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Pesome

Cpenu Bcex TaToJIOTHIA JbIXaTeIbHOM CUCTeMBbl 0CO00e BHUMaHME B HACTosIIIIee BpeMsl yaesieTcst OpoHxoakrasusiM (b3D). Bto cBsizaHo ¢ yBeande-
HUEM YacTOThl MX BCTPEYAEMOCTH M COBEPLUEHCTBOBAHMEM METOIOB AuarHoctuku. Cunapom Bunbsimca—Koamnb6enna (CBK), xapakrepusyemblit
HaMIKeM JeeKTa WK TTOJHBIM OTCYTCTBUEM XPSITia OPOHXUATBHON CTEHKU B CyOCETMEHTApHBIX OPOHXaX, sSIBJIsIeTCs] BpoxKIeHHO (hopmoii BD.
TakuMm 06pa3oM, pacTeT NOTPEOHOCTb B 03HAKOMJICHUM MEAULIMHCKOTO MepcoHaia ¢ OCHOBaMU A ¢ bepeHIIMaIbHOM IMarHOCTUKHU, JISYEHUST U ITPO-
THO3aMHU JIaHHOTO 3a00JeBaHusl. Lleabio paboTh! sIBIIaCh IEMOHCTpAIVs KIIMHUYECKOTo HabmoneHust ciydast cemelinoro CBK. V orna cemeiictsa
nmuarHo3 CBK 1o gjaHHbIM GpoHxorpaduu yCTaHOBIICH B BO3pacTte 3 JIeT, y ero Jouepy Ha JaHHBII MOMEHT HaOJIOIaioTCs Bce KIIMHMIECKKE TIPpH-
3HAKM 9TOro 3aboneBaHusl. Ha ceromHsIHMii 1eHb CTOUT BOMPOC 00 YCTAaHOBJIGHUU NMArHO3a U MOHUTOPUHTE COCTOSIHUSI 3MOPOBbsI MAIMEHTKU
B nanbHelineM. 3akmodyenne. HeoOxonmmo NoBbIIeHEe YPOBHST MHGOPMUPOBAHHOCTH Bpaueil BCeX CIEUATbHOCTEN O PeIKUX 3a00JIeBaHUSIX.
KnioueBble ciioBa: 1eTy, BPOXICHHbIE TOPOKU OPOHXOB, cUHApOoM Buibsimca—KomMmnobesia, HEMyKOBUCIIMIO3HbIE OPOHXO0IKTAa3bl, XDOHUUECKUI
Kalllesb, 00OCTPYKIIUSI IbIXaTeIbHBIX MyTeH.

Kondumkr untepecos. KoHMIMKT MHTEPECOB aBTOPAMU HE 3asIBJICH.
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Oruyeckas dkcnepru3a. OT MalMeHTa U 3aKOHHBIX MPEICTaBUTENel peOeHKa MOJydeHO pa3pellieHrue Ha MyOIMKaIUIo JaHHOTO KIIMHUIECKOTO
HaOJIOIeHUSI, Pe3yJIbTaTOB 00CIEI0BAaHNUSI U JICUCHUSI.
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Abstract

Currently, among all pathologies of the respiratory system, bronchiectasis receives special attention. This is due to its increasing incidence and the
improvement of diagnostic methods. Williams — Campbell syndrome is a congenital form of bronchiectasis characterized by a defect or complete
absence of bronchial wall cartilage in the subsegmental bronchi. In view of this, medical personnel should be familiar with the basics of differential
diagnosis and treatment, as well as the prognosis of this disease. The aim of this paper is to present a clinical family case of Williams — Campbell
syndrome. The father of the family was diagnosed with WCS at the age of 3 years by bronchography, and his daughter has all clinical signs of this
disease today. To date, the question remains as how to diagnose WCS and monitor the patient’s health in the future. Conclusion. Physicians of all
specialties should be informed about rare diseases.

Key words: children, congenital bronchial defects, Williams — Campbell syndrome, non-cystic fibrosis bronchiectasis, chronic cough, airway
obstruction.
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Cpenu XpOHUYECKOM MaTOJOTUU HUXKHUX AbIXaTeIbHBIX
nyteit (JIIT) ocoboe BHUMaHUE yaessieTcsl OpOHXOIKTa-
3usim (BD). B3, He cBs3aHHbBIE ¢ MyKOBUCTIMI030M (MB),
BCE YJallle TMarHOCTUPYIOTCS B TIEANATPUICCKOM ITPaKTH -
K€, 4TO CBSI3aHO C YCOBEPILICHCTBOBAHMEM AMarHOCTH-
Ku. Dnuaemuonorus bO B neauaTpuyeckoii Momyasiuuu
MMpakTUuecKn He n3ydeHa. [1o mJaHHBIM psiga aBTOPOB,
pacrpoctpaHeHHOCTb bD Bapeupyercs ot 0,2 no 735 ciy-
yaeB Ha 100 000 mereit, cpenu HUX 10J1s1 cUHApPOoMa Buib-
amca—Kommo6enna (CBK) cocrasisier okono 7 % [1, 2].
®dopmuposanre bD 00ycIIOBIeHO MHOTOUMCICHHBIMH
STUOJIOTMYECKUMU (haKTOpaMU, OMHAKO 3BEHbS ITaTOTe-
He3a OCTalOTCsI HEU3MEHHBIMU — 3TO HapyllleHHue MyKO-
LIMJIMApHOTO KJIIMPEHCa, KOTOPOE CITOCOOCTBYET CTOMKOM
nHdexkuuu, ooctpykuuu JI1 u mporpeccupyroliiemy mo-
BpEXIEHUIO JIETKUX [3].

AHaToMHuecKasi XxapakKTepuCcTUKa U HaMMEHOBa-
Hue bO Bnepsbie ObUIU NpeacTaBaeHbl R. 7. H. Laennec
(1819) [4]. B oTeuecTBeHHOI1 TUTEpaType B KA4eCTBE Ca-
MOCTOSTEIBHOM TIaToIorM bD Havam BeIAESTHCS TN
K cepenuHe 1970-x rr. [5], a mpu COBpeMEHHOM TOAXOe
K UX IMArHOCTUKE U JISYSHUIO, IPUBENEHHOM B MEKITyHa-
POIHBIX M POCCUMCKIX PYKOBOACTBaX, bD mpencraBieHbI
He KaK CaMOCTOSITeTbHOE 3a00JIeBaHNE, a KAaK CHHIPOMO-
KOMILJIEKC, HaOtogaeMblii TIpYM MHOTOYMCIEHHBIX 3200-
JIEBAHMSIX PECTTMPATOPHOTO TPAaKTa BPOXKIEHHOTO U MPH-
00peTeHHOro Xapakrepa [6, 7], 4To ompeaesieT BaXKHOCTb
paHHel nTuarHocTuky bD misg mpouaakKTUKKM TSKETbIX
OCJIOXKHEHU, CHUXKEHHE KauyecTBa XMU3HU MalleHTOB
TIPY TIOCJIEYIOIIe i MHBATUIU3AIIUM.

CBK sBnsercst penkoit hopMoii BpoxKIeHHON HEMYKO-
BUCLIMI03HOM BD, Bo3HMKalo1Iel B pe3ynbTaTe aedeKTa
WJIU TTOJTHOTO OTCYTCTBUS Xpsillia OpOHXUATbHOM CTEHKU
B cyOCerMeHTapHbIX OPOHXAX, UTO MPUBOIUT K OTpaHrYe-
HUIO BO3IYITHOTO ITOTOKA C MOCIIEAYIOIINM (GOpPMUPOBa-
HUEeM OpOHXO3KTaTU4YeCKoit 0ose3Hu. [1penmonaraercs,
410 AebULIMT Xpsilla BOSHUKAET B paHHEM BO3pacTe, Kormna
JIETKME BCe ellle Pa3BUBAIOTCS U PACTYT, OMHAKO TOYHBII
MeXaHN3M B HACTOSIIIIee BpeMsl M3yYeH HEeIOCTaTOUHO.
DTO BPOXKIEHHOE COCTOSTHUE BOZHUKACT U3-3a aHOMAJINH

xpsia cyocermeHTapHbix OponxoB IV—VI nmopsiaka, uyto
MMPUBOIUT K TSCKEJBIM BD M pelIuaAnBUPYIOIINM JIErOY-
HBIM MHGeKIUSIM. 3a001eBaHNe OOBIYHO MIPOSIBIISICTCS
B MJIaICHYECTBE 1 IETCKOM BO3pacTe CUMITTOMAaMM Kalll-
Jisl, CBUCTSIIIIETO IbIXaHUs U oablKu. [Tpy BU3yanuzauuu
OPOHXMATBLHOTO JIepeBa BBISIBIISIIOTCSI HOPMaJIbHBIE 1IEHT-
panbHbIie 111 ¢ TSoKeIbIMU IByCTOPOHHUME KUCTO3HBIMU
B® B cybcermeHTapHBIX OpPOHXaX, YaCTO CBSI3aHHBIMU
C YTOJILLIEHUEM OpPOHXMATbHOM CTEHKM, 3aKyTTOPKOM CITH-
3uctoil u 6ponxomansuueit (puc. 1) [3, 8]. [Ipu nuHa-
MHWYECKOM BU3yaIN3alli aHOMAaJIbHBIX OPOHXOB JEMOH-
CTPUPYIOTCSI pa3ayTHe Ha BIOXE M KOJUIATIC / BO3MYIITHbIE
JIOBYLLIKU — Ha BbIgoxe [8].

CBK Bnepsbie onucan H.Williams w P.Campbell
(1960) kak peakast ¢hopma BpoxneHHoi BD. Ero matore-
He3 XapaKTepHU3yeTCsl OTCYTCTBUEM WJIM 3aMETHO YMEHb-
LLIEHHBIM XPSIIIIOM BOKPYT OPOHXOB. XOTSI ceMeitHast mpu-
polia MoCTYJIMpOBajiach Ha paHHEM 3Tarle, B IUTepaType
COO00IIAJIOCh TOJIBKO 00 OMHOM BO3MOXHOM CEMEITHOM
HaomoneHun. OnucaHa cepus U3 5 ciaydyaeB y AeTeil
C MOXOXUMU KIMHUYECKUMU U PEHTTEHOJIOTHUYECKUMU
cumntomamu. [Ipearonaraaock, 4To MPUYMHON TAKOTO
IIPOSIBIICHUS SIBJISIETCS aHOMAaJIbHOE pPa3BUTHE XpsIa
B OpoHxuanbHoM Aepese [9]. K.S.Wayne v L. M. Taussig
(1976) ony6auKoBaH IepBbIii OTYET O ceMeliHoi BD
y OpaTbeB M CECTEp NPU ayTOCOMHO-PEIECCUBHBIM Ha-
CJIeIOBaHUHU, OBLIIO OATBEPXKICHO, YTO 3TO BPOKICHHOE
3a001eBaHNe, OCHOBAHHOE Ha OMHOPOIHOCTH XPSIIIIEBOTO
nedekra [10]. B nanpHelimeM B pa3Hoe BpeMs U B pa3-
HBIX CTpaHaX OMMCAaHbI eAMHUYHBIC U CEMEIHBIC KITMHU-
yeckue caydau CBK [11].

[Ipennonaraercst, YTo maHHASI MATOJIOTHUS — 3TO Pe-
3yJIbTaT ayTOCOMHO-PELIECCUBHOIO MeXaHU3Ma HacJe-
JIOBAHUSI, HO T10 JaHHBIM TeHETUYECKUX MCCIIeOBAaHUIT
KOHKPETHBII TeH M0Ka He BBISIBICH. XOTS OOJIBITUHCTBO
OITMCAaHHBIX CITy4yaeB BO3HUKAIM CITOPATNICCKH B pAaHHEM
JIETCTBE, CYOKJIMHUYECKUE CIy4au MOTYT OBbITh TMArHO-
CTUPOBAHHI yXe BO B3pocyioM BozpacTte [11]. Cumntombl
1 TIPOTHO3 3a00JICBaHMS 3aBUCSIT OT PACIIPOCTPAHECHHOCTH
nedekTa OpOHXUAILHOM CTEHKM.

Puc. 1. Buszyanusaiusi KUCTO3HBIX OPOHXO3KTa3uil y MalueHTa ¢ CMHApoMoM Buibsimca—Koammnoenna (anantTuposaHo us [8])

Figure 1. Imaging of cystic bronchiectasis in a patient with Williams — Campbell syndrome (adapted from [8])
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3ametku u3 npaktuku « Clinical cases

TI'oBopst 0 auarHoctuke CBK, HeoOxonumo nomuepk-
HYTb, UTO OH SIBJISIETCS] AMArHO30M UCKItoueHus. Korma
MMPU3HAKU U CUMIITOMBI TTAIIMEHTOB BKIIIOYAIOT PEIIIN -
BUPYIOIINE PeCITMPAaTOPHbIE MHMDEKIIMU ¢ CUHIPOMOM
peunauBupytouieil 6poHxuanbHoit ooctpykuuu (BOC)
u nuddysHbie b, B iuddepeHuranbHblIil TMarHo3 cie-
nyeT BKiounth CBK. [MoarBepskmaloluM ncciaeaoBa-
HUEM SIBJISICTCS BBISIBIICHHE TTOPaXKeHHBIX OPOHXOB OT
IT no IV-VIII renepauuii npu 6GpOHXOCKOIUHU C MATOT-
HOMOHWYHBIM CUMITTOMOM <«ITOTEPY CBETa» 3a CUET KOJI-
J1arica GpOHXOB Ha BBIIOXE, ITOATBEPKAAIOIINM ASUILIAT
XPSILIEBBIX TVIACTUHOK B OpOHXUAILHON CTeHKe. buorncus
JIETKOTO He BCer/a sIBISIeTCSl NMarHOoCTUYeCKH 3HAUMMOIA,
a Takve MeTofbl Busyanuszauuu b3, kak 6poHxorpadus
U PEHTTeHOCKOMHUS He MaBajy M300paXkeHUi XOPOIIeTo
Ka4yecTBa, B CBSI3U C 3TUM YTPATUIN CBOIO aKTyaJIbHOCTh
B KJIMHUYecKoit mpakTuke [12]. CoBpeMeHHBIM MOIX0A0M
Kk nuarHoctuke CBK siBisieTcst ucnosib30BaHe METOIOB
WHCTPYMEHTAJIBHOM TMaTHOCTUKM.

V.Di Scioscio (2006) onucan ciaydaii CBK ¢ ucnosnb-
30BaHMEM KoMTbioTepHoIi Tomorpaduu (KT) Ha Bmoxe
1 BBIJIOXE C BU3YyaJIM3allieil Ha BHOXe IBYCTOPOHHMX LIV -
JMHIPUYECKUX U KUCTO3HBIX bD mucranbHee OpOHXOB
11T mopsinka ¢ rurepuHMIIALIMEN JETKOTO U TTIOJTHBIM UX
KOJIJIaTICOM Ha BBIZIOXE, YTO CBUAETEIHLCTBOBAIO 00 OT-
CYTCTBUM XPSIIEBBIX MJIACTUHOK B CyOCErMEeHTapHBIX
oponxax [8]. Dzh.Dzhordzh et al. (2006) B nomnojaHeHue
K oobiuHOM KT mcrnonb3oBanach TpexMepHasi peKOH-
CTPYKIIMsI OPOHXMATBLHOTO AepeBa — T. H. BUPTyaJbHast
oponxockornus. [Tpu 3ToM MokasaH KoJjarnc cyocer-
MEHTapHBIX OpoHXO0B Ipu 00bIuHONM KT, HO Mo JaHHBIM
KT-0poHxockonuu MoKa3aHo «3aTeMHeHUe» — Je(eKT
OpOHXUAIBHOM CTEHKU, UTO CTAJIO PEIAOIIUM B AUATHO-
cTuKe JaHHoi marosnoruu [13]. [IpuHuMasi Bo BHUMaHUe
MaJIOMHBAa3MBHOCTH 1 XOPOIIYIO TIEPEHOCUMOCTD JTaHHOTO
METOIa, eT0 MOKHO OTHECTH K ITepBOOUYEPEITHBIM M Hau -
Oosiee 3HaYUMBIM 111 nruarHocTuku CBK.

HuddepeHumanbHasi ITMarHOCTUKA JTAHHOTO CUHAPOMaA
OCHOBaHa Ha MOCTYJIaTe O TOM, UTO CYIIIECTBYET MHOXKE-
CTBO MPUYMH, MPUBOAAIINX K BB, Taknx Kak 00CTpyKILIMs
AT (Hampumep, acripalysi MTHOPOAHOTO Tefa), 1eeKThI
3aIIUTHBIX MEXaHN3MOB opranmu3ma, MB, curnpom FOHra,
peBMaTHYECKUE U CUCTeMHBIC 3a00JI¢BaHMSI, TUCKUHE-
31sI peCHUYEK, JIETOYHbIC MH(MEKIINH, aJlJIepTUIeCKUI
OpPOHXOJIETOUYHBIN acreprusie3, KypeHue U XpoHUuJecKast
o0cTpyKTUBHAs 00Jie3Hb Jerkux (XODBJI) [14, 15]. Bax-
HOE AIMaTHOCTUYECKOe 3HAUCHUE MMEIOT JIOKATU3aIUs
u pacripoctpanHeHue b9, nmpu arom m1s1 CBK xapakTepHbl
kucto3Hbie bD ot Il no VI-VIII renepanuit 6poHX0OB.
Kpome Busyanmzaimu 1 aHamHe3a naiieHTa ¢ b9, B muian
00cIIeTOBaHMS BKIIFOUASTCST OOIIMIA aHAIN3 KPOBU, KOJI -
YEeCTBEHHBII aHam3 UMMyHor1o0ymHoB (Ig)-G, -M u -A
(C LIeNbI0 UCKTIOYEHMST TIEPBUYHBIX UMMYHOAE(ULIUTOB),
ITOCEB MOKPOTHI WJIN OpoapuHTeabHBIM Ma30K Ha OaK-
TepUU, MUKOOAKTEPUU U I'PUOBKI.

Crnienudpuaeckoro yieueHus qist CBK He cymecTByer.
OcHOBOI1 Tepanuu SIBJsETCs MpoduIakThuKa 000CTpe-
Huii. OHa MOXET OBITh TOCTUTHYTA IIPH UCITOTb30BaHUN
KWHE3UTepanny 1 TeXHuK ouunteHus JI1, cuctreMHoOM
U MHTAJISILMOHHOU aHTUOAaKTepUalbHOU Teparnuu mpu
onpeneseHU YyBCTBUTENbHOCTU Bo3oynutens AT, my-

KOJUTHYECKUX MpenapaToB. [1py Ha3HaAUeHUU WHTAIS -
LIMOHHBIX TIIoKoKopTukocteporaos (I'KC), ncnonniye-
MBIX B Tepanuu npy Haamany bOC, ymeHbImaroTcss 00beM
MOKPOTHI 1 OIBIIIIKA, OMHAKO COTJIACHO JUTEPATyPHBIM
JMAaHHBIM, YeTK1E T0KAa3aTeIbCTBA CHUXKEHHUS KOJIMYECTBa
obocTpeHuit, a Takxke 3(pGeKTUBHOCTU (pU3MOTEpaIuu,
MMPpUMEHEHUST MyKOJUTUYECKHX TIPEIapaToB, TIepopaib-
Hbeix KC, aHTaroHncToB JIEHKOTPUEHOBBIX PELIECIITOPOB,
[3,-arOHMCTOB KOPOTKOTO NEWUCTBUA WM aHTUXOIUHED-
TMYECKOU Tepallii OTCYTCTBYIOT. OHM NIPUMEHSIOTCS
B KQUeCTBE CUMITOMATUIECKOI TepaITnu.

CBK — o0cTpykTHBHOE 3a00J1€BaHNE, NMEIOlIee He-
kotopoe cxonctBo ¢ XOBJI u npuBoasiiee K pa3BUTHIO
XPOHUYECKON AbIXxaTeJbHol HegocTtatouHocTu (XA H).
B Tepanuu cunnpoma X1H MozkeT mpruMeHSITbCSl HEMHBA-
3uBHasl jeroyHast BeHTwisiivs (HBJI), mpu koTopoii y mma-
uueHToB ¢ bD ynyumaercs nporHo3s. [Tpu ucnonb3oBaHUM
HBJI B couetaHuu ¢ AIUTEIbHON JOMAIIIHE OKCUTEHO-
Teparmeil CHIDKAaeTCsT KOHIIEHTpaIusl YIJIEKUCIIOTOo Ta3a
U1 YMEHBIIAIOTCS OIBIIIKA, (PU3NIeCKasi yTOMIISIEMOCTD
npu runepkanHudeckoir X H, tsxkecTh odbocTpeHUsT
U PUCK TTOBTOPHOIA rocrutanu3aiuu [16, 17].

Xupypruueckoe BMEIIaTeIbCTBO TIPU TaHHOM MmaTo-
JIOTMHM MOKET PacCMaTpUBAThCS IUIS ITAIIMEHTOB, TTOIBEP-
>KEHHBIX PUCKY TSKEI0M MHMEKIIMU NI KPOBOTEUEHUS,
C Cepbe3HbIM TMOBpexAeHUEM | uau 2 nojaei JIerkoro.
OnHako I10 TaHHBIM OMMCAHHOTO B JIUTEPAType OIThITa
mpoBeneHus omnepaunu y namueHToB ¢ CBK (n = 2),
y OHOTO U3 KOTOPKIX ObljIa BHITIOJIHEHA TPOIiHAas 100-
SKTOMMUSI, a Y APYTOro — IipaBast BEpXHSIST JIOOOKTOMUSI,
ITOKA3aHO Pa3BUTHE TSKEJION IBIXaTeIbHOM HEIOCTATOU -
Hoctu (IH) [11]. Coob1maercs Takke 0 TpaHCIIAHTALIMI
JIETKUX y TIALIMEHTA C TSKEIbIMU PECITUPATOPHBIMU CUM-
ntomamu CBK [18].

Llenpio maHHOIT pabOTHI SIBISIETCS TEMOHCTpPALUS
KJIMHM4YecKoro ciydast ceMeitHoro CBK nnst mngopmu-
POBaHUS Bpayei pa3InuyHbIX CIELHUATIBLHOCTEN O JAHHOM
penKoMm 3a00JIeBaHUMU.

ITpu nybaukauum 1aHHOTO KJIMHUYECKOTO Ha0II0/1e-
HUS OT MallMeHTa W 3aKOHHBIX IIpeCTaBUTENeH peOeHKa
MOJYYEHO pa3pelleHue Ha MyoauKaluio OM1ucaHus Ciy-
yasi, pe3yJIbTaTOB 00CJIeTOBAHMS M PE3YJIBTATOB JICUCHMUSI.

Knunuyeckoe HabniogeHme

PeTpocnekTUBHO M3yYeHbl MEAUIIMHCKAS TOKYMEHTAIMs
U pe3yabTaThl 00Ce10BaHUS (aMOyIaTOpHbIE KapThl, UCTOPUU
oousie3Hu, naHHble peHTreHoBckoi KT (PKT), naGopatopHbie
aHam3bl) nauueHTa 30 et u ero noyepu 1 roga, oOpaTUBILIMXCS
K TIeANaTpy Mo MOBOAY PELIMAMBUPYIOIIUX OPOHXUTOB U MTHEB-
MOHMU Yy neBouku (nepcuctupytomuii BOC ¢ 2-mecssuHoro
BO3pacTa).

W3 aHamHe3a U3BECTHO, YTO IeBOYKA OT 1-i1 OepeMEeHHOCTH,
MpoTeKaBlleii 0e3 0COOEHHOCTEI, MePBbIX CPOUHBIX (PM3UOJIOTH-
YecKHX pOJIOB, poauiach Ha 39-ii Henese 6epeMeHHOCTH. Macca
tena npu poxaeHuu — 3 300 r, pimHa tena — 53 cm. OueHka
no mkane Anrap — 8 / 9 6amioB. PedbeHok poc 1 pa3BuBajcs
B COOTBETCTBUM € BO3pacToM. /1o HacTosI111ero BpeMeH! Haxo-
JNIUTCSI HA TPYAHOM BCKapMJIMBAHMU, TTATOJOTUM CO CTOPOHBI
LIEHTPaJIbHOI HEPBHOM CUCTEMbI HET.

J1e610T pecniupaTopHOro CMHAPOMAa COCTOSUICS B BO3pacTe
2 Mec., Korjia nalueHTKa Obuia 3KCTPEHHO TOCIUTAIM3UPOBaHa
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B MH(DEKIIMOHHOE oTaejeHre ['ocyrapcTBeHHOTo 010IKEeTHOTO
yupexaeHus: PsisaHckoit oomactu «['opoackast KIMHUYecKast
o6osibHUIIa Ne 11» MuHKCcTepCeTBa 31paBooxpaHeHus Ps3aHckoii
00JIaCTH C IMArHO30M BHEOOJIbHUYHAS JIEBOCTOPOHHSIST HIXK-
HemoJieBass OPOHXOMHEBMOHUS CPEIHEN cTeneHu, OpOHX000-
CTpYKTUBHBIN cuHapoM, JIH 1-if crenenu. [Tpu moctyruieHun
B CTallMOHAp MaTh IpeabsIBIIsija XKajl00bl Ha BSUIOCTb peOeHKa,
CHIXEHUE alTeTUTa, BIaKHbIN Kallleb, OAbIIIKY. [Tpr ocMoTpe
OTMEUYEHO COCTOSTHUE CPEeIHEN TSXKEeCTU, OJeTHOCTb KOXKHBIX
TMOKPOBOB, IIMaHO3 HOCOTYOHOTO TPEYroJbHUKA, YUaCcTUE BCTIO-
MOTaTeJIbHON MYCKYJIaTyphl TPYIHON KJICTKU B aKTe IbIXaHUS.
[Tpu aycKyabpTaliMy BBHICIYIIMBATIOCH KECTKOE IbIXaHUE, CYXUe
U BJIaXKHBIE MEJIKOITy3bIpUaThie XpUIIbI ¢ 00enx cTOpoH. YacToTa
npixateabHbIx aBrkeHuit (Y1) — 50 B MuHyTy, catypanus
kucioponom (SpO,) — 95-97 %. [lo naHHBIM KJIMHUYECKOTO
aHaJM3a KpOBU He HaOJI0Ia0Ch MAaTOJOTMYECKUX CIIBUTOB,
Ha peHTreHorpamme opraHoB rpynaHoit Kietku (OI'K) o6Hapy-
JKMBaJIaCh MHOXECTBEHHAs 04aroBasi MH(MWIbTpaIs, IpeuMy-
IIECTBEHHO B HIDKHEH JT0JIe JIEBOTO JIETKOTO Ha (hOHE IBYXCTO-
POHHUX 3M(}PU3eMaTO3HBIX U3BMEHEHMIA.

PebeHox mosyuns Kypc aHTMOAKTEpUaIbHbBIX MperapaToB
(e TpMaKCOH); MHTAJSILINU OyIecOHUIa yepe3 Hebyai3ep
(1 000 MKT B CYTKHM), MITPATPOIIMSA OPOMUI, MHTEP(HEPOH-QL,
B cBevax 150 Teic. ME B cyTku.

Ha cdoHe nmonoxuTe1bHOro KIMHUYECKOTo 3dhdexTa CIycTs
10 nHeit malnMeHTKa BhIMIMCAHA MO/ HAOM0IeHUE YUaCTKOBOTO
neauarpa. ¥ I1eBOYKHU COXPAHSIUCH ayCKYJbTaTUBHbBIC U3MeE-
HEHUSI B JIETKMX 10 TUITY HETIOCTOSTHHBIX BJIaXKHBIX XpUTIOB BHE
MEPUOIOB O0OCTPEHMSI.

B nanpHeiiiiem B aMOyIaTOPHOI KapTe €XeMeCSITIYHO Peru-
crpupoBaiuch anu30ab6l BOC nmpu ocTpoii pecriupaTtopHOii BU-
pycHoit nHbekuuu. B arpese 2022 r. B Bo3pacte 6 Mec. pebeHOK
nepeHec COVID-19 nerkoit creneHu.

[Mocne kaxmoro snu3ona OOCTPYKIIMU COXPAHSIICS M-
TEJIbHBIN TTPUCTYIIO00PA3HBII CYXOil WM MaJIONIPOTYKTUBHBII
BJIQXXHBIN KallleJb, MHOTIA KOKJIIOIIEITOA00OHOTO XapaKTepa.
K Bospacrty 1 roma kaieab IpUHSI XapaKTep XpPOHUUYECKOTO
CO CTOMKMMU ayCKyJIbTaTUBHBIMU U3MEHEHUSIM BHE MEPUO-
TIOB 00OCTPEHMSI, B CBSI3U € OTUM Y pebeHKa BbinmosHeHa PKT
OI'K, no gaHHBIM KOTOPOIi Ha CBOOOIHOM AbIXaHUU OYarOBbIX
1 MTHOWIBTPATUBHBIX U3MEHEHUI B JIETKMX He BbIsIBIeHO. [THeB-
MaTu3alMs JJeTOYHOI TKaHU HepaBHOMEpPHasi, MO3alyHas, ¢ ye-
penoBaHUEM YYaCTKOB SKCITMPATOPHOTO B3AYTHS ¢ 00OCTHEHHOM
BacKyJIsIpU3alMeil U YIUIOTHEHUS IO TUITY «MaTOBOTO CTEKJIa»
(TIposiBicHME TMMOBEHTUIAIIMN). MHTEpCTUIINIA He U3MEHEH.

[IpocBeT Tpaxeu, TIaBHBIX, TOJEBBIX M CETMEHTAPHBIX OPOH-
XOB HE U3MEHEH, CBOOONIEH; CTEHKM CETMEHTapHBIX OPOHXOB

i

yroniieHbl. HepaBHOMEpHOCTh MTHEBMATHU3aLIMM JICTOYHOM Ma-
PEHXMMBI MOXET COOTBETCTBOBATH HAPYILIEHUIO MPOXOIUMOCTH
NHUCTaTbHBIX OPOHXOB (puc. 2, 3).

[Ipu HeTUTIMYHOI KapTHHE 3a00IeBaHUsI Ha 1-M TOLy KU3HU
pebeHKa U BBISIBJIEHHBIX U3MeHeHUsX 1o naHHbIM PKT mo-
TpeboBaoch yIaybaeHHOe U3yYyeHre CeMEeifHOTO aHaMHe3a.
BhIsICHUIIOCH, UTO OTELL IEBOYKU CTpaJaeT PeAKO BpOXKIECHHOM
narosiorueit apixareabHou cucteMbl — CBK, yTo siBU1OCH IMOBO-
JIOM K M3YYEHUIO 1 OMMMCAHMIO KJTMHUYECKOTO CcliyJasi OTiia pe-
OcHKA U MPEIIOJIOXKEHUIO HACIeACTBEHHOM MaTOJIOTUU B CEMBE.

Orell 1eBOYKU — HeKypsimuii MyxkunHa 30 JeT, mpopad
CTPOMTEILHOI KOoMITaHUU. M3 aHaMHe3a U3BECTHO O TsXke-
Jiom peruauBupyiomemM bOC u «ITHEBMOHUU» C pa3BUTHEM
JIH B paHHeM IeTCTBE, YaCThIX TOCITUTAIU3ALIMSIX B MH(PEKIIN-
OHHBIC U IyJIbMOHOJIOTMYECKHEe cTalimoHaphl. [Ipu usyyeHun
apXMBHBIX TOKYMEHTOB YCTAHOBJICHO, YTO 10 3-JETHErO BO3-
pacta rpoBoauaach M bepeHIIMaNIbHasT TMarHOCTUKA MEXITY
OpoHXUaIbHOI acTMoii, MB (oTpuliaTebHbIi TOTOBBIN TECT),
MEePBUYHON LMIMAPHON AUCKUHE3Mel. Psaa obciaeqoBaHuii,
B T. 4. OPOHXOCKOIHS C 3JIEKTPOHHOU MUKPOCKOMUEH LI~
apHOTO 3MUTENUs TTpoBeleHbl B O00CO0IEHHOM CTPYKTYPHOM
noapasneaeHuu «Poccuiickas nerckast KImHUYecKast 00JIbHU-
a» MengepasbHOrO TOCyIapCTBEHHOTO aBTOHOMHOI'O 00pa30-
BaTeJIbHOTO YUPEXKIEHUS BBICIIETO 00pa3oBaHus «Poccuiickuii
HALlMOHAJIbHBIN UCCIIEN0BATEILCKUI MENULIMHCKAN YHUBEPCU-
teT umeHu H.W.ITuporoBa» MuHucTepcTBa 31paBoOXpaHeHUs
Poccuiickoit Deneparivu (IMarHo3 nepBUYHAsT LIMIMAPHAS TC-
KWHE3MSI UCKITIOUCH).

B Bo3pacte 3—4 net 3aboneBaHue pacueHeHo kKak CBK.
JIviarHO3 MOATBEPKIEH MO JaHHBIM OpoHXorpaduu, B gaab-
HeiimeM — KT. ITo naHHbIM OpoHXorpaduu 00HapyKeHbI TUTIO-
13Ul XpsIIIeil U 3J1aCTUYECKUX TKaHeil OPOHXOB, Ype3MepHOE
paciipeHre 6pOHXOB B 30HE MOpaKeHMSI, TeHepaIu30BaHHbIE
B3 ¢ VI nopsiaka 6ponxos. [To nanubiM KT Takke oTMeyannch
reHepajn3oBaHHble BD, MPOCBET KOTOPHIX Pe3KO M3MEHSIICS
B 3aBUCHMOCTH OT JBIXaTeJIbHOTO 1IMKJIA, IIPY BAOXE Ha0Ir01a-
JIOCh «OaJIJIOHUPYIOIIEe» pacIliupeHnue OPOHXOB, Ha BBITOXE — UX
MOJTHOE CMalaHue.

K coxaneHuto, HauMHasI C MOAPOCTKOBOTO BO3pacTa IMaiu-
EHT PeryJisipHO He HaOJIoaaics, Toydas CUMITOMAaTUYECKOe
JIeYEHHE TIpU 000CTpeHMsIX, 1—2 pasza B rof Mmojayvas cTaluo-
HapHoe JieyeHue. B TeyeHue XKM3HU TPOSIBICHUSI CO CTOPOHBI
OPOHXOJIETOYHOI CUCTEMBI ITPOTEKAJIU IO TUITY XPOHUYECKOTO
00CTpYKTUBHOTO O6poHXxuTa ¢ (hopmupoBaHueM XJIH, koTopas
MporpeccrupoBaa ¢ BO3pacToM.

B snBape 2022 r. mauueHT rocnurtaiu3uposadH B COVID-
1eHTp ['ocynapcTBeHHOTO OIOIKETHOTO yupexXneHus Psa3aH-

Puc. 2. Mo3an4HOCTb JIETOYHOTO PUCYHKa Y peOeHKa | roma ¢ CuHApO-
MoM Bubsimca—Koamnoenna

Figure 2. Mosaic pattern of lung pattern in a 1-year-old child with Wil-
liams — Campbell syndrome

Puc. 3. CumnroM «IepeBo B MOYKax» M «BO3AYIIHBIC JIOBYILIKI» Y Pe-
O6eHKa ¢ cuHapoMoM Buibsimca—Koamnbenna

Figure 3. Symptom “tree in the buds” and “air traps” in a child with
Williams — Campbell syndrome
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3ametku u3 npaktuku « Clinical cases

Puc. 4. PentreHoBckast KOMITBIOTEPHAsA TOMOTpaMMa ImalureHTa ¢ CUH-
JApOMOM Bunbsimca—Kammnbesia: MHOXeCTBEHHbIE 6pOHX03KTa3bI,
3aIT10JIHEHHBIC MOKpOTOﬁ

Figure 4. X-ray computed tomography of a patient with Williams —
Campbell syndrome: multiple bronchiectasis filled with sputum

cKoii obactu «O06nacTHas KiimHUu4YecKast 0ojibHULA» (Psi3aHb)
¢ nuarHozamu CBK (OpoHxoskTaThueckasi 60j1e3Hb), Oyie3-
Hast sMmbu3sema gerkux. JIH Il crenenn. HoBast kopoHaBupyc-
Hast uHgek1us, BbizBaHHast BUpycom SARS-CoV-2. Cunnpom
HMuenko—KyiuHra.

[pu mocTyrIeHY MalMeHT MPEIbIBIISLI XKaT00bl Ha OIbIIII-
KY NP1 He3HAYUTEIbHOM (hU3MIeCcKOi Harpy3Ke, MaJOIIPOIyK-
TUBHBIN Katieslb. OOGbeKTUBHO — 00IIee COCTOSIHUE CPeaHE
msokecT. Co3HaHMe sicHoe. KoXHbIe TTOKPOBBI M TYOBI C II1a-
HOTMYHBIM OTTeHKOM. SpO, — 80—88 %. B nerkux BLICTyIIM-
BaJIOCh XKECTKOE IbIXaHUe, B BEPXHUX OTHeNIaX — C «aM(pOoprud-
HBIM OTTEHKOM», CyX1e CBUCTSIIHE XPHUITBI ITO BCEM JIETOUHBIM
noJsisim ¢ obeux cropoH. YJJI — 29 B munyty. ToHBI cepaua
SICHBIE, PUTM TIPABUJIbHBII, YaCTOTA CEPACIHBIX COKPALICHUIN —
110 B MuHyTy, apTepuajibHoe napjieHue — 135 / 85 Mm pT. cT.

AHanu3 KpoBu:

*  DpPUTPOLUTHI — 5,95 X 10,

* reMmorjaoouH — 164/ ;

e JeikounTsl -17,32 X 10'%;

* manoukosinepHsle — 0 %;

* cerMeHrosiiepHbie — 79,5 %;

«  mumdoumtsl — 7,6 %;

+  MoHouutel— 11,3 %,;

*  0o0wmumit 6uMpyouH — 43,6 MKMOJIb / JT;
* aJaHMHaMHMHOTpaHchepas3a — 65 en. / 1;
* MoOYeBMHa — 7,5 MMOJIb / II;

*  OCTaTOYHBIH a30T — 23,5 MMOJIb / JT;

+ kpeatunuH — 0,101 MKMOJIB / 71,

» C-peakTUBHbII 60K — 27 MT / JI.

ITpy UMUIK-AMATHOCTUKE METOIOM MYJIbTUCTIpanbHOM KT
OI'K onpenensiach aecTpykKTuBHast aMpuzeMa. OcTaTouHbIe
M3MEHEHUSI TI0CJIe BUPYCHOI ITHEBMOHUY B BUIe HU3KOMHTEH-
CHUBHBIX (DOKYCOB MAaTOBOTO CTEKJIa; IO JaHHBIM GPOHXOCKO-
MUY — ABYCTOPOHHUI AU((Y3HBIM HETHOMHBINM 9HIA0OOPOHXUT
1-i1 cTeneHu ¢ mpU3HaKaMu 1e(OPMUPYIOIIEro S9HI0OPOHXHUTA
B OpOHXaX HMDKHMX JIOJICH U sI3IYKOBBIX CETMEHTOB CJieBa (Be-
posiTHO, ¢ HammureMm BD); pasmepbl Kamep cepilia 1o JTaHHBIM
axokapauorpacdun — B ripenenax HopMbl. CTpyKTypa 1 (pyHKIIUST
KJIallaHOB He HapylleHbl. [1o JaHHBIM CITMPOMETPUM 00beM
(dopcupoBanHoro BeiI0Xa 3a 1-10 cekynny (OPB,) — 27 %, dop-
CHpOBaHHasl XU3HeHHass eMKOCTh Jierkux (PXKEJ) — 23 %,
JKM3HEHHas eMKOCTb Jierkux (JKEJT) — 48 %, O®B, / XEJ —

Puc. 5. PeHTreHOBCKas KOMITbIOTEpHAsI TOMOTpaMMa TallieHTa ¢ CUH-
npomoM Bunbsimca—Koammnbenna: mannoOyasipHas amdusema, mHeB-
MOIIMPPO3 HUKHEI T0JIU clieBa

Figure 5. X-ray computed tomography of a patient with Williams —
Campbell syndrome: panlobular emphysema, pneumocirrhosis of the
lower lobe on the left

35 %, makcuMalibHast 06beMHasT CKOPOCTh Ha yJacTKe KPUBOI
IMOTOK—00BbeM (hOpCHPOBaHHOTO Bbimoxa Mexmy 25, 50 u 75 %
G®XKEJ — 11, 7 u 8 % coorBeTcTBeHHO. HapyieHne BeHTUIISI-
LIMOHHOM CITIOCOGHOCTHU MO 0OCTPYKTUBHOMY TUITY BbIPAXKEHO
KpaiiHe pe3ko. [1allMeHT UIUTEeIHbHO TOIyJall IepopaibHbIe
I'KC (metunpen 4 mr 5—10 TabaeTOK B CYyTKH).

OTMeueHbI TPU3HAKY KyITMHTOMIHOTO CUHApPOMA.

Ha MoMeHT omucaHust KIMHUYECKOTO HAOIIONCHUS Y T1a-
LIMeHTa OTMEUYEHBI BhIpaxkeHHble cuMnToMbl XJIH — 1imano-
THUYHOCTh KOXHBIX ITOKPOBOB, He(opmaliisi HOITeBbIX ILIa-
CTHH TI0 THUITY «9aCOBBIX CTEKOJI» U KOHIIEBBIX (DajlaHT TaJIbLIeB
I10 TUITY «6apabaHHbBIX MaJI0YeK», BTSDKEHUE YCTYITYUBBIX MECT
IPYIHOM KJIETKU B aKTe IbIXaHUsI, yTOMJISIEMOCTh M OCTAHOBKU
IIPY X0Ib0e, peub C PUIbIXaHUEM M3-32 OIBIIIKY, KOTHUTUBHbIC
paccrpoiictsa. SpO, B okoe — 88—90 %, npu xonn0e CHUXKAETCs
1o 80—95 %.

ITo naHHBIM KOHTpOJbHOM MyabTUcTMpaibHO KT OI'K
B utosie 2022 r. (B Bo3pacte 30 j1eT) onpenessieTcsl BbIpaxkeH -
Has maHao0yasipHast aMmpusema jerkux (puc. 2—4). B cpenHux
M HIDKHUX JIETOYHBIX TTOsICaX JeroyHasi TKaHb MPaKTUIeCKU
orcyTcTByeT. B HuxHeit nose ciesa S8, 10 3a cuet pudbpoa-
TejeKTaza (MMHeBMOLMPPOo3) GoJiee coxpaHHbl S1, 2, 6 u cieBa
(puc. 5). UHdpuabTpaTUBHBIX U3BMEHEHMIT He BbIsiBJIeHO. Kop-
HM CTPYKTYpHBIE; Tpaxesl, IJIaBHbIe, TOJIeBble, CEerMeHTapHEbIE,
cyOcerMeHTapHble OPOHXM BU3YaTU3UPYIOTCSI, CTEHKU OPOHXOB
YTOJIIIEHBI IO TUITY «TPaMBaliHBIX PEJIbCOB» (pUC. 6), ¢ 06enx
CTOPOH ONpPEeNeIIAIOTCs MelioTyaTtbie b3, B IpocBeTe OTmesb-
HBIX — MOKPOTa. BHyTpUTpyIHbIE TMMMaTUIECKUE y37Ibl — B He-
0O0JIBIIIOM KOJIMYECTBE, B pa3zMepax He yBEJIUYEHBI (10 9 MM).
JlonoiHUTeIbHbIe 00pa30BaHUST B CPEIOCTECHUN HE BbISIBICHBHI.
[uimeBon — 6e3 BUAMMOIO YTOIIIEHUST CTEHOK, C POBHBIM KOH-
TypoM. [lepukapn — 6e3 u30bITKa XKUAKOCTU. AOPTa HE pacIliu-
peHa. [TeBpabHbIe MOIOCTU CBOGOIHBI. KOCTHBIX TECTPYKTHB-
HBIX U3MEeHEeHUI HeT. OTMeYeHbI TUCTPO(DUIESCKIEC U3MEHEHMS
B TPYIHOM OT/ieJie TO3BOHOYHUKA.

SakmoueHue: KT-kapTuHa naHao0yIsspHoOil aMbu3eMbl
JIETKUX, OPOHXO9KTaTHYeCcKoi Goyie3Hu. [THeBMOIMppoTuye-
CKUe U3MEHEHUsI B HUXKHE 10J1e clieBa.

B HacTos11Iee BpeMsT MallMeHT IMOTyJYaeT MOMIePKIUBAIOIITYIO
CHUMITTOMATHYECKYIO Tepanuio — THoTponus 6pomun (CriprBa
pecrumMar) 5 Mr B cyTku; opmotepon 4,5 / 6yneconun 360 MKT
(CumbMmkopT TypOyxanep); azurpomuiH 500 Mr per os 3 paza
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Puc. 6. PeHTreHOBCKas KOMITbIOTEpHAsI TOMOTpaMmMa MalleHTa ¢ CHH-
npomoM BunbsiMca—Ksmrbenna: CUMITOM «TpaMBailHbIX DPEIbCOB
Y nan»

Figure 6. X-ray computed tomography of a patient with Williams —
Campbell syndrome: a symptom of “tram rails and sleepers”

B HEJIEJTIO; IPOOHbBIE CeaHChl OKCUTEHOTEPAK Ha JOMY C T0-
MOIIbIO KUCJOPOIHOTO KOHIIeHTpaTtopa. OCHOBHOM MpoGieMOoit
MaIMeHTA SIBJISICTCS OIbIIIKA TIPH JII060M (DU3MUECKO HArpy3Ke.
3a MpolIeALIre MOJroaa He TOCIUTATU3UPOBAJICS.

O6cyxpaeHue

ITo pesynbpraTaM aHaJM3a JaHHBIX JIUTEPATYPhI U TIPS -
CTaBJICHHOTO KJIMHUYECKOT'0 HAOJIONeHUS OTMEUEHO,
yto CBK gBisieTcs C10KHBIM TUAarHO30M MCKITIOUEHMUS,
MpU KOTOPOM TpeOyeTcsl AMHAMUUYecKoe HaOaoaeHe
3a MAallMEHTOM B T€UEHME HECKOJIbKUX MECSIICB WU
Jaxe JIeT, T. K. ciennduIecKre KIIMHUIYeCKe TTpU3Ha-
KM OTCYTCTBYIOT, a 3a00JIeBaHe MPOSIBISIETCS YITOPHBIM
TSIKEJIBIM OOCTPYKTUBHBIM CUHIPOMOM, Ae0I0TUPOBaB-
IIMM Ha 1-M rofy Xu3HU, 4TO HabOJI01aJI0Ch Y B3POCIOro
maumreHTa u ero rogosanoil gouepu. CBK otnnuaercs
OT MOCTMH(MEKIMOHHBIX BD cBOMMM YHUKaJILHBIMY T1a-
TOJIOTMYECKUMU U3MEHEHUSIMU U3-3a AeULMTa Xpsia

B CyOCerMeHTapHbIX OpOHXax, YTO MPUBOAMUT K KOJIIar-
cy nuctanbHbIX IIT u BD uin HeobpaTuMoil nuiatauuu
OpPOHXOB U OPOHXMOJ, OOBIYHO TTOpaAXKAIOIIUX OPOHXU -
anbHble oTaesbl IV—VI nopsinka. [lanneHThI XanyoT-
csl Ha OPOHXOOOCTPYKTUBHbBIE CUMIITOMBI, TaKue Kak
KallleJb, BBIICICHNE MOKPOTHI, XPUIThI, IIPUBOASIIIE
K Pa3BUTHIO PEUMINBUPYIOIINX JETOUHBIX MHMEKIINIA,
YTO OTMEUAJIOCh B JETCKOM BO3pacTe y mammeHTa. [1pu
IUArHOCTUKe HaOII0JaaCh TUITMYHbIE TOHKOCTEHHbBIE
nepudeprdeckrie KNCTo3HbIe B, HaumHast ¢ mopaxkeHUsI
OPOHXMOJ IO PAa3BUTHS THEBMOLIMPPO3a U TTAHIO0YJISIp-
Ho¥t 3M(pu3MbI B TeueHre 30 JIeT JKU3HU IMPU COXPAHHBIX
neHTpaibHbIX AT1, HopManbHBIX pa3Mepax Tpaxeu U LeHT-
PpaBHBIX OPOHXOB. JIMarHo3 MmpearronaraeTcst KIMHUTIEeCKI
IIPY KJIACCUYECKUX PEHTITeHONIOTHYeCcKUX JaHHbIX KT
OTI'K ¢ n3obpaxkeHUSIMM Ha BIOXE M BBIAOXE M UCKITIOYE-
HUEM JPYTUMX PacpOCTPAHEHHbBIX COCTOSIHUIA, BbI3bIBA-
omux b (cm. Tabnuny) [15].

Xots 6onpmHCTBO crydaeB CBK HabmoneTcst B neT-
CKOM MOTMYJISIIIUK, TaHHBIX JIMTEPATyPHhl 110 ONIMCAHUIO
nuarHo3a CBK kpaiiHe mano. 'eHeTuKa u ceMelHbIN
aHaMHe3 TaKKe UTPAIOT ONpPEAeISIONIYI0 POJIb IIPU AV -
arHocTuke 3aboyieBaHus. KInHMYecKoe TeueHNE 3aBU-
CHUT OT CTCIICHM MOpPaXKeHUs XpsIia, BO3ACUCTBUS UH-
(EeKIMOHHBIX OPraHU3MOB, TeHETUUECKUX (pPaKTOPOB
W WHIWNBUAYAILHOTO UMMYHHOTO oTBeTa. OHO MOXKET
BapbUPOBATHCS OT TSKEJIOTO 3a00JIeBaHMS U PaHHEH
CMEPTHU Y HEKOTOPHIX AE€TEH 10 MPOAOKATEIbHOM BbI-
>KMBaeMOCTHU Y HEKOTOPBIX B3POCIbIX MalueHToB. [Tpo-
THO3 JIJIST B3POCJIOTO HAceJIeHUsT 0 CUX MOP OCTAeTCs
HEU3BECTHBIM.

B nipuBeneHHOM KJIIMHUYECKOM HaOJIIOJEHUN Iuar-
HO3 y allMeHTa, OCHOBAHHbIN HA KJIaCCUYECKOM KapTu-
He, CUMIITOMaX, pe3yJibTaTaX BU3yaIn3allui U UCKITIO-
YEeHUN APYTUX BPOXKICHHBIX U TIPUOOPETEHHBIX TTPUUMH
B3, ycraHoBIeH mocTaTOUHO paHO (B Bo3pacTte 3 JieT).
CneumanusupoBaHHas Budyanausanus, Takas kak KT
BBICOKOT'O pa3pelleHNsI, HeOOXOanMa ISl OLEeHKH Jie-
rouHoro ¢uodposa n b3, a Tak:ke aHOMaNiT, KOTOPHIE
MOTYT IIPUCYTCTBOBATh TOJBHKO BO BPEeMSI OTIpeIeIeHHBIX
¢a3 AbIXaTeJIbHOI'O LIMKJIAa U BKJIIOYAIOT TUnepuHQJs-

Tabauua

Pacnpocmpaneﬂnble npUHUHbBL 6ponx09xma3oe u Memoobt ux OUaZHOCHU4ECKOl OUCHKU

Table

Common causes of bronchiectasis and methods of their diagnostic evaluation

Jtnonorus b
BpoxpaeHHas natonorus

TpaxeobpoHxuanbHas (6poHxomansuus, CBK, cunapom MyHbe-KyHa, kucta
GpoHxa, TpaxeonuiLeBOAHBIN CBULL)

CocypaucTas (aHeBpU3Ma Nero4HON apTepum, CeKBecTpaLms nerkux)
Tumdpatnyeckas (CHHOPOM XenThIX HOrTew)

CuHApoMbl UMMYyHoAeduLmTa (arammarnobynuHemns BpyToHa, obwmin
BapuabenbHbIil NMMyHOAEDULMT, CENeKTUBHBIA AeduumT IgA)

Cunppom [OHra (06CTpyKTMBHAS a300CnepMusi MPU CUHOMYNbMOHANBHbIX
MHGeKLMAX)

Deduuut 0,-aHTUTPUNCHHA

[lnarHocTuyeckas oLeHka

KT OTK ¢ n3o6paxeHusiMu Ha BAOXe U Bblfoxe

KT OrK
WcTopus MeAneHHo pacTyLux, AUCTPOGUYHBIX HOITel

KonuyecTBeHHble ypoBHY |g; ypoBHM noaknacca lg

XHOPVIA noTa; reHeTu4yeckoe TeCTUpoBaHue

Konuyectso cnepmartosongoB

YPOBeHb 0, -aHTUTPUNCKHA B CbIBOPOTKE KPOBK N reHoTMNUpoBaH1e

Hauvasio. OkoHuaHue Tabauibl cM. Ha cTp. 719
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3ametku u3 npaktuku « Clinical cases

OkoHuyaHue Tabauubl. Havano cM. Ha cTp. 718

MpuobpeteHHas natonorus

XOBI (xpoHuyeckuit GpoHXUT, aMchM3ema Nerkux)

Onyxonu (nanunnomaTo3 ropTaHu; afeHoMa AbixatenbHbIX nyTen)
BHyTpurpynHas ageHonatus (TyGepkynes; rucTonnasmos; Capkonaos)

CpAaBnuBaHue Cnu3vcToi 06oNoYKoi (annepruyeckuit GpoHXonerodHbIN
acneprunnes, nocneonepaLMoHHoe MyKOWAHOE YNOTHeHue)

PeunausupytoLas acnupaLmMoHHas NHEBMOHHS (ankoronuam, HeBpONoruyeckue
paccTpoiicTBa)

PeBmatuyeckue 3aboneBanus (peBmMaTonaHbIin apTpuT, cuHapom Lerpena,
BOCManuTenbHble 3a00NeBaHNs KULIEYHNK)

WHdbekuum (6akTepuanbHbie, BUPYCHbIE, TPUGKOBLIE)

TecTbl hyHKUMM Nerkux
Busyanusauus OTK; ru6kas 6poHxockonus
PPD unu IGRA; KTBP OFK

061wt cbiBopoToyHbIN IgE, cneundimynblii ans Aspergillus IgE v IgG; koxHbIA
TecT Ha acneprunn; Busyanusauus OrK

Wcropus 6onesuu; Busyanusauus OrK

WcTopusi Gonesnu; peBMaTonaHbIN haktop; aHTUHYKNeapHbIe aHTUTeNa,
antiSSA / antiSSB

WcTopus uHdbekumm; noceB MOKPOTHI; Ceponorus; rpubkoBbIi noces; Masok AFB;
MUKODaKTEpUanbHbIi NoceB

Mpumeyanve: b3 - GpoHxoskTasm; CBK - cuHppom Bunbsmca-Kamnbenna; KT - komnbioTepHas Tomorpacosi; KTBP - koMnblotepHas Tomorpadms Bbicokoro paspeLuenmsi; OTK — oprakbl rpya-
Hoit kneTky; MB — mykoBucumaos; Ig — mmyHornobynuy; XOBI - xporudeckas obcTpyktveHas 6onesHb nerkwx; PPD (purified protein derivative) — ouniieqHoe 6enkosoe nponssogHoe; IGRA
(IFN-y release) - biceoboxnenme UHTepdepoHa-y; AFB (acid-fast bacilli) - kucnotoycToitunsble Gauunnbi.

LIWIO JIETKMUX U KUCTO3HBIe B3O, Kimaccuuecku BCcTpeyaro-
muecst B Oponxuonax [IV—-VI nopsinka ¢ HopMaabHbIMU
Tpaxeeil M LIEeHTPaJTbHBIMU OPOHXaMU, YTO U IMTPOAEMOH-
CTPUPOBAHO TIpK 00CIeTOBaHNHY MalineHTa. [10CKOIbKY
cnenuduyeckoro eueHnss CBK He cymiecTByeT, a mpo-
dunakTUKa ¢ UCTIOJb30BAaHMEM aHTUOAKTEPUATbHBIX
IperapaToB OCTAeTCS OCHOBOW JICUEHUS, MAaIlMEHT
ImojayJaeT CMHAPOMAIIbHYIO Teparnuio. CUMIITOMATH -
YecKoe JICUCHUE BKIIOYAeT MAISIITYI0 KUHE3UTEePATTHIO
TSI MOOMIM3allMU CeKpeTa, OpOHXOAMJIaTaTOPhl, OK-
CUTEHOTEpAaIHIO.

YuuTtbiBag croiikoe cHuxenue SpO, u nporpeccu-
pytomee nagenue OPB, <20 %Hm', BO3MOXHO paccMo-
TpeTh puMeHeHre HBJI 1 mokazaHust K TpaHCIIaHTaLUU
JIETKUX, KOTOPBIE COOTBETCTBYIOT PEKOMEHIALINSIM JIJIST
naeHToB ¢ MB.

YT0 KacaeTcs romoBaoi 1oYepy MmalueHTa, TO CIe-
IyeT OTMETUTh, UTO CTApT HaCJelICTBEHHOTO 3aboJie-
BaHMS y Hee BBICOKOBEPOSITEH, OCOOCHHO C YUETOM
BhIsIBIeHHBIX PKT-u3Menenunii. OqHako npoBeleHue
METOIMKM BIOXa U BBIIOXA y HeTel (0COOCHHO B BO3-
pacTe 10 5 J1eT) MOXeT ObITh 3aTPYAHEHO M3-3a HECIO-
COOHOCTH CJIeq0BaTh MHCTPYKIUSM CICIIMANINCTA TIPHU
npoBeneHuu PKT. B ¢BsI3u ¢ 3TUM oCylIeCTBIISIETCS
IMHAMHUYECKOe HAOIIOICHNE YIaCTKOBBIM MEIUATPOM
COBMECTHO C MyJibMOHOoJi0roM. [1pu ni1aHOBOM BeieHUU
MalEeHTH 00YyYaroTCsI TEXHUKAM IPEHAXKHOTO MOJIOKE-
HUS U OTKAIIUTMBAHMS IJI1 MOOMIIM3AallNU ceKpeTa, YTO
COCTaBJISIET OCHOBY KMHE3UTEPaIliK, TIPUMEHSIEMO IpU
XPOHUYECKUX 3200JIeBAHUSIX JIETKUX.

3akntoyeHme

CBK sBasieTcst peakoii mMpuUMHON BPOXIEHHON MaTo-
JIOTUY OPOHXOB Y JETEi, XapaKTepU3yeTcsl KUCTO3HBIMU
Mentot9atbiMi B B OpoHXMOIaX CpeaHETO TTOPSIIKA M3-3a
nedummrta oponxuaabHoro xpsima. CBK y pebenka cie-
JIyeT BKJIIOYaTh B CIUCOK AuddepeHIIMaTbHbIX IMarHO30B
B CJIydasix, KOrma KIIMHUYECKHe W PeHTTCHOJOTMYECKIE
JMaHHBIC YKA3bIBAIOT HA TIPOAYKTUBHBIN KallleJb, PEIIM-
JNIUBUPYIOLINI OpOHXOOOCTPYKTUBHBIN CUHAPOM, OJbIILI-
Ky, peuuauBupyoomue nHpekun HkHux 11T u bD.

OCHOBHBIM METOJOM AMATHOCTUKU SIBJISIIOTCSI TaHHbIE
KT OI'K ¢ n3o6paxkeHusiMu Ha BOOXE U BbIIOXE, OAHAKO
BBITIOJIHUTH 3TO Y peOeHKa paHHETO Bo3pacTa ImpoodJieMa-
TAYHO; TIPY TOM TPeOyeTCsI TIIATEIBHBIN COOp CeMeitHO-
ro aHaMHe3a U JMHAMMUYeCKOe HaOIoIeHHE.
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