE JOCTUXKEHUS B 00JIACTH re-
HETUKU Y UMUIK-TMAaTHOCTUKN BPOXKIECHHBIX ITOPOKOB
Pa3BUTHS U HACJICACTBEHHBIX 3a00JICBAHII JICTKHX, TIPU
TPAHC/ISILIMUA 3TUX 3HAHUI B PYTUHHYIO KIMHUYECKYIO
MPaKTUKY TPeOyeTCs MPEOI0JIeHUE CYILECTBEHHBIX A1ar-
HOCTUYECKUX M TeparieBTUIEeCKNUX 0apbepoB. [ paHHei
JMAarHOCTUKU HEOOXOAMM TIIATE/IbHBIA COOp aHAMHe3a
MalyeHTa, MHTerpaLlus CKpMHMHIOBBIX ILKAJI B ITPAKTUKY
MeauaTpoB, CO3IaHKe O0IIEPOCCUNCKOTO PErucTpa BPOX-
JIIEHHBIX TTATOJIOTUIA C IEeIbI0 CUCTEMATH3allui JaHHBIX
0 (peHOTUIT-TEHOTUIINYECKUX KOPPEISILIUSIX U ONTUMMU-
3all1MH1 JIeYeOHO-IMaTHOCTUYECKOrO aJIrOpUTMa.

Takum o6pa3zom, Tpu MeXpodecCUOHaTbHOM B3au-
MOJIEHCTBIY Bpadeil pa3IMIHbIX CIICIIUAIBHOCTEM ClleIyeT
OXUAATh YIYYIICHNUS Pe3yIbTaTOB IUAaTHOCTUKHY U JIeUue-
HUSI.
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