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06ocHoBaHHe. [1pn pa3BuTHM BPOHXO0BCTPYKTMBHOIO cuHApoMa (BOC) BO3HMKAKOT criadM, OTEK, MMMEPKPUHUS U AUCKPUHUS
OPOHXOB. YBEAMUMBAIOLLEECS COMPOTUBAEHME BO3AYLUHOMY MOTOKY MOXET OCAOXHATb TeYeHue 3aboAeBaHMil AblXaTeAbHOM
cucTeMbl. BPOHX00OCTPYKTUBHbINA CUMHAPOM COMYTCTBYET MHOIMMM MaToOAOrMsIM, B TOM YMCAe GOAE3HSM CEPAEYHO-COCYAMCTOM
CUCTEMbI, XEAYAOUYHO-KMLLIEYHOIo Tpakta u APyrumMm aHOMaAUAM PasBUTUSA BHYTPEHHUX OpraHoB. [1pudyuHbl pa3BuTus AGHHOTO
CHMHAPOMa pa3HO0bpa3Hbl M BKAKOYAIOT B cebsi BPOHXMaAbHYH acTMy, aHOMaAUM pa3BUTUS BPOHXOAEro4YHOM CUCTEMBI, racTpo-
330pareanbHbili PePAOKC, MyKOBUCLIMAO3 U BPOXAEHHbIE MOPOKU cepaLa. Lieabto pAaHHOV paboTbl CTaau aHaAM3 U onucaHue
KAMHUYECKMX CAyHaeB naumeHToB neanatTpuyeckor npaktmkm ¢ 60C. OnucaHne KAMHMYECKHUX cAydaeB. B ctaTtbe npuBEAEHbI
KAMHUYECKME CAyYau NauMeHTOB, B pa3HOEe BPEMS HaxXOAMBLUMXCS Ha AedeHnmn B TBY3 PK «PecrnybankaHCkas AETCKas KAMHU-
yeckasi 6onbHULa» (TBY3 PK «PAKB»), y kKotopbix pa3suacsi BOC Ha ¢poHe cuHapoma HerimereHa v acnvpaumm MHOPOAHOIO
Tena (Nepo OT MoAyLikM) B 6poHxM. Oba KAMHUYECKMX CAydYasi NoKasblBatOT BaXHOCTb MMPOBEAEHMS KOMIAEKCHOM, a camoe
rMaBHOE — CBOEBPEMEHHOMN AMArHOCTUKU. B KAMHMYeckom caydae Ne 1 onmcaHa MCTopusi 6OAE3HM naumeHTku H. ¢ CUHAPOMOM
HetimereHa. laTorormto yAaroch BbisiBUTb BAaroaaps KOMNAEKCHOM AMarHOCTUKe. [TpeAcTaBUTEAM NaumeHTKkm H. obpaTtuanch B
6Y3 PK «PAKB» B CBS3M C pa3BUTUEM y HEE CUMIMITOMOB GPOHX00OCTPYKLUMU. KAMHMYECKMI CAydar Ne 2 onuckiBaeT HecBoe-
BPEMEHHYI AMArHOCTUKY PEHTIEHHEraTMBHOIro MHOPOAHOIO Teaa 6poHxa. B AaHHOM cUTyaumMu HEOAHO3HAYHOCTb KAMHUUYECKOM
KapTUHbI M, KaK CAEACTBME, MOMCK MHbIX NaTOAOT I CTOUAM PEBEHKY XM3HU. 3aKkntoueHHe. 5poHX006CTPYKTUBHbINA CUHAPOM CBSI-
3aH C MHOXECTBOM MaTtoAOri, KOTOPbIE HE OrpaHMuMBaroTCsl NPOBAEMaMM C AbIXaTEAbHOM CUCTEMOM. BaxHO yMETb BbISIBAATH
y nauMeHTOB CUMITOMbI, KOTOPbIE ByAYT yKa3blBaTb Ha npu4unHy pa3susLuerocsi 6OC.
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OBOCHOBAHUE

BpoHX006CTPYKTUBHBIN cuHAPOM (BOC) — TepMuH, KoTo-
pbl AOBOABHO 4acTo ynoTpebaseTcs neaMatpamMu B NMOBCEA-
HeBHOM nNpakTuke. CoCToAHME NPeACTaBASET COO0M KOMMAEKC
CUMMNTOMOB, KOTOpPblE BO3HWKAIOT B pe3yAbTaTe HapyLlleHus
6pPOHXMANBHON MPOBOAMMOCTU YHKLUMOHAABHOIO WMAM Opra-
HUueckoro reHesa. Mpu atom BOC cam no cebe He aBAseTcs
AMArHO30M, OH MOXET ObITb NPOABAEHUEM PA3AUYHbIX, B TOM
yncAe TAXeAbIX, 3aboreBaHui [1].

BOC — natonornyeckoe CoCTosiHue, MpU KOTOPOM UMEETCS
KOMMAEKC CMMMTOMOB, BO3HUKAIOLMX M3-32 HapyLLEHWUS Mpo-
XOAMMOCTM BPOHXOB. M3MeHeHUst B 6pOHXax MoryT ObITb Npea-
CTaBAEHbI CMA3MOM, OTEKOM, FMNEPKPUHMEN U AUCKPUHUEN.
Mpu BOC yBeAMumBaeTca CONPOTUBAEHUE BO3AYLLUHOMY MOTOKY.
Taknm o06pas3om, BOC MOXET OCAOXHATbL TeueHue 3aboneBa-
HWI AbIXaTeAbHOW cUCTEMBI [2].

CBUCTALLEE AblXaHWE MOXET HabAOAATbCA U Y 3A0POBbIX
AETEN, HO B BUAE EAMHUYHBIX HETSXXEAbIX MPOSIBAEHWUM, NOCAE
NpeKpaLLeHns KOTopbiX Xanob He BO3HMKaeT. PeryaspHo
NMOBTOPSAIOLLMICA UAK NepcucTupytoLmini BOC — noBoa AAA Ana-
FHOCTMYECKOTO NMoucKa.

Mpuctyn BOC MOXET AAMTBCA MUHYTbI, HO Takxe W Mpo-
AOAXKATbCA HECKOABKO 4acoB. KAMHUYECKM CUHAPOM XapaKTte-
puU3yeTcs U3MEHEHUAMU CO CTOPOHbI AbIXAaTEAbHOM CUCTEMbI:

TaxunHo3, OAbILLKA, LYMHOE CBUCTALLEE AblXaHWE, MPUCTYMO-
0b6pasHbIfi cna3maTtuueckuii kawwenb [3]. Mpu ayckyabTaumm —
CYyXMe CBUCTSALLME XPUMbl HA BbIAOXE.

M3 Bcex AbIXaTeAbHbIX PaCCTPOMCTB OPOHX00OCTPYKLMS
ABASIETCS AMAMPYIOLLMM MO pacnpocTpaHeHHOCTM B Poccuu.
500 ThiC. AETEN eXeropHo nonapatoT B AevebHO-MPpodUAaK-
TUYECKME YUPEXAEHUS MO MOBOAY AAHHOTO CUHApPoMa. W3
HWUX Yy KaXAoro TpeTbero pebeHka a0 3 AeT uy 50% aeten
AOLLKOABHOTO BO3pacTa pa3BMBAETCA OCTPbIA BPOHXMT, NpoTe-
KaoLWni ¢ CUHAPOMOM AN DY3HON BPOHXMAABHOM 0BCTPYKLMK
(MKB-10: J20) [4]. 3T0 cBA3aHO C aHAaTOMO-PU3NONOTUUYECKHU-
MW 0COBEHHOCTAMU AbIXaTEABHOW CUCTEMbI Yy AETEW PaHHEro
Bo3pacTta. Haanune runepnaasvm xene3ncTor TKaHu NPUBOAWT
K cexpeLmmn bonee BA3KOM MOKPOTbI. Y3KME AblXaTeAbHble NyTW
M HE A0 KOHLa COOPMMPOBABLUMNACH UMMYHWUTET CAM3UCTBIX,
MO CPaBHEHWIO CO B3POCAbIMM, TaKXe SIBAAIOTCA dakTopamu
puCKa pasBuTUA AaHHOM natonormn. 5-40% cayuaeB BOC
B paHHEeM AETCKOM BO3pacTe PEerucTpupyrotcs C COMyTCTBYHO-
Len pecnupatopHon nHoekumen [5].

LieAnb uccnepoBaHusA

Llenb paHHOM paboTbl — aHaAM3 WM ONMUCAHUE KAUMHU-
YECKMX CAyYaeB MaUMEHTOB MNeAMATPUYECKON MNPaKTUKK
¢ bOC.



Original Investigations

OpuruHanbHas cTatbs

3apauu:

1) npoaHaAM3MpoBaTb MOAYYEHHbIE WCTOPUU BOAE3HU
nauneHtoB ¢ BOC, HaxoamBLUMXCA Ha AedveHun B [BY3 PK
«PecnybAnKaHcKas AeTCKan KAMHUYeckas 6oabHUUA» (TBY3 PK
«PAKB») B pa3Hoe Bpems;

2) cAenaTb BbIBOAbI O MPaBWABHOCTM Ha3HayeHua nAa-
Ha 06OCAeAOBaHMS M TaKTMKM AEYEHWUS MPEACTAaBAEHHbIX
nauMeHToB.

NMPUYUHDbI PASBUTUA BOC

MpuunHbl pa3sutis BOC MoryT ObiTb Pa3AMUHbI, HO M3 HKX
Hanbonee YacTble — BUPYCHblE MHOEKLMU, aAAEPTUYECKME peak-
UMK, ractpoazodareanbHasa pedarokcHan 6oaesHb (FAPE), Takxe
BOC mMoxeT HabAoAaTLCA NMPU TaKUX COCTOAHUSAX, KaK BPOXAEH-
Hble MOPOKW Pa3BWUTUS BHYTPEHHUX OPraHoOB, MYKOBWMCLIMAOS,
MHOPOAHbIE Tena, BOAE3HU CEPAEUYHO-COCYANCTON CUCTEMBI (Kak
BPOXAEHHbIE, TaK U NpUobpeTeHHble). Bce cOCTOSIHMSA, KOoTopble
MOryT NpUBECTU K pa3BuTUio BOC, npeacTaBAeHbl B TabAMLE.

AHOMAAWU PA3BUTUA BPOHXONEFOYHON CUCTEMbI

BpoxaeHHble nopokun pa3sutua (BMP) Ha momeHT 2023 T.
He ABASIIOTCA PeAKoCTbto. o cratnuctuke, BIIP perncrpupytot-
csly 4-6% HOBOPOXAEHHbIX AETEW, U3 HMUX Ha AOAKD MOPOKOB
6POHXOAEToUHOM cucTeMbl npuxoautest 4,6% caydvaeB [6], aTa
undpa BHYLIMTEABHA W MPOAOAKAET PACTU C KaXAbIM FOAOM.
[OpOKK y AeTEN KAMHUYECKM MOTYT Kak MpPOABAATbCA Bblpa-
XEHHbIMW CUMNTOMaMM, Tak U NPOTEKATb AATEHTHO. B AaHHON
cTatbe 0CO6bIN MHTEPEC MPEACTaBASIET CMOCOOHOCTb HO30AO-
rMUYECKMX GOpPM MacKMpoBaTbCs NOoA BPOHX00BCTPYKLUMIO. ITO
ABAAETCS OAHOM U3 IAaBHbIX MPOBAEM AMarHocTuku BIMP 6poH-
XOAErOYHOWM CUCTEMBI.

MprmMmepomM TakoWM NaTOAOrMU MOXET CAYXWUTb CUHAPOM
Bunbamca - Kemnbeana. B ero ocHoBe AeXWUT HapylleHue
GOPMHUPOBaAHNA OBPOHXMAABHBIX XPALLEBbLIX KOAEL, OT 2-T0 AO
8-ro peneHus. Obpasytotca «barnoHMpYOLLME BPOHXO3KTA3bl».
OHM M CO3AaKT KAMHMYECKYtD KapTuHy BOC — cBucTAllee

AblxaHue. Kpome Toro, npu paHHom 3aboAeBaHUKM O06bIYHO
MMEETCH NMPOAYKTUBHbIN KalleAb C FHOMHOM MOKpPOTOM. [pu
aYCKYAbTaLUMW — CyXMe WM pasHOKaAMBEpPHblE BAAXHbIE XPUMbI.
Y naumeHToB HEPeAKO oTMeuvaeTcst AedOpMaLms TPYAHON KAeT-
K1, @ Takxe NOoABAAIOTCA AePpOopMaLMK KOHLEBbIX anaHr Nanb-
ueB no Tiny «bapabaHHbIX NaAOYeK» 1 HOMTEBbIX MAACTUHOK MO
TUNY «4aCOBbIX CTEKOA» — MPU3HAKKU XPOHUYECKOW FMMOKCUM.
Pe3yAbTaT — nporpeccupoBaHue AbIXaTEAbHOW HeAOCTaTou-
HocTK (AH), NnprcoeaMHEeHUe cepAeUYHOM HEAOCTATOUHOCTH [7].

BPOHXUONO3KTATUYECKAA SMOUIEMA

BpoHXMOANO3KTaTUUECKas 3MdM3EMA — e€lle OAHA naTo-
AOTUSA, KoTopas conpoBoxaaeTtca BOC. Mpu Hel npomcxoauT
nopaxeHue TEPMUHAAbHbIX OTAEAOB AbIXaTEAbHOM CWUCTEMDbI,
YTO NPUBOAWMT K GOPMMPOBAHUIO OPOHXOIKTA30B WU LEHTPW-
AOBYASIPHOM 3MdU3EMbI AeTKMX. B OCHOBE NaTOAOTrMUYECKMX
WU3MEHEHWI NMPU AQHHOW BOAE3HWM AEXMT aTPOdUS MblLLEYHbIX
MU 3NaCTUYECKMX BOAOKOH C paclUMpeHWeM pecrnmpaTopHbIX
OPOHXMOA U aAbBEOASIPHBIX XOAOB, PACTSXEHWEeM U aTpodUent
aAbBEOAAPHbIX NEPEropopok. GopMUpYHOTCA LEHTPUAOBYASAP-
Hble aMpu3emaTosHble byArbl [8, 9].

FTACTPO330MPATEANbHAA PEONAKOKCHAA BONE3Hb

Ewe oaHa natonorusa, kotopasi conposoxaaetcs bBOC, —
I9PB. OHa npeacTaBAsieT cobOM XPOHUYECKOE PELMANBUPYHO-
wee 3aboneBaHWE, BbI3BAHHOE MATOAOTMYECKMM 06paTHbIM
TOKOM COAEPXMMOTO XEAYAKa B MULLEBOA C HAAMUMEM WMAK Be3
33odaruta [10].

MpnbAnM3nTeEAbHO 20% AETCKOro HaceneHWsa cTpapaer ot
[OPB. MMonoBUHA AETEM UCMbITbIBAET M3XOry HE PEXE OAHO-
ro pasa B mecsill, @ 5-7% WUCNbITbIBAIOT €€ KaXAbli AEHb.
CoranacHo pesyabtataM uccaepoBaHuin, 59% us 10 491 obene-
AOBaHHOro pebeHka, 60AbHOro 6GpPoHXMaAbHOW acTmoi (BA),
UMELOT XapakTepHble cumntoMbl FAPB. OpHako ocTaeTcsa HesAc-
HbIM, UTO ABASIETCS MEPBWYHBIM 3BEHOM B 3TOW CBSI3U — [IPB
uam BA [11]. MocaepHsAs 3aHMMaeT 3-e MecTo cpear Hambo-
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Background. With the development of broncho-obstructive syndrome (BOS), spasm, edema, hypercrinia and bronchial dyscrinia occur.
Increasing airflow resistance can complicate the course of diseases of the respiratory system. Broncho-obstructive syndrome coexists
many pathologies, including cardiovascular diseases, gastrointestinal diseases and other abnormal developments of internal organs. The
causes of this syndrome are diverse, including bronchial asthma, abnormal developments of the bronchopulmonary system, gastroesopha-
geal reflux, cystic fibrosis and congenital heart diseases. The purpose of this study was to analyze and describe clinical cases of pediatric
patients with BOS. Clinical cases description. The article presents clinical cases of patients who were treated at the State Budgetary
Healthcare Institution of Republic of Crimea “Republic Children’s Clinical Hospital” at different times, who developed BOS against the
background of Nijmegen Breakage Syndrome and aspiration of a foreign body (feather from a pillow) into the bronchi. Both clinical cases
show the importance of comprehensive, and most importantly, timely diagnostic procedure. In clinical case No. 1, the medical history of
patient N. with Nijmegen Breakage Syndrome is described. The pathology was revealed owing to a comprehensive diagnostic procedure.
Representatives of patient N. appealed to the State Budgetary Healthcare Institution of Republic of Crimea “Republic Children’s Clinical
Hospital” in connection with the development of symptoms of bronchial obstruction. Clinical case No. 2 describes the untimely diagnosis of
a radiolucent bronchial foreign body. In this situation, the ambiguity of the clinical picture and, as a result, the search for other pathologies
cost the child his life. Conclusion. Broncho-obstructive syndrome is associated with a variety of pathologies that are not limited to problems
with the respiratory system. It is important to be able to identify symptoms in patients that will indicate the cause of the developed BOS.
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Tabaunua. 3aboreBanus, npotekatolmne ¢ BOC, y peteit
Table. Diseases occurring with BOS in children

1. | 3aboneBaHWA OpraHoOB AbIXaHUs

OcTpble COCTOAHUSA

OcCTpbIi 06CTPYKTUBHbBINA BPOHXMT, OCTPbINA BPOH-
XUOAUT

Acnupaums MHOPOAHbIX TEA

MHeBMOHMSI (PEAKO, B OCHOBHOM Bbl3BaHHas
aTUMUYHBIMU BO3BYAUTEAAMM)

XpoHuyeckre 3aboreBaHUs

BpoHxuanbHas actma
BpoHxoAeroyHasa aucnaasus
BpOHX03KTa3bl Pa3AUUHOWM STUOAOTHU
AcnupaLnOHHbIA 6POHXUT
O6AUTEPUPYHOLLNIA BPOHXMOAWUT

Acnepruanes

2. | 3aboneBaHUs XEAYAOUHO-
KMLLEYHOrO TpakTa

AnadparmansHas rpbixa

3. | HacaepcTBeHHble 3aboneBaHUSA MyKkoBHCUMAO3

BpoXAEHHbIE MOPOKK Pa3BUTUS BPOHXOB U AETKUX
Tybepkynes

Xanasus n axanasus NULLEBOAA
factpoasodareanbHasn pedatokcHas 6oAe3Hb
TpaxeonuLLeBOAHbIV CBULL,

Aedrumnt anbda-1-aHTUTPUNCHHA
MepBUYHasA UMAMAPHasA AUCKMHE3US

PaxutonopobHble 3aboreBaHWSA

MNapasutapHble MHbeKUUH

5. | 3aboneBaHUsi CepPAEUYHO-COCYAN-
CTOM CUCTEMbI

CocyanCTble aHOMaAUK

Mwuonatuu
PopoBas TpaBma

6. | 3aboneBaHMs LEHTPAAbHOM
1 nepupepmnyeckon HepBHOM
cucTeMbI

7. | dU3MYECKME U XMMUUYECKUE IK30reHHbIe haKTopbI

BpoxAeHHbIE U NPUMOBPETEHHbIE UMMYHOAEDULIUTDI

Ackapua03, TOKCOKapo3 (AeroyHasn dpasa)

BpoxaeHHble MOPOKK cepaLia C AeFOYHON rMnepTeH3neN

9. Apyrme NPUYUHBI (3HAOKpVIHHaFI naTtoAorna, CUCTEMHbIE BACKyAUTbl, TUMOMEraAmUa n Ap)

A€€E YacTbIX CONyTCTBYOLLUMX 3ab0OAEBaHUI, BO3HUKAOLWMX MPU
[3PB (9,3% cayuaes) [12].

MNepBble UCCAEAOBAHMA B3aMMOCBA3M 3TUX MATOAOTUI BbIAM
NpPoOBEAEHbI B AanekoM 1892 1., koraa MocAe npuemMa nuum
6bIA 3adUKCMPOBAH NPUCTYN YAYLWbA. B pAanbHellwem 6bIA0
obHapyXXeHo, UTo KOMOUHAaLMA 3TUX 3aboAeBaHUI HabAoAaET-
ca B 34-89% cayuyaeB y peTem, npu aToM B 24% CAyvaeB OTCYT-
CTBYET KAMHUYECKUI NPU3HaAK pedAOKCa. Y MHOMMX Takmx Naum-
€HTOB TaKXe AMarHOCTMPYeTCs rpbixa NULLEBOAHOTO OTBEPCTUA
Anadparmbl [13].

CyLlLecTBYIOT pa3AMuHble AaHHble O B3aumocssdn IPb
n BA. WM3BECTHO, 4YTO 4yacToTa NPUCTYNOB YAYLUbS Y AETEN,
60AbHbIX BA ¢ TOPB, Takas Xe, kak U y aeteit 6e3 9P,
OAHAKO 4acToTa HOYHbIX MPUCTYNOB MPU COYETAHUM ITUX
NaToAOrM 3HAUMTEABHO BbIlwe. [0 AaHHBIM MCCAEAOBaHMUA
10.C. AneHueHko 1 coaBrT. [14], aoeTn ¢ coueTaHueM BA v NOPb
MMEIOT MEHEE OTATOLLLEHHYHO HAaCAEACTBEHHOCTb MO BA U MeHb-
LLYtO YYBCTBUTEABHOCTb K TECTAM C ObITOBbIMW aAAEpreHaMMu.
Y peten, cTpapatowmx BA npu Haamumm conytcteytowen MIPB,
AH 1 aBAeHMSA BPOHX00BCTPYKLMM NPOTEKAIOT B BOAEE TAXENON
dopme No cpaBHEHUIO ¢ AeTbMK 6e3 TIPB [15].

ECTb HECKOABKO GaKTOPOB, KOTOPbIE MOTYT CNOCOBCTBOBAThL
[9Pb Ha ¢oHe BA:

KalleAb MOXET Bbl3blBaTb paccAabAeHUE HWXHEro NuLle-

BOAHOIO couHkTepa (HIMC) pednrekTopHO;

CMeLLEeHNE HOXEK Anadparmbl, KOTOPbIE BAUSIKOT Ha GOpMU-

poBaHWE MULLEBOAHO-KEAYAOUHOr0 Bapbepa. AUCOYHKLMS

HOXeK AMadparmbl MPOSIBAAETCA CUAbHBIM KalUAEM U Mpu-

CTynamu yayllibsi, 4To cnocobctByeT paccrabaeHuto HIC;

rpbhka MULLEBOAHOIO OTBEPCTMA AMadparmbl Takxe IBASIET-

ca nposiBAeHem OPB u BcTpeyaetcs y aetert ¢ BA value,
4yeM y 3A0POBbIX;

HEKOTOPblE AEKapCTBEHHble npenaparbl, MNPUMeEHAEMblE

AN AeveHus BA (rAtokokopTrkouabl) [16];

06pa3 XU3HU U KyAbTypa MUTAHUSI TaKKe BAMSIOT Ha pas-

ButHe MNPB. S. Sontag u coaBT. 3ameTnAK, uTo 60% AeTewn

¢ BA 1 44% nauMeHTOB B KOHTPOAbHOM rpynne, ynotpebas-

HOLLUMX NWLLY NepeA CHOM, UCMbITbIBAAM TPEBOTY M Mpocbina-

AMCb 13-3a cumnTomoB APB [17].

Takum 06pa3omM, UCCAEAOBAHUSI yKasbiBatOT Ha HaAMuue
TecHon B3aumocBssu NOPB u BA.

B nccaepoBanunm, nposeaeHHoM M.T. PyctamoBow 1 coaBr. [9],
6bIAO NpoaHaAM3npoBaHo cocTosiHue 150 aetelt ¢ BA. B pesynb-
TaTe 3T0r0 MCCAEAOBaHWS ObIAO BbISSBAEHO, UTO OGOAbLUMHCTBO
60AbHbIX BA He obpallaAM BHUMaHWSA Ha HEAOMOraHWe, CBS3aH-
HOE C racTPO3HTEPOAOTMUECKUMI 3aboAeBaHMSIMU. OAHAKO NocAe
6onee peTaAbHOrO onpoca ObIAO BbIICHEHO, uTo ¥y 60% Aetei
HabAtOAAAMCH BOAM B 3aMUracTprm MAK OTpbIXKa, Y 50% — oLuyliue-
HWe KoMa B ropAe U OTpbikka, a y 40% — TowHoTa.

Takxe 6bIA0 0BHaPYXEHO, UTO Y 6OAbHBLIX BA ¢ NOATBEPX-
AEHHOMN 3HAOCKOMUYECKM NAaTOAOTMEN NULLLEBAPUTEABHOIO TPAK-
Ta npucyTctBoBaAM 3 WAM BGoAee racTPOIHTEPOAOrMUECKMX
cumnToma [18].

Cratba C.X. AcapyanaeBa U COABT. TakXe COAEPXMUT PE3YAb-
Tatbl UccaepoBaHua 104 petel, ctpapatowmx FOPB. B xope
MUCCAEAOBaAHUSA ObIAM M3yUYeHbl pPa3AMYHbIe XaAobbl, cpeau
KOTOPbIX BbIABAEHbI CAEAYOLLME: OTPbIKKa BO3AYXOM (86,7 %),
OTPbIXKA KUCABIM (78,8%), uaxora (76,9%), 60Ab B anuractpuu
(62,5%), XKeHWe 3a rpyAMHON U 60Ab (70,1%), 3aTpyAHEHUE
raotaHma (25%), TowHota (19,2%), kawenb (26,9%), oulyuie-
HUe XKeHusa BO pTy (8,6%), 3anop (61,5%), xenaHue oTKall-
ATbes (24%), HouHOM KaweAb (11,5%), OXpPUMNAOCTb roAoca
(9,6%). Kpome Toro, 6biAa yCTaHOBAEHa CBSI3b 3TWX Xanob
C APYrMMMK COMNYTCTBYIOLLMMW NATOAOTUAMU XKEAYAOUHO-KMLLIEY-
HOro TpakTa, CEPAEYHO-COCYAUCTOM CUCTEMbI U OPraHoB Ablxa-
HUS. BbIAM TakXXe OTMeYeHbl HETUNUYHbIE AA TOPB cMmnToMBl,
Takne Kak opblllka (36,5%) 1 ronoBHble 60AK (26,9%) [19].

AnarHoctuka BA, cBsizaHHoM ¢ [9PB, npeactaBAseT onpe-
AENEHHbIE TPYAHOCTU. TpKU HEob6X0AMMOCTU AMdOEpPEHLMaNb-
HOM AMArHOCTUKKU A@HHbIX 3a60AEBaHUI NPOBOAMTCS PEHTIEHO-
rpadua opraHoB rPyAHON KAETKU, KOMMbOTEPHAn ToMmorpadusa
(KT) opraHoB rpyAHOM NMOAOCTM 1 BPOHXOCKOMMUSI.

Anst AedyeHua TOPB B coueTaHUM ¢ pecnvpaTtopHbIMKU Npo-
ABAEHUSIMU HEOBXOAMMO MCMOAb30BaTb KOMMAEKCHbIN MOAXOA.
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WCKUI NeAMaTpUUeCKUid XXypHaA.
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Original Investigations

OpuruHanbHas cTatbs

Nevenune TIPB y naumeHToB ¢ BA BKAtouaet B ceba pobaBae-
HWEe aHTUCEKPETOPHbIX NpenapaToB W aHTauMAOB K 6a3WCHOM
Tepanuu actMbl. bAaropapa rpamMoTHOMY NOABOPY CXEMbI Aeye-
HUS MHOTOUYUCAEHHbIE MCCAEAOBaHUS MOKa3blBatOT yAyULLEHWE
KayecTBa XMW3HW Yy NauMeHToB, cTpapatolmx BA, Tpurrepom
kotopon aBasetca MNAPB. Kpome cylecTBEHHOIO yMEHbLLIEHHWSA
HOYHbIX NPUCTYNOB TakXe HaOAOAAIOT MOAOXUTEAbHbIE U3MEHE-
HUA B OYHKUMK BHELLHEro AbixaHusa [14]. MccaepoBaHue, npo-
BeaeHHoe 1.0. Borovik 1 coaBT., NoKa3ano, 4Tto Ha GOHe aHTUCe-
KPETOPHOI Tepanuu MHrMBUTOPaMMU NPOTOHHOM nomnbl y 19 u3
28 naumeHToB ¢ '9PB 6bIAO 3aMEUYEHO CHWXEHWE CMMMTOMOB
[OPB K 7-M cyT, @ K 28-M cyT — y 26 naumeHToB. Mpuctynbl BA
B AHEBHOE BPeEMSA YMeHbLUMAUCL Ha 24,1%, a B HOYHOE Bpe-
Ms — Ha 51,9% [20].

MYKOBUCLIMAO3

MyKOBMCUMAO3 — 3TO reHeTUUYeckoe 3aboneBaHue, KOTopoe
CBfA3aHO C HapyLLUeHWeM TpaHcnopTa MOHOB XAOPa Yepes anu-
KaAbHYtO MeMbpaHy KAETOK anuTeAns. ITO NPUBOAWT K MOBbI-
LeHHOW peabcopbumnm HaTpWs, U3MEHEHUIO INEKTPOAWTHOIO
6anaHca M 06€3BOXMBAHWUIO CEKPETa AblXaTeAbHbIX MyTEW.
B 6poHxax NPOMCXOAWT 3aAepPXKa CEKpeTa, B pe3yAbTate Yero
HapyLlaeTcss MyKOUMAMAPHbIN KAMPEHC, YTO MPUBOAUT K MHOU-
LUMPOBaHMIO CeKpeTa natoreHHon GAOpPOK, Bbi3bliBasi XPOHUYeE-
CKOe BOCMaAeHue. 3aTpyAHEeHWE OTTOKa rycToro cekperta npu-
BOAWT K pacLUMpPEHNO BbIBOAHBIX MPOTOKOB XeAe3 U aTpodun
XEeAe3UCTOro annapara, Bbi3blBasi NPOrPecCUpytownin CKAe-
po3 [21]. baaropaps 15-AeTHEW MporpamMme HeoHaTaAbHOrO
CKPUHWHIa BblAa yCTaHOBAEHA YacToTa BCTPEYaEMOCTU MYKO-
BMcUMAO3a B Poccun — 1 60AbHOM Ha 10 ThiC. HOBOPOXAEHHbIX
C HE3HAuYMTEeAbHbIM OTKAOHEHWEM B Pa3AUYHbIX PErMoHax.
Ha 2017 r. ¢ nOMOLWpBI0 HEOHATaAbHOIO CKPUHWMHIA YAAAOCH
BbIfABUTb 47,8% cayuyaeB 3aboneBaHus [22].

Pa3anMuatoT HECKOAbKO BapuaHTOB MyKOBUCLMAO3A:

AEroYHyto (pecnupatopHyto) dopmy (15% Bcex cayvaeB

60AE3HN);

KuweuHyto (5% cayyaeB);

CMeLLUaHHY, AU AETOUYHO-KULLIEUHYHO (80% cAydaeB).

OAHUM M3 Hamboaee OMacHbIX KAMHWUYECKKX COOBbITUI AASI
NauMeHTOB C AEroYHblM BapWaHTOM MYyKOBUCLMAO3a SABAS-
etcs oboctpeHue. MpUUMHBI ero BO3HUKHOBEHWS — CHWXe-
HUE 3alUMTHBIX OYHKLUM AbIXaTeAbHOW CMCTEMbI, BUPYCHbIE
MHOEKUMM, KOTOpble MOTYT ObiTb AAMTEAbHBIMWU W TAXEAbI-
MW, @ Takxe BblpaboTka BSI3KOM MOKPOTbl. OBOCTPEHUSI KAW-
HUYECKU MPOABAAIOTCA M3MEHEHUAMMU KallAf, BbIAEAEHUEM
ryCTOM MOKPOTbI, OABILLIKOW, CAABOCTbIO, CHUXEHWEeM anneTuta
1 notepen Beca.

B nocaepHMe roabl KQUECTBO XMU3HU AOAEN C MYKOBUCLMAO-
30M 3HAUYUTEABHO YAYYLLUMAOCL BAaropapsi GOAbLLIOMY KOAUYe-
CTBY pa3paboToK 1 OTKPbITUIA B 3TOM 0OAACTU KaK AAA AEUEHUS,
TaK U AN KOHTPOASI COCTOSIHMA NaumMeHToB. B Tom uncae, Hanpwm-
mMep, 6biAM M306peTeHbl annapaTtbl AAS KOHTPOAS COCTOSIHWS
AETEN BHE MEAMULMHCKUX YUPEXAEHUN.

[TOA€3HOCTb AOMalLHEW CNUPOMETPUN NPEACTaBASIET
OTAEAbHbI MHTEpEeC, 0COBEHHO BO BPEMSI HEAaBHEN NaH-
Aemun. OueHKa ABYX Pa3AMUHbBIX AOMALLHWX CMMPOMETPOB,
NuvoAir Air Next n ZEPHYRx MIR Spirobank, y 60 aeten
C MyKOBMCLUMAO30OM B BO3pacTe craplle 6 AeT BbliBMAQ, UTO
A@HHbIM 06pa3oM YAOBHO KOHTPOAMPOBATb OCHOBHbIE MOKa-
3aTeAn QYHKUMK BHELIHEro AbixaHusi. OAHAKO C yUETOM TEXHU-
YECKMX CAOXHOCTEW MCMOAb30BaHWA AOMALUHWX CMMPOMETPOB
AAHHbBIN METOA HE CUMTAEeTCs BbICOKOIDPEKTUBHBLIM AAST KOH-
TPOAA coCTOsIHUS. Tak, B MCCAeAOBaHUKM ObIAO OBHapyxXeHo,
YTO pesyAbTaTbl, MOAyYEHHbIE C MOMOLLBIO AOMALUHEro Cnupo-
MeTpa, HUXe, YEM B KAMHMKE. [OKa HEW3BECTHO, YTO UMEHHO
NPUBOAMT K 3aHWXKEHWUIO pe3yAbTaTa B AOMaLLHUX YCAOBUSAX, HO
n3yyeHue npoponxaercs [23].

KAMHUYECKUIA NPUMEP Ne 1

O naumeHTe

BoabHaa H., 19.04.1995 r.p. noctynuaa B peaHMMaLMOH-
Hoe otaeAneHue 23.12.2011 ¢ xarobamu Ha MaAONPOAYKTUB-
Hbl KalleAb, NOAbEM TemnepaTypbl A0 GeBPUAbHBIX LMD BO
BTOPOM NOAOBMHE AHS, BSAOCTb, CAABOCTb, CHUXEHUWE anneTuTa.
AvarHoctnpoBaHa NPaBOCTOPOHHSAA oYaroBas MHEBMOHMS.

U3 aHamHe3a >xu3Hu 1 3aboreBaHUA. MaTb OTKa3anacb OT
pebeHka B Bo3pacTe 1,5 mec. AeBouka 0pOpMAEHA U MOCTOSIH-
HO Haxoamaacb B TBY3 PK «PecnybAnKaHCKUIA cneumMaru3npo-
BaHHbIM AOM pebeHKa AN AETEVN C MOPaXeHWEM LEHTPAAbHON
HEPBHOW CUCTEMbI M HapyLleHWeM Ncuxukn “Enouka”’». Pocha
1 pa3BMBaNacb C 3aAE€PXKOM GU3UUYECKOTO U MCUXOMOTOPHOIO
pa3BuTMA. MHOIOKpaTHO €XEropHO HaxOAMAACb Ha CTauuo-
HapHOM AEYEHWW MO MECTY XMTEAbCTBA C YaCTbIMU OCTPbIMU
pecnmpaTopHbIMU MHPEeKLMAMU (OPU), 06CTPYKTUBHBIMU BPOH-
XUTaMW, aHeMUEN. AN A€UYEHUS MPUMEHSIAUCb aHTUOWUOTHKM,
MYKOAUTUYECKME W OTXapKMBaloLWMe CPeACTBa, npenaparbl
Xenesa, a Takke npenapaTtbl CMMNTOMAaTUUYECKOW Tepanuu.
ABaxabl B 7-8 AeT 6oAena MHEBMOHWENR. B myAbMOHOAOTMYe-
ckoM otaeneHun FBY3 PK «PAKB» npoBOAMAOCH BPOHXOAOTW-
yeckoe obcnaepoBaHMe. 3aKAOUEHME: KaTapaAbHO-THOMHbIN
3HAODOPOHXMT, XPOHUUECKHIA BPOHXMT ¢ AedopmMmaLumeln 6POHXOB,
¢ dopMHpoBaHNEM OPOHXOIKTA30B B HWMXHMUX AOAAX 0OOMX
AETKUX. B Kpyry anddepeHumanbHOro nomncka 6biA MyKOBUC-
LUMAO3 Ha OCHOBAHWW AMArHO3a HamnpaBWBLUEW OpraHu3auuu:
yacTtble peunAnBUpYrOLLIME BPOHXMTLI. oTOBbIE TECTLI OTpULA-
TeAbHble. Apyrue reHeTuyeckune 3aboreBaHWs BpadaMu-reHe-
TMKaMW He paccmaTtpuBaAMCb. HEOAHOKpaTHO MPOBOAMAMCH
reMoTpaHcoy3uu.

Ha npotaxeHun nocaepHEro mecsua oTMevaeTcs peskoe
CHUXEHWE YPOBHA remorrobunHa Ao 56 r/A. focnutaAMavpoBaHa
B BY3 PK «PAKB», 3ateM nepeBepeHa B peaHWMaLMOHHOe
OTAEAEHWE C CHUMMTOMaMMW aHeMUM W OOOCTPEHUS XPOHMU-
yeckoro BGPOHXOAErOYHOro npouecca (MOCTOAHHbIE BAAXHbIE
pa3HoKaAMbBepPHbIE U KPEeNUTUPYOLWME XPWMbl, NPOAYKTUBHBbIN
KalleAb, cybdebpuabHan TemnepaTtypa Teaa, BAAOCTb, OAeA-
HOCTb, CHWXEHWe anneTuTa).

®dusnKanbHaA AMarHOCTUKa

Mpu noctynaeHun obliee coctosiHue pebeHka ObIAO TaXe-
AbIM, BbIIBASIAUCb OAbILLIKA, BSINOCTb, debpuAabHas Temnepa-
Typa (noabem Ao 38,2-38,9 °C). KoXHble MOKPOBbI OblAK
O6AEAHbIMW, C BOCKOBMAHBIM OTTEHKOM. BWAWMMBIE CAM3KCTbIE
0060A0UYKM unCTble. TMOHWXEHHOro nuTaHuA. Macca Tena —
31 Kkr. Typrop 1 3AaCTMYHOCTb KOXWM COXpPaHEHbI, KOXa cyxasi.
MmMeeT MecTo M3MeHeHre AMLEBOro CKeAeTa Mo TUMy «MTuybe-
ro» Avua. OKpy>XHOCTb ronoBbl — 48 cm (MuKpouedanms). 3eB
CMokoeH. HocoBoe AbixaHuWe yMepPeHHO 3aTpyAHeHOo. lpyaHas
KAETKa YBEAMUYEHA B NepeaHe3apHeEM pasmMepe (koHycoobpas-
Has). Ha Koxe rpyAHOM KAETKM M XMBOTa PE3KO BblpaxeHa
BEHO3HanA ceTb. AbIxaHWe B HUXHWX oTAeAax ocAabaeHo. Mpu
ayCKyAbTaLMK BbICAYLUMBAIOTCA BAAXHbIE, MEAKOMy3blpyaTtble
Xpunbl. Yactota abixaHuss — 20-22/MWH, yBEAMYMBAETCA NPU
du3nyeckorm Harpyske. TOHbl cepALa PUTMUUHbBIE, MPUTAY-
leHHble, Taxukapaua A0 80-90 ya./MMH. XXMBOT MSArKUN,
6e360Ae3HEHHbIN, yBEeAMUeH B pa3mepax. ledeHb +3,0 cwm,
cene3eHKa BbICTYNaeT U3-NMoA kpaa pebepHoi Ayrv Ha 3 CM.
Avypes apekBaTeH, MOYMTCA CAMOCTOSITEABHO, CTYA PETYAIPHO
1 pa3 B AeHb, OPOPMAEH.

MpeaBapUTeAbHbI AUArHO3

Mukpouedanms, OAMrodpeHus, 3apepxxka NoAOBOro 1 Guan-
YEeCKOro pasBuTUS: CUHAPOM HewrimereHa, aHemus 3-i cTene-
HU Xene3o0AePULMTHAS, UCKPUBAEHWE HOCOBOW MEPErOPOAKM.
BpOHX03KTa3bl HUXHKUX AOAEH 0BOMX Aerkux, dubpoaterekras
CpeAHei AOAM crnipaBa, nepuoa oboctpeHna AHL.



AvHaMuKa ¥ UcXopbl

YUWTbIBAA OCHOBHbIE KAMHWUYECKWE MPOABAEHUA BOAE3HU
(CMMNTOMbI @aHEMUM, XPOHUUECKII BPOHXOAErOUHbIN MpoLiecc,
cy6debpUAUTET, 3apepPKKa (GU3MUECKOTO M MCUXOMOTOPHOO
pasBUTUA, HaAMUME MHOXECTBEHHbIX CTUIM AM33MOpUOreHe-
3a), NPOBEAEH AMArHOCTUUECKUIA NOUCK.

MaaH o6cnepoBaHuUA

1. TeHeTMuyeckoe obcaepoBaHKWE (CaaHa BEHO3HaAs KPOBb
B Aabopatoputo MIK . AbBOBa).

2. 0O6caepoBaHUE  XEAYAOUHO-KMLIEYHOrO Tpakra (AAs
UCKAKOUEHWS MaTOAOTMMK: 330daroractpoayoAeHocKonus, 6uon-
CUSi NeYeHW, KOAOHOCKOMUS, MPPUTOCKONUS, BUOMNCUSI XeAyAKa
M ABEHAALATUNEPCTHON KULIKK, BUOXMMUSI KDOBH, CbIBOPOTOUYHOE
xeneso, obLuan xene30cBs3blBatoLWas CnocobHOCTb CbIBOPOTKM,
beppuTrH, KT opraHoB 6PHOLLIHOIM NOAOCTH C YCUAEHUEM, YALTPA-
3BYKOBOE UccaepoBaHue (Y3U) renatobuAMapHOM CUCTEMDI).

3. MccaepoBaHMe OCHOBHBIX NMOKasaTeAeW ryMOpPaAbHOro
nmmyHuteta: IgA, 1gG, 1gM.

4. KoHcyAbTaumMs M 06caep0BaHKE reMaToAOraMu C LeAbHO
YTOUHEHUS XapakTepa aHeMWU U BO3MOXHOIO PasBUTUS AUM-
bOMbI (KAMHUYECKWIA aHaMHe3, BUOXMMUYECKUI aHaAU3), Npo-
BeAEeHa CTepHaAbHas NyHKUMA.

5. 0b6caepoBaHUE OPraHOB AbIXaHWS: CEPUM CNMPOrpamm,
noceB MOKPOTbl Ha GAOPY, PeHTreHorpadua OpraHoB rPyAHOM
KAETKU, KT Aerkux, KT Aerknx B AMHaMUKE C YCUAEHUEM.

6. CornacHO pekoMeHAAUMsIM KapAMOAOra MPOBEAEHO
obcaepOBaHME CEPAEUYHO-COCYAMCTOM CUCTEMbI — SAEKTPOKap-
Avorpadus, axokapanorpadusa. KoHCyabTauMsa peBmMaTtonora
(Tak KaK NOCTOSIHHO coxpaHanacb ¢ebpuAabHas, a B AaAbHEMH-
wem — cybdebpunabHas TemnepaTypa) AAA UCKAKOUEHWUA ayTo-
MMMYHHOTO npouecca.

7. O6caepoBaHME Ha TAMCTHYHO MHBA3UIO.

8. CornacHO pekoMeHAauMAM 3IHAOKPUHOAOTA (CyXOCTb
KOXW, OTCTaBaHWe B YMCTBEHHOM Pa3BUTUK, 3aAEPXKKa dU3nYe-
CKOTro pa3BuUTUS) AabopaTopHO onpeaeneH yposeHb TTI T3, T4.

9. CornacHO peKkoMeHAaUMKU TMHEKOAOra npoBeaeHo Y3U
OpraHoB MaAoro Tasa.

10. KoHCyAbTaumMss HEBPOAOTa: MUKpoLedanums.

PesyAabTaTthl 06Ccnep0BaHUA

Cepusa cnuporpamm. 3akAtoueHue: B npobax BblaOXa
HabAtopaeTCA HapyweHue OYyHKUMKU AblIXaHUS CMELLaHHOro
TnNa, 3HAYMTEAbHON CTEMEHW BblPaXeHHOCTH; NMOAO3PEHME Ha
OYEHb AETKYHO M30AMPOBAHHYI OOCTPYKLMIO MEAKUX BPOHXOB;
06CTPYKTUBHbIE M3MEHEHUSI HAabAOAAIOTCA Ha GOHE PecTpPUK-
TUBHbIX OrPAaHUYEHUI 3HAUUTEABHOW CTENEHU BbIPAXEHHOCTH.

MoceB MOKpOTbI. YMepeHHbIM pocT Haemophilus
influenzae. Mo pe3yAbTaTaM OMNPEAEAEHWUS YyBCTBUTEABHOCTH
MUKPOOPraHM3MOB K aHTMOMOTMKaM BbISBAEHA YyBCTBUTEAb-
HOCTb K MepONeHeMy, OTHOCUTEAbHAs PE3WUCTEHTHOCTb K Led-
TPUAKCOHY, LMNPOdAOKCALMHY U LedypOKCHUMY.

KT opraHoB rpyAHON KAETKM B AMHaMMUKe. 3aKAOUeHMe:
¢dnbpoatenekTasd CpeAHEN AOAWM MPaBOro Aerkoro. EAWHWYHbIE
LMAMHAPHUYECKME BPOHX03KTa3bl B 9-M 1 10-M cErMeHTax Aerkoro.

AxokapaHorpagpuyeckoe uccAeA0BaHWE C LBETHbIM
AOMAEPOBCKUM KapTUpoBaHMEeM. 3akAlueHue: HeboAbluast
OTHOCWTEAbHAst MUTPaAbHAs U TPUKYCMUAAAbHAS peryprutaums;
B MOAOCTU AEBOTO XEAYAOUKa OMpPeAEeAsieTca AOMOAHWUTEAbHANA
XOPA3; B NMOAOCTU Nepukapaa — HEBOAbLLOE KOAMUYECTBO XMUA-
KOCTU; KPOBOTOK B BPIOLLHOIM aopTe NyAbCUPYIOLLMIA; ABAEHWE
B AETOYHOW apTePUMU HE UBMEPSAK; TaXMKaPAMS.

Y3MU. CeneseHka yBeAMueHa B pasmepax (159/116/72 mm),
NAOTHOCTb 06blUHasA, CTPYKTYpa napeHXvMbl OAHOPOAHAS; HaA-
NnoYyeyHnKn — 6e3 0cobeHHOCTEN.

KT opraHoB 6proLLIHON MOAOCTH U 3a6pPHOLLUMHHOIO Npo-
cTpaHcTBa. lenatocnaeHoMeranms. MouekameHHasi 60Ae3Hb

(KOHKPEMEHT B HWXHEW rpynne valleyek npaBov MOYKW AO
4 MM cpepaHen naoTHOocTM 270 ea.H., yalleyku paclmpeHbl
A0 5 MM; KOHKPEMEHTbI B CPEAHEW M HUXHEW rpynnax valle-
YeKk NeBOW MOUKM A0 2 MM cpeaHer nNAoTHocTh po 270 ea.H.,
Yalleykn He pacLUMpeEHDb).

KT ronoBHoro mo3sra. Ha cepuv TOMOrpamm MOAyY€EHbI
n306paxeHust cyb- U CynpaBeHTPUKYASPHbBIX CTPYKTYP FOAOBHO-
ro Mo3sra. Y4acTKoB MaTOAOTMUYECKOM MAOTHOCTU HEe Onpepens-
eTcsl. 3akAloUEeHUE: HapyXXHas CUMMETPUYHas rmapouedanms.

Uppurorpadus. 3akaoueHne: yunuTbiBas AaHHYHO peHTre-
HOAOTIMYECKYHO KapTUHY, HEAb3SI UCKAKOUMTL CyOTOTaAbHbIN araH-
rAMO3 AEBbIX OTAEAOB TOACTOIO KMLIEeYHWKa. boae3Hb KpoHa?
PekomeHAOBaHa KOAOHOCKOMWUA C BMOMNCHEN AAA YTOUHEHMA
AMarHosa.

KonoHockonusa. OpraHn4eckor NatonorMm Her.

330¢aroractpoayoseHockKonus. MN1LEBOA NPOXOAUM CBO-
60AHO. Kapaunsi npu nHcydodAaUMKM packpbiBaeTcs. CAusucTas
060A0UKa Xenyaka BAeaHO-po30Bast, HapxatcTas. ToHyC npu-
BpaTHMKa coxpaHeH. CanancTasi 060A0UKa AYKOBMLbI BAEAHO-
po30Basi, peAnbed He U3MEHEH.

Buoncua cAu3NCTON 06O0NOYKM TOACTOrO KHLUEYHHKaA,
CUIMOBHUAHON KULUKMU, MPAMON KULUKHU. 3aKAIOUEHWE: Bblpa-
XEHHbIV XPOHUUYECKUI KOAMT YMEPEHHOW CTeNEHU aKTUBHOCTM.

Buoncua CcAM3UCTONH O6OAOYKM ABeHaALaTUNEepPCTHOM
KULIKK. 3aKAOYEHUE: BblPaXeHHbI XPOHWYECKUI aTpoduye-
CKUI YMEPEHHO aKTUBHbIN AyOAEHUT. CUHAPOM ManbabcopbLMU.

Buoncus neyeHU. 3aKAIOUEHUE: OYaroBble BOCMAAUTEAb-
Hble UBMEHEHWA B MEYEHU PEeaKTMBHOrO Xxapakrepa.

UpecKkoxkHasi 3XOKOHTpoAupyeMasi MyHKUuA 6-ro cer-
MeHTa neYyeHHW aBTOMAaTMYECKOHM FMAbOTMHHOM urnoi 17G
AUTOVAC (tpenaH-6uoncus). 3aknoueHue: pAaHHas Mopdo-
AOTMYECKas KapThHa MOXET COOTBETCTBOBaTb 3aboAeBaHMAM,
npoTeKatoLWmnM C HapyLleHnamM1 obMeHa xenesa.

Y3U opraHoB manoro Ta3a. Ha ¢oHe HanoAHEHHOro Mmoue-
BOro My3bIps BU3yaAM3UpyeTcsl MaTka pa3mepom 40 x 5 mm
B BMAE TsIXa, CTPYKTypa He AudbdepeHunpoBaHa, AMYHWUKK: npa-
Bblt — 19 x 10 MM, AeBbI — 20 X 6 MM. IXOr€HHOCTb NOBbILLE-
Ha. Bu3yannaunpytotca eAMHWYHbIE yqacTku 3-5 MM AMaMeTPOM.

MoneKyrsapHoO-reHeTU4ecKoe MccaesoBaHue. [poBepeHO
n3sneveHne AHK m uccaepoBaHve mytauumn 657del5 rena
NBN (cuHApoM HelmereHa) MeTOAOM MOAMMEPA3HOM Len-
HOW peaKkuun W AAAbHEWLLEro reTepoAyNAEKCHOrO aHaAu3a.
YCcTaHOBAEHO, UTO NauMeHTKa (NpobaHA) SBAAETCS rOMO3UroTOM
no mytaumu 657del5 B reHe NBN.

KnnHnnueckuii amarHos. CuHapom HeimereHa: kom6u-
HUPOBAHHbIK  UMMYHOAEDULNT, aAyTOCOMHO-PELLECCUBHbIN
™MN HacAaepoBaHuAa (D82.8), muKkpouedanms, oAMroppeHus,
3aAepXKa MOAOBOro U GU3UYECKOro pas3BuTMA, aHemusa 3-1
cTeneHn xenesopeduUMTHAsA, EAMHUYHbIE LUAUHAPUYE-
CKkre H6poHx03KTasbl B 9-M M 10-M CermeHTax HUXHWUX AOAEN
060MX AErkuX, OCAOXHEHHble GUOPOATENEKTA30M CpPEAHEN
AOAM cnpaBa, nepuop obocTpeHna AHL, cMHAPOM MaAbab-
copbunKn, UCKPUBAEHWE HOCOBOM neperopopkn 1-i crene-
HW. MouyekaMeHHas 60Ae3Hb. KamMeHb AEeBOM MOYKM, AMC-
KUHE3WNS XKEeAUYEBbIBOAALLMX NyTEW MO FMNOTOHUYECKOMY TUNy.
AvcnaHkpeaTusm.

MporHos

[porHo3 octaeTcq HEOAHO3HAUYHbIM, Y MAUMEHTKM UMEETCA
KOMOWHUPOBAHHbIA UMMYHOAEDUUNT, UTO yCyrybAseT cocTosi-
Hue. OAHOBPEMEHHOE NOpPaXeHWe pasHblX OPraHoB U CUCTEM
npu cuHApome HermereHa npeanoAaraeT MpPOrpeccuMBHOE
YXYALLEHWE COCTOAHMA NaumeHTa 6e3 apeKBaTHOroO AeYEHUS.

BpemeHHas wkana
XPOHOAOTUA Pa3BUTUA 60A€3HM NauMeHTKn H., ee KkAtoue-
Bble cobbITUA U NPOrHo3 NpeAcTaBAEHbl Ha puc. 1.
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Puc. 1. NauueHTka H.: XxpoHOAOTUA pa3BUTUS BOAE3HU, KAKOUEBbIE COObITUS U NPOrHO3
Fig. 1. Patient N.: chronology of the disease, key events and prognosis

Buoncusa
MocTtynaeHue KomnbtoTepHas UccnepoBanue CAM3UCTON 060NOUKU
B IBY3 PK «PAKB» Tomorpadusa KOCTHOro mMo3ra ABEHaALaTUNEPCTHOM
KULLIKK
23.12.2011 09.02.2012 11.01.2012 21.02.2012
28.12.2011 04.01.2012 16.01.2012 20.02.2012
MukpoGuonoruyeckoe MonekyAnsipHo- Buoncus neueHu,
uccaepoBaHue, NMmMyHonorMueckoe R —— a30dparoractpo-
4YyBCTBUTEABHOCTb obcaepoBaHUe . AYOAGHOCKONUS
K aHTU6UOTUKaM

OBCY>XAEHUE

Takum o6pas3om, CUMHAPOM HelimereHa conpoBoXAaeTcs
6OAbLLMM KOAMUYECTBOM PELMAMBUPYIOLLMX 3aboAeBaHWi, BO3-
HUKalOWMX Ha ¢oHe WMMyHopeduuMTa. B MX uncae mpeppac-
MOAOXEHHOCTb K 3A0Ka4eCcTBEHHbIM HOBOOBPa30BaHWSIM, paa1o-
UyBCTBUTEALHOCTb, @ TakXXe BECbMa 3HAUMMOE MECTO 3aHUMatoT
1 3aboneBaHUA AbIXaTeAbHOW cUCTEMbI. Tak, B MPWBEAEHHOM
Hamu cAyuyae OCHOBHOE 3ab0AeBaHWE COMPOBOXAANOCH PA3BUTH-
eM MuKpouedarru, OAMrodPEHNU, 3aAEPXKKU MOAOBOTO U GU3N-
UECKOro PasBUTWS, aHeEMUEN 3-ii CTEneHU Xene30AedULMTHON,
€AVHUYHBIMW LUMAMHAPUYECKMMU BPOHX03KTa3aMK 060MX AETKMX,
OCAOXHEHHbLIMW GHUBPOATENEKTA30M CPEAHEN AOAM CripaBa, Nepu-
opom oboctpeHust AH1, cMHAPOMOM Manbabcopbumm, UCKPWB-
AEHWEM HOCOBOW NEePEropoAkU, ModekaMeHHOM 6oAe3HbIo, AUC-
KMHE3Mel XeAUeBbIBOAALLMX MyTEM MO FUMOTOHUYECKOMY THTY,
AVCMAHKPeaTU3MOM, UYTO 3HAUMTEAbHO YCAOXHMAO MOCTAHOBKY
AvarHosa. 60C B AGHHOM KAMHUYECKOM CAyvae MposiBASACA WM30-
AMPOBAHHOW 06CTPYKLMEN MEAKUX BPOHXOB Ha GOHE PECTPUKTUB-
HbIX OrPaHUYEHWUIM 3HAUUTEABHOM CTEMEHW BbIPaXEHHOCTU, OAHA-
KO A@HHbIVM CUMNTOM ObIA HE BEAYLLWMM, @ TOAbKO COMYTCTBOBAA
MHOMMM OMKUCAHHbIM paHee CUMMNTOMaM M CUHAPOMaM.

KAMHUYECKUW NMPUMEP Ne 2

0 naumeHTe

MaupeHTtka M., 3 neT.

M3 aHaMHe3a: cembsi — MaTb, OTeL, U UX ABOE AETEN (6 AeT U
3 ropa) — opHoBpeMeHHo 3abonenn OPU. Cembsl Hbina KOHCYAb-
TMpOBaHa TepaneBTOM U NeaAnaTpoM, Obiaa HazHaueHa CUMMTO-
Matudeckasi Tepanua OPU. B AMHaMKKe camMo4yBCTBME U COCTOS-
HWEe NaUMEHTOB YAyULLAAUCh (OTMeYeHa TEHAEHLIMSI K CHUXEHUIO
Temneparypbl, YMEHbLIMAUCb KaTapaAbHble ABAEHUS W T.A.), 3@
UCKAOUYEHWEM MAaALLiero pebeHka. AeBouka bbina NoA NOCTOSH-
HbIM HaBAIOAEHMEM YYACTKOBOIO NneanaTpa W noAydana AeueHue.

®u3nkKanbHas AMarHoCcTUKa

MpY KAMHUYECKOM OCMOTPE OTMEUYAAUCH BAEAHOCTb KOXHbIX
NMOKPOBOB, KalleAb BAAXHbIM, MOCTOAHHbIN, MPOAYKTUBHbIW,
Temnepatypa ¢ebpuabHas — 39 °C. OpbllLKa 3KCNIUPATOPHas.
Taxukapaua. pyaHas kaeTka 6oukoobpasHasn. AptepuanbHoe
paBaeHne (AA) — 100/60 mm pt. cT. Mpu cpaBHUTEAbHOM
NepKyccMM Hap BCEW MOBEPXHOCTHIO AETKUX OMpPeAensieTcs
KOPOBHOUHbINM 3BYK. MpU ayCKyAbTaLMK BbICAYLUMBAETCS XECTKOE
AblXaHWe C BAAXHbIMWU Pa3HOKaAMOEPHBIMW XPUMaMU, CAbILLIK-
MbIMWU Ha BAOXe M Ha BblpoXe cAeBa. OObEKTUBHBIM OCMOTP
OpraHoB 1 cucTem: 6e3 NaToAorUK.

MpeaBapUTEeAbHbIN AUArHo3
OB6CTPYKTUBHbINA 6POHXMT. AH2. MHeBMOHMA (?).

AMHaMUKa 1 UCXO0AbI

YuuTbiBas OTPULATEABHYIO AMHAMWKY 3aboAeBaHWA, Ha
7-e cyT BOAE3HM YUYaCTKOBbIM MEAMATPOM Ha3HaueHbl PEHT-
reHorpadua OpraHoB TPYAHOM KAETKM B MPAMOW MPOEKLMH,
06LLMIA aHaAM3 KPOBU Y MOUM, BUOXMMUYECKUI aHaAU3 KPOBMU.

Mo pe3yabTatam 06cAes0BaHMA: HA PEHTTEHOrPaMMe opra-
HOB TPYAHOM KAETKM B MPSIMOM MPOEKUMU WHOUABTPATUBHbIX
TeHeW He BbIABAEHO, Aerkue aMdU3emMaTo3Hbl, YCUAEHUE COCY-
AWCTOrO PUCYHKa, TeHb cepala 6e3 ocobeHHocTel. B obuiem
aHaAM3e KPOBW BbIpaxXeH CABMI GOPMyAbl BAEBO. HasHaueHbl
aHTMbaKTepranbHan Tepanusa uedypoKCUMOM (3MHHaT), 6pOH-
XOAUTUUECKAs Tepanus, OTXapkWMBatolWMe npenapatbl, CUMMTO-
MaTnueckas Tepanusi. COCTossHME AEBOYKK TAXEAOE: BblpaxeHa
3KCNMpaTopHas OAblWKa, BAeAHas, BAAASA, COXpaHAETCs Temne-
patypa 39 °C, AA — 100/60 (Hopma). Ha 9-e cyT 3aboreBaHuUsA
pebeHoK ObiA HanpaBAEH B CTaUMOHApP MO MECTy XWTEAbCTBA
¢ AMarHo3om: «O6CTpyKTUBHbIN BPOHXUT. AH2. NTHEBMOHMSA (?)».

MocAre ocMoOTpa NeavaTpoM MPUEMHOr0 MOKOS AEBOYKa
OblA@ KOHCYALTHPOBAHa OTOPUHOAAPUHIOAOTOM. C AMArHo3om
«ABYCTOPOHHWIA THOWHbIN OTUT, OCTPbIN OBCTPYKTUBHbLIA OPOH-
xut, AH2» rocnutanmsmMpoBaHa B NOP-oTaEAeHME, TAE HAXOAU-
Aacb B TeUEHMe yaca.

CocCTosAHME PE3KO YXYALMAOCH, KPOBOXapkaHbe, napeHue
AA po 60/40, nerouHoe kpoBoTeueHue. [pu oka3aHuKU pea-
HUMALMOHHbIX MEPOMPUATUI HacTynMAa cMepTb. AMarHos
naToAOroaHaTOMUYecKuii: «<MHOPOAHOE TEeAO NPABOro raBHOMO
6poHxa (Nepo OT MOAYLLKM)».

Ucxoa
B pAaHHOM cAayvyae HebAaAronpuATHbIN — CMepTb, HACTYNUB-
LIas BCAEACTBME AEFOUYHOI0 KPOBOTEYEHMUS.

BpemeHHas WwKana
XpoHoAOTUS pa3BUTUSE BOAE3HU NaUMEHTKM M. npeAcTaBAe-
Ha Ha puc. 2.

OBCY>XAEHUE

Acnupauma MHOPOAHOTO TeAa y AeTel — AOCTaTOYHO pac-
NPOCTpaHeHHOE B MUpe ABAEHME. BOoAbLLIOe KOAMYECTBO aBTO-
POB OMWCbLIBAKOT pPa3AMUHble CAydau MOAOOHOM acnupauuu
[24-26]. R. Shah 1 coaBT. [27] NPMBOAST CXOXMUIK C HaLLWUM
KAMHWUYECKUI CAyYal ¢ acnmpaumrert nepa oT NoAyLWKKW, OAHAKO
nauMeHTa yAanOCb CNacTH, Tak Kak MHOPOAHOE TEeAO OCTaHO-
BMAOCb €Lle Ha YpPOBHE Tpaxeu, He 3aKyrnopuB ee MpOCBeET,
1 Bbl3BaAO 0bpas3oBaHue abcuecca, yeM BoBpems 0bpaTuao
Ha ceba BHWMaHKWe. pU UCNOAL30BAHWU METOAOB (YHKLIMO-
HaAbHOM AMarHocTMkK (Y3W, KT Lwen) MHOPOAHOE TEAO HE BU3Y-
aAM3MpPOBaNOCh. Mepo yaAaneHO XMPYPruyeckum nytem, NoAOCTb
abcuecca BCKpbITa WM ApeHMpoBaHa. [locaeonepaunoHHbIV
nepuoa npotekan 6e3 0CAOXKHEHUN.

CAOXHOCTb NPEACTaBAEHHOIO CAyvast 3aKAOUYaeTCA B TOM,
yto cumntombl OPU «MackupoBaAu» KapTUHYy WHOPOAHOIO
TeAa, UYTO 3HAUUTEAbHO 3aTPYAHUAO AMATrHOCTMKY W MPUBEAO
K AeTaAbHOMY Mcxopy. Mepo — peHTreHOHEeraTMBHbIN MAOCKMI
N TOHKWUI NPEAMET, UTO 3ATPYAHSIET €ro BU3yaAU3aUMo Mpu
peHTreHorpadum opraHoB rPYAHOM KAETKM U B CKOMAEHUSAX CAK-
31 npu 6poHxockonun. 06 3TUX OCAOXKHAIOLWMX PpaKTopax Heob-
XOAMMO NMOMHWTb NPU AGAbHEWLLEM PACCMOTPEHMUU MOAOBHbIX
CAyYaesB.



Puc. 2. NauneHTka M.: XxpoHOAOTMA pPas3BUTUA BOAE3HU
Fig. 2. Patient M.: chronology of the disease

KoHcynsTUpOBaHUe TepaneBToM
1 neanatpom no nosopy OPU

R-rpacdus opraHoB rpyAHOM KAETKU
B NPAMOW NPOEKLUUH,
06K aHaAU3 KPOBU U MOUM,
6MOXUMHUA KPOBU

C pnarHosom
«ABYCTOPOHHUWW rHOMHbIW OTUT,
OCTpPbI 06CTPYKTUBHbIN 6POHXUT, AH2»
rocnutaausmpoBaHa B AOP-otaeneHue

7-e cyT

9-e cyT

»

B TeueHue yaca cocTofAHUE pe3Ko yXyAluUAoCh. Mpu okasaHuu

peaHMMaLMOHHbIX MEPONPUATUI HACTyNUAa CMepTb

MpumeyuaHune. OPU — ocTpas pecnupatopHas nHoekums; AH — AbixaTeAbHas HEAOCTATOUHOCTb.
Note. ARl — acute respiratory infection; RF — respiratory failure.

3AKNKOYEHUE

Takum obpasom, BOC accoummpoBaH ¢ pasHOOO6pPasHbIMU
3a6OAEBaHMHMM, B TOM 4YMUCAE C BPOXAEHHbIMW, HACAEACTBEH-
HbIMU N I'IpVIO6p€T6HHbIMVI, TaKUMU KaK MHOPOAHOE TEAO 6pOH-
xa. Mpu nepBuuHOM ocmoTpe pebeHka ¢ BOC pekomeHayeTcs
npoaHaAu3npoBaTb AaHHble aHaMHe3a XW3HM U 3aboreBa-
HUA. OTCyTCTBVIe NMOAOXMWTEABHOM ANHAMUWKN TeYeHUs 6OA63HVI,
BOBAEYEHUE APYTUX OPraHOB U CUCTEM CAYXAT NOKa3aHUEM ANA
npoBeAeHUA AOMOAHUTEAbHbIX METOAOB UCCAEAOBAHUA U AVI(])-
depeHUunanbHoOn AMarHocTuku. CBoeBpeMeHHas, npaBUAbHas
ANArHOCTMKa U AedyeHue OCHOBHOIo 3aboneBaHUA C KAUHU-
yecknmmn nposiBAeHnAMKU BOC MO3BOAAT YAYYLIUTb MNPOrHO3
6OAE3HU UAK NPUBECTU K MOAHOMY BbISAOPOBAEHUIO pe6eHKa.

BKAAA ABTOPOB

H.B. AaryHoBa — KOHUEMNUMSA W AM3ANUH MCCAEAOBaHMSA,
HanncaHue TeKCTa.

T.B. CemMeHUyk — HanucaHue Tekcta, cbop Matepuana,
aHaAU3 AaHHbIX.

E.N. KyHueBUY — cHOpP M aHaAM3 AGHHbIX, PEAAKTUPOBAHME.
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