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Pe3tome. B cmamve npedcmaeﬂenbl CoBpeMEHHblE OauHble 0 ()uaeHocmuKe, 0COOEHHOCMAX 6€0€Hu}l,
BO3MOJICHOCIAX — XUpPYp2UYecKol  Koppekyuu  Oemell ¢  peOKOU  B8PONCOeHHOU  namosaozuell
MpaxeoOpOHXUAIbHO20 Oepesa — cuHOpomom Burvsamca-Kamnoenna. O030p HayuHou aumepamypvl OONOJHEH
cayuaem u3 KIUHUYeCKOU NPaKmuku y peOeHKa nepeozo 200a JiCU3HU, OeMOHCMPUpylouem mpyoHOCmu
OUACHOCIMUKU U JleYeH U pe6em<a C nepevlx Meciayee HCU3HU.

Knroueswle cnosa: oemu, 6podicoenHvle NOPOKU OPOHXONE20UHOU CUCTEMDbL, TNPAXEOOPOHXOMATIAYUSL
Levchenko N.V., Potapova N.L., Chavanina S.A.
WILLIAMS-CAMPBELL SYNDROME IN CHILDREN
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Summary. The article presents up-to—date data on the diagnosis, management features, and possibilities of
surgical correction of children with a rare congenital pathology of the tracheobronchial tree - Williams-
Campbell syndrome. The review of scientific literature is supplemented by a case from clinical practice in a
child of the first year of life, demonstrating the difficulties of diagnosis and treatment of a child from the first

months of life.
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BpoxieHHble TOPOKH OpOHXOJETOYHOW CHUCTEMBI BHOCST CEPbE3HBIM BKIAJ B CTPYKTYpPY
JIeTCKOW 3a00J1€Ba€MOCTH, MHBAJIMTHOCTU U CMEPTHOCTH. YacToTa BpOXKIEHHBIX TIOPOKOB Pa3BUTHUS
OpOHXOJIETOYHON CHCTEMBI CPEIHM BCEX IMOPOKOB pa3BUTHUS cocTaBiseT 10 4,6%. Hozomnornyeckue
(dbopMbI pazHOOOpa3Hbl M BKIIOYAIOT MOPOKH Pa3BUTHSI Tpaxeu, OPOHXOB, JETKHX U JIETOYHBIX
cocynoB [1]. JlmarHocTHpOBaHHBIE MOPOKM Kak MPUYMHA XPOHUYECKHX 3a00JI€BaHUI JIETKUX
¢ukcupytorcst B 1,4-14,5% cnydaeB, Toraa Kak MO JaHHBIM MOP(OJIOroB MOPOKHU pa3BUTHUS
BbIBIISIFOTCS B 48-78%, 4TO yKasplBaeT Ha HEJOCTATOYHYIO M HECBOEBPEMEHHYIO JMAarHOCTHUKY
JTAHHBIX COCTOSTHHM [2].

OnHUM M3 pelKUX MOPOKOB sBIIsAETCS CUHApPOM Buubsmca-KammnGenna (OpoHxomansius),
BIIEPBBIE ONKCAaHHBIN B 1960 r. Ha OCHOBaHMM MHOTOJIETHUX HA0JII0/IEHUH aBCTpaInHCKUX Bpayeit I'.
Bunssamca u I1. KemnGenna 3a 1eTbMu, CTpaAaloNMMHI XpPOHUUECKUMH O0JIE3HSIMHU OPraHoB JIbIXaHUs
[3].

Mopdonoruuecku cunpom Bunbsimca-Kamnoenna npeacrasiser coboil renepain30BaHHbIN
nedeKT XpsIei Ha ypOBHE CETMEHTapHBIX U CyOCEerMEeHTapHBIX OPOHXOB €O 2 1o 6-8 TeHepaIyu, 4YT0
INPUBOAMUT K PACIIMPEHHUIO0 U KOJJIaOMPOBAaHMIO OPOHXOB 3a CUET MIATKOCTH CTEHOK B Mpoliecce
IBIXaHusT U (DOPMHUPOBAHHIO «OAJUTOHHPYOMMX» OpoHxodkTa3oB. CornacHo 3akmoueHnto ECAC,
OCHOBHBIM ITaTOT€HETUYECKUM HapyIIEHUEM NPH OPOHXOMAJISIUH SBIISETCS KOJUIATC LEHTPaTbHbBIX
JBIXaTEIbHBIX IyTEH HA BBIJOXE, KOTOPBIM XapaKTepU3yeTCs Ype3MEpPHOW MHBArMHALIMEW 3aJHEN
creHku Tpaxeu [4]. 3asBnenue EBponeiickoro pecnmpatoproro obmectsa (ERS) o Tpaxeomansiuu
1 OpOHXOMAJISIIUU Yy JIeTell MO3BOJISIET BBLAENATH pa3Hble CTENEHH KoJularca Tpaxeu M OpOHXOB,
HabJr01aeMble BO BpeMs BbL0Xa (IpeAroiaraeMoe YMEeHbIIEHHE IO 1 POCBETa MONEPEYHOTr0
ceuenus >50%) [5].

JluHamuueckue M3MEHEHHMs IIPOCBETa JbIXaTENbHBIX IIYTEH SBISAIOTCA CEPBHE3HOM,
TPYIHOYCTPAaHUMOI 3ajauyell B JIETCKOM BO3pacTe€ M COIPOBOXKAAIOTCS OOCTPYKTUBHBIMU
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HapyIIeHUsIMH, pePpakTEpHBIMU K TPATUIIMOHHON OpOHXOIUTHYECKOM Tepanuu [3, 4, 5]. CormacHo
nanHbIM bapanoBa A.A. u np. (2017) yaie Bcero aedekt umMeeT pacpoCTpaHEHHBIN IBYCTOPOHHUN
XapakTep W BCTPEYACTCsl y JIMI My)XCKoro mona [6]. ABropamu Yasui A. ¥ Jp. MpeACTaBICHbBI
JaHHbIE, CBHUJIETEIbCTBYIOIME O COYETAHWU HE3PEJIOCTH XpsIled AMCTAaIbHOW 4YacTH Tpaxeu ¢
APYTUMH  BpPOKIACHHBIMU aHOMAQJIUSAMHU OpOHXOJIETOYHOM CHUCTEMbl — JIapMHIOMAasLuei,
TPaxeoNUILEBOAHBIM CBUILOM M APYTMMHU IOPOKaMU Pa3BUTHS, YTO OCIOXKHSET AMATHOCTUKY U
TAKTUKY JICUCHHS TAKUX MalMeHToB [7].

Knunuko-namozenemuueckue ocooennocmu. OCHOBHAs CII0KHOCTb IMarHOCTUKU JAHHOTO
COCTOSIHUSL CBsi3aHAa C JIe0I0TOM OpOHXOOOCTPYKTMBHBIX HapylleHHMHl Ha (oHe ocTpoi
pecrnupaTopHOi HHPEKIMH, YTO XapaKTePHO I OOBIYHOTO OOCTPYKTUBHOIO OPOHXHUTA U HE BCETa
BBI3bIBAET HACTOPOXKEHHOCTh IIEINATPOB U Bpaueil-crenuaniucToB. bapaHoB A.A. 1 COaBT. CUUTAIOT,
4TO HecTienn(uieckas KIMHUKA 3aTPYJHIET OCTAHOBKY JHAarHo3a, 0COOCHHO y IeTei MepBOTo roja
KHM3HHM, OJIHAKO YIOPHBIM XapakTep OOCTPYKTUBHOI'O CHHApPOMAa M IPU3HAKU JAbIXaTeIbHOU
HEI0CTaTOYHOCTH JIOJKHBI ONIPEIENIATh HEOOXOJUMOCTh yriTyoieHHOTo obcnenoBanus [6]. [Tozauee
IPUCOCIUHSAETCS OABILKA MNpU (U3NYECKOH Harpys3ke, HpPU3HAKU XPOHMYECKOW T'MIOKCUU
(oTcraBanme B (PU3MUECKOM pAa3BUTHH, (OPMHPOBAHUE «UACOBBIX CTEKOM» U «OapabaHHBIX
rajouek»), GOpMHUPOBAHUE OPOHXOIKTA30B.

Aptopamu SApomesckoit O.W., I'ypeBuu O.E. u gap. omucaH KIMHUYECKHH cCitydaii
JIMAarHOCTUKN cHHApoMma Buibsmca-KomnbGenna y pebenka 8 ner. B nanHoM wuccinenoBaHuu
BHHUMaHHUE aKIIECHTHPOBAHO HA PAaHHUX MPOSIBJIIEHUSAX PELIUIUBUPYIOLIETO OOCTPYKTUBHOTO CHHAPOMA
(c 8 Mec.), uTo mpUBENIO K BepUpUKalLUU nuarHo3a OpOHXMANbHOM acTMbl B Bo3pacte 2 jeT. B
JanpHeHmeM peOeHOK JUTMTENBHO MOJTydall MpernapaTbl 0a3ucHON Tepanud OpOHXHAIBHON acTMBI,
OpOoHXOMIATATOPBI 10 NOTpeOHOCTH. OJTHAKO HAJIMYUE OJBILIKY, KAl C OTJeI€HUeM THOWHON U
CIIM3UCTO-THOMHOM MOKpPOTBI, & TaK)X€ BBISBICHHBIE B BO3pacTe 7 JET pPacHpOCTPAHCHHBIE
OpOHXO9KTa3bl, MPU3HAKM XPOHUUYECKOW THUMOKCUU (OTCTaBaHHE B (PU3MUECKOM pa3BUTHH,
(bopMHpOBaHHE «YACOBBIX CTEKON» M «0apabaHHBIX MANI0YEK»), WHUIMUPOBAIH YTIyOIeHHOEe
o0clieioBaHMe, PE3ylIbTaTOM KOTOPOTO sIBUJAch IIOCTAaHOBKAa JUarHo3a: OpOHXO3KTaTHYecKas
0one3Hb. B pesynbrare mnporpeccUpyromero yXyALIEHUS COCTOSIHMSL peOeHKa BBIIOJIHEHA
TOPAaKOCKOIIMYECKasi PE3eKUUs HI)KHEW JOJIM TNpaBoro Jerkoro. IIoBTOpHOE TIHMCTOIOTHYECKOE
HCCIEA0BAHUE YIAJICHHOW HWKHEH JIONM BBIABWIO THIIOIUIA3UIO XPSAIIEW CErMEHTapHbIX H
CyOCerMeHTapHbIX OpOHXOB, YTO JOKa3aJo BPOXKJIEHHYIO aHOMAJIMIO Pa3BUTUS — CHHAPOM
Bunssamca-Kamn6emna [8].

B nocnennue roapl peructpupyercs cuHApoMm Bunibsmca-KsmmnOenna y  B3pocibIx
MalUeHToB, HauboJiee yacTo MOCTAaHOBKAa JMAarHo3a MPOUCXOAUT B Bo3pacTe crapuie 50 jer. B
JAHHOM clly4ae pedb UJeT 0 IpuoOpeTeHHOH (hopMme, 00yCIIOBIEHHON HE MATKOCTBIO XPsILEH, a Jarle
BO3HUKAIOIIEH B pe3yjbTaTe€ CHAABICHMSI TpPaxeu H3BHE U CONPOBOXKIAIOUIYIOCS JIOKAIbHBIMU
VU3MEHEHUSMHU CTEHKHU.

B xone uccnenoanwus, nposegaennoro Thomas R., Chang A. u ap., ObUTO YCTaHOBJIEHO, YTO
HaJINYME TPaxeoOpOHXOMAJISIUK MOBBIIIAET PUCK GOPMHUPOBaHUSA OpOHX03KTa30B B 24,4 paza [9].
[Ipenmonaraemblii  MexaHu3M (OPMUPOBaHMSI OpPOHXOIKTA30B 3aKIIOYAeTCs B HapylIEHUU
MYKOLMJIMAPHOTO KJMPEHCa, BTOPHUYHOTO IO OTHOLICHHIO K He3(P(EeKTHBHOMY KallIo H3-3a
YaCTUYHOTO 3aKPBITUS JIbIXaTENIbHBIX IyTEH, 4YTO IPUBOJUT K 3a/I€PKKE CEKPETa U BIOCIEACTBUU K
XPOHUYECKON HMH(EKIMU HIKHUX IbIXaTENbHBIX IyTeH, BOCHAJIEHUIO M TOBPEXKIECHUIO CTEHKU
TpaxeoOpoHXHaNbHOrO nepeBa. Hamuume OpOHXOSKTa30B MPOSBISETCS KAallUIEeM C OTHEJICHHEM
THOIHOM MOKPOTBI, ITyMHBIM JIbIXaHHEM U HapyIICHUEM JIETOYHOM BEHTUIISILIMU 110 OOCTPYKTUBHOMY
THUTLY.

BaxubiMu nipezcraBinsitoTes qanHbie uccaenosateneir Chotirmall S.H. u np., ykaseiBarorme
Ha (HOpMUPOBAHHE TETEPOTEHHOTO MHKPOOMOMa B OPOHXOIKTATHYECKH M3MEHEHHBIX OpOHXaX, B
OoJIbLIIeH YacTH MPEICTaBIEHHOI0 IPOTE00aKTepUsIMU U MUKOOaKkTepusiMu TyoepKyesa [10].

Onucanbsl Mapkepbl Manb(hopMaluil TpaxeoOpOHXUAJIBHOTO JepeBa, NPUBOIAIINE K
(dbopmMHpOBaHHIO OPOHXOIKTA30B [6]:

1) xpoHunueckuii Kamenb (MPOYKTUBHBII WK 0€3 MOKPOTHI) Ha MPOTSHKEHUH Oosiee 8 Hel.;
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2) IepCUCTUPYIOIIME XPHUITBI B JITKUX, KOTOPbIC HEBO3MOXKHO OOBSCHUTH IPYTUMH PUUHHAMU;

3) HEeNoJHOE pa3pellieHUe MHEBMOHUU MOCJC aJCKBATHOW TEeparuM, WA MOBTOPHBIC MHEBMOHUU
OJIHOM U TOH Ke JIOKaIU3alliH;

4) «acT™May, TOPIHIHAS K aJICKBATHO HA3HAYCHHOM U TIPOBOIMMOI TEpaInu;

5) HayMuue PEeCUPATOPHBIX CHMIITOMOB y JETE€H CO CTPYKTYPHBIMH H /WM (YHKIIHOHAIbHBIMH
HapYUICHUSIMH KETyI0YHO-KUIIIEYHOT'0 TPAKTA U BEPXHUX JIbIXaTEIbHBIX ITyTEH;

6) kpoBOXapKaHbeE.

Juaznocmuka. J115 OJHOLEHHON TUArHOCTUKY U UCKIIIOUEHUS IPYTHX BO3MOXKHBIX IPUUUH
JBIXaTeNbHBIX HAPYIICHUHN ciieyeT oOpaTUTh BHUMaHUE Ha!

1. B HeoHaTanbHOM NIEPUO/JIE U PAHHEM BO3PACTE — BEPOSITHOE HAJTMUKE aCIIMpallMi THOPOIHOTO Tella
B aHAMHe3e, HeOOXOAMMO U3YUYUTh TEUEHHE PAHHETO0 HEOHATAJIBHOTO MepHoja (pecrnupaTOpPHBIA
nucrtpecc-curapom, nueBMonus) [1, 4]. Cornacuo nanueim Skosnesa E.U., Esceesoii I'.I1. u ap.
(2019) na teppurtopun [Ipuamypss HauOosiee yacto BIIPJI BeIsBISIOTCS Y AeTeil JOMTKOIBHOTO
Bozpacra (3-6 uer), no 3 neT, BKIKOYas AHTEHATAJbHbIM NEpUON, JUArHOCTUPYHOTCS
MIPEUMYIIECTBEHHO KUCTO3HBIE MalibpopManiuu [2].

2. JlabopaTopHBbIe MOKa3aTeIu:
® ICCIICIOBAaHUE Ta30B KPOBU (BBIPAKEHHOCTh JIBIXaTEJbHBIX  HAPYIICHWH), YpPOBHS

UMMYHOTJIOOYIMHOB B chiBopoTke KpoBu (I A, M, G, E) (uckimodyeHune MnepBHYHOTO
UMMYHOJC(UITUTHOTO COCTOSTHUSA);

® CKJIIOYEHUE MYKOBUCIH03a — IIOTOBBII TECT, ONpEJEIICHNE HEUTPaAIbHOIO KHpa B Kaje,
aracraza Kajga, HpU HEOOXOIMMOCTH — MOJIEKYJSIPHO-TEHETUYECKOE HCCIIEJOBaHUE TI'€Ha
MyKOBHUCLIH103a [6];

® MUKpPOOMOJIOTHMYECKOE HUCCIIEeIOBAHUE MOKPOTHI U OIpe/elieHHe YYBCTBUTEIHLHOCTH MAaTOr€HOB
(KoJIOHM3AIMS arpecCUBHOM (IIOPHI).

3. Pertrenonornyeckue mokasarenu:

e yepeqoBaHHE dM(U3EMATO3HOTO B3yTHUS C OYaraMy MHEBMOCKIIEpPO3a;

® Ha KOMIBIOTEPHOM TOMOTpaMMe TreHepaIn30BaHHbIE «BEPETEHOOOpa3HbIE» OPOHXOIKTA3bI C
JaOUJIBHBIM TPOCBETOM BO BpEMs JAbIXaT€IbHOrO IUKJIA (PEKOMEHIYETCS BBINOJIHATh
KOMIIBIOTEPHYIO0 TOMOTpaduio B TMHAMUYECKOM pekuMe ¢ Gukcarueit Beigoxa) [11].

4. OyHKIMOHAJIBHOE HCCIIEI0BAHUE!
® Ha CHUPOMETPUU BBIIBISIIOTCA OOCTPYKTHUBHBIE WM KOMOMHHPOBAaHHBIE HAPYIICHUS

BEHTUJISIIINH;

e perymspHoe (1 pa3 B 6-12 mec) sxokapauorpaduyeckoe HCCIEOBaHUE C JIONIIEPOBCKUM
AQHAIN30M, T.K. BO3MOXKHO (OPMHUPOBAHME JIETOYHOIO CepAla M JIETOYHO-CEepJeUHOU
HEJOCTATOYHOCTH.

[IpumeyaTenbHO, YTO OOCTPYKTHMBHBIE HapylieHUs pedpakTepHbl K MNPUMEHEHHUIO
OpOHXOAUIATHPYIOIINX TPENnapaToB, XOTs MPUBOAATCA MAaHHBIE O JIOCTOBEPHOW CBS3H C
TpaxoOpoHxomasiiuen Hu3kux 3HaueHnit OPB1 1 MuKoBOM ckopocTH Bhioxa [12]. ABTOopamu
Fahy A.S., Chiu P.P. moka3zaHo, 4TO TpaxeoOpOHXOMAJIAIHMsI COMPOBOKIAAETCS 3HAYMTEILHBIM
CHUYKEHHUEM JIETOYHOTro Kiupenca [13].

5. DHIOCKONMYECKOE UCCIIEI0BAHHE.
® «30/0TBIM» CTAaHIAPTOM JUATHOCTHKU JIAHHOTO TIOPOKa pa3BUTHUS OCTaeTCs TuOKas

Oponxockonus. [IpoBoauMBI  anbTEpHATHBHO METOJl BUPTYAIbHOH  OpPOHXOCKOMHU
IPOIEMOHCTPUPOBAJ BBICOKYIO CEM(PUUHOCTD — 95,5%, HO HEBBICOKYIO YYBCTBUTENBHOCTD —
42,5% [14].

Jleyenue. TakThka BeJCHUS TAIlMeHTa C CUHApoMOM Bumbsmca-Kamnbenna cocTouT us
KOHCEPBATUBHBIX MEPOIIPUATHI U XUPYypruyeckoro BMenarenscTsa [15].

OcHoBHast 1ienb — Oopb0a ¢ WHGEKIHeH, yiaydiieHue OpOHXHATBLHOW MPOXOAUMOCTH,
JTUKBUJAIUS  OpOHXO0OOCTpYKIIMHA. AHTHOAKTepHATbHAs Tepamusi — BAKHBIA KOMIIOHEHT
KOMIUIEKCHOTO  JICYEHHUs TAI[MEHTOB, BHIOOp KOTOpOH oOmpenenseTcss Mo pe3yibTaraMm
MUKpPOOHOJIOrMYECKOTO HUCCIEI0BAHUS MOKPOTHI. VMHransiroHHble OpOHXOAUIIATATOPHI MOKAa3aHbI
IpU OCTPOM »HmH30je OpoHxHanbHOH oO0cTpykuuu. Ilpeamourenue otnaerca [2-aroHuUcTam
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KOPOTKOTO JACHCTBUSI U aHTHXOJIMHEPTUYECKUM cpeacTBaM. WHraisnuoHHblE KOPTUKOCTEPOUIbI
(Oynmeconua) pekoMeHa0BaHO HaszHadyatk B o3¢ 500 wkr/cyr. [lpumMeHstorcss cpeicTtBa Juls
YIIyYIIEHUS! JAPEHAXKHONW (QYHKIMH OpOHXOB (MYKOJIMTUYECKHE M OTXapKUBAIOIIUE CPEACTBA,
¢bu3noTepaneBTUUYECKOe JICUeHHE, MEPKYCCHOHHBIA Macca)X TPYyAHOH KIETKH, MOCTYpaJbHBIN
JpeHax, JpIxaTellbHas TMMHacThka). Yem mutamgmie peOeHOK, TeM Oojiee MacCUBHBIE METOIMKHU
JPEHUPOBAHUS UCIIOJIB3YIOTCS [6].

Jlerkue ¢dopmbl 3ab0eBaHMsI MOTYT OCTaBaThCsl HEAUArHOCTHUPOBAHHBIMU M TPEOYyIOT
MOHUTOPHUHTA COCTOSIHUS MalMeHTa. B Jle4eHuN CpeHeTsHKENbIX U TSOKETIBIX (POpM ImpejiaraeTcst
HCIOJIb30BaHUE XUPYPTUYECKUX METOJI0B. B He1aBHEM IIPOILIOM peub 11j1a O MyJIbMOHAKTOMHHU WIIN
pe3eKLMH JIETKOro. B nocienHee BpeMsi UCIONb3YHOTCSI HHHOBALMOHHBIE METOJIbl XUPYpPru4eCKOro
JICUEHHUSI: TIEPEIHSS, 3a/IHsIS1 TpaxeoneKkcusi, aoproctepHonekcus [16, 17, 18]. 3aanssa Tpaxeonekcus
JIEMOHCTPUPYET XOpOILUE PE3yJbTaThl JakKe€ B CIy4yae COYETAHMsI MOPOKOB Pa3BUTHUSA — TAKUX Kak
TpaxeoOpOHXOMAJISIUS U aTpe3us MUIIEBOIa. TOpaKOCKOMMYEcKas aOPTONEKCUs Y JIeTeHl yCIenHo
BBITIOJIHAETCS TOPOACKON BaHO-MaTpeHHHCKON JETCKOW KIMHHUYECKOM OonbHMIE TI'. MpkyTcka.
OpHako Ha HACTOAILIUN MOMEHT MPOOIIEMOIT OCTaeTCs MPUMEHEHHE TAaHHOTO METO/Ia y IeTel cTapiie
1 Mecsilia, YTO OTOJIBUTAET CPOKH BO3MOXKHOTO MEHEE HHBA3UBHOI'O XUPYPIHUECKOTO BMELIATEIbCTBA
y aerei [8].

Kpowme Toro, paccmarpuBaroTcs BO3MOKHOCTH pacIIUpPEeHUs apceHalla JIeYeOHbIX METOIUK 3a
CU4eT CO3/aHHUA OMOTEXHOJOTHYECKMX HWMIUIAHTATOB, BHYTPHUIIPOCBETHBIX METALTUYECKUX,
CWJIMKOHOBBIX WJIM OMOpe30pOMpYyeMbIX CTEHTOB, WMH M 3D — peKkoHCTpyKUuMHM U medatu
JBIXaTeIbHBIX MyTEH y AeTel mpu TpaxeoOporxomasiuu [19, 20].

[TpuBoMM KAunuueckuii cnyyaii cuaapoma Bunbsimca-Koamnbenia y pebenka nepsoro roja
KHU3HU.

JleBouka 2,5 mec. nepeBeneHa B oTAelieHHe paHHero Bo3pacta 1'Y3 «KpaeBas nerckas
kimanueckas 6onpauay (KJKDB) u3 nenrpansHoil paitonnoi 6onpHUIE (LIPB), roe naxonunace B
TE€YEHHE 2-X CYTOK C JUarHo30M BHEOOJbHUYHAS IBYXCTOPOHHSS O4YaroBasi THEBMOHMS, CpEIHEH
CTETICHU TSAKECTH.

W3 aHaMHe3a *U3HU U3BECTHO, YTO PEOEHOK OT 5 OepeMeHHOCTH, 2 poJoB. bepeMeHHOCTD
npoTekana Ha (poHe aHEeMHUH, CyOKOMIIEHCHPOBAHHOW (OPMBI XpOHHYECKOH (heTorianeHTapHon
HEJ0CTaTOYHOCTH. POJIbI uepe3 ecTecTBeHHBIE POJIOBbIE MyTH Ha cpoke 38-39 Henm., oTMeuaaoch
JBYKpaTHOE Tyroe oOBUTHE IyIOBHUHBI BOKPYT I1eu. Macca npu poxjaeHuu — 3340 r, jyHa Tena —
51 cm, orenka mo mkane Anrap — 9-9 6amios. Baknuauposana: BI'B V1, BIXX — megoTso.

C poxIeHusi COCTOSHUE 3acCilIy’XKUBAJIO BHHUMAaHHA 32 CUET KOXXHO-TEMOPPAru4ecKoro
cuHapoma. B Bo3pacre 2-X CyToK y peOeHKa NOSIBIIINCh YMEPEHHBIE JIbIXaTeJIbHbIE HapyIIEHUS Ha
¢done nuxopaaxu 10 37,7°C, B CBSI3M C UeM BBINOJIHEHA PEHTIeHOrpadus OpraHoB IPyIHON KIIETKU
(OI'K) u omnmcaHbl NpU3HAKU MEJIKOOYAaroBOW IPaBOCTOPOHHEW NHEBMOHMHU. JleBouka Oblia
IepeBesieHa B OT/AeIeHue naToaorun HoBopoxkaeHHbIX 1'Y3 KJIKDB, rae Haxonunacs Ha JIEYEHUH B
TedeHue 3-x Henenb. [Ipu nocTynieHuu cocTossHue cpeiHel CTENEeHH TSHKECTH 3a CUET JIbIXaTeNIbHbBIX
HapylLIeHUH, yMEPEHHOW WHTOKCHKAILlM{, HEBPOJIOTMYECKOM CHMIITOMATHKH. B remorpamme —
BOcHaluTeNbHble U3MeHeHus. [lomyuana aHTHOakTepHalbHYIO  Tepanuioo  (aMIOULWLINH-
cyib0akTaM). B KOHTPOJNBHBIX HCCIEIOBAHUAX COXPAHSUIMCh BOCIHAIUTENbHBIE W3MEHEHUS B
reMorpamMmMe, TmoBblieHHe ypoBHs ~C-peaktuBHoro Oenka (CPB). [IlpoBenena cmeHa
aHTHOAaKTepUaIbHOTO Mperapara o JaHHBIM OakTepHaIbHOro MoHuTOopHHra. Ha one kynupoBanus
ITHEBMOHHUHM 1O JIaHHBIM PEHTI€HOI'PaMMbI, HAPOCIIN BOCHAIUTEIbHBIE U3MEHEHHS] B TEMOTpaMMe,
4To0  NOTpeOOBaJi0O  MPOJODKEHUS — aHTHOakTepuanbHOM  Tepanuu. Ilpu  KOHTpOJIBHOM
PEHTTEHOJIOTUYECKOM O00C/IeIOBAaHUM HMHQWIBTPALlUU HE BbIIBIEHO. Ha MOMEHT BBINHCKU U3
CTallMOHApa COXpaHsUICA PENKHI Kallleb.

UYepes Hepemnmo mocie BBIMUMCKM M3 CTAal[MOHapa MaMa OTMETWIIA, YTO Kallelb CTall yalie.
OOpatuiuch K y4yaCcTKOBOMY IEAMATpy, HOJydaja JIEYeHHE IO TOBOAY OCTPOil pecnupaTOpHOM
MH(pEKINH, 0OTMeYascs MOJ0XKUTENbHBIN A (HEKT OT Ha3HAYCHHOU Teparuu, 0JHAKO Yepe3 HECKOIbKO
JHEW Kallellb CTall MaJIONPOIyKTHUBHBIM, MOSBUIACH OJBIIIKA, YTO MOTPEOOBANIO TOCHHUTAIU3ALNN
pedenka B LIPh. [Ipu mocTymieHnn J€BOYKH COCTOSTHUE PACIIEHEHO KaK CPEAHEH CTEMEHU TsHKECTH
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32 CYeT pecnupaToOpHO-KAaTapalbHOTO, OpPOHXOOOCTPYKTHMBHOIO  CHHAPOMOB, CHHApPOMa

UHOWIBTPALUU JIErOYHOM TKaHU, HEBPOJIOTMYECKON CUMIITOMATUKHU. becnioxon

MaJIONpPOIYKTUBHBIN Katienb. [Ipu 3ToM camouyBcTBUE pebeHka 0cob0 He cTpaaalo, rpyb cocala

akTUBHO. OTMedanach OJIEAHOCTh KOXHBIX HOKPOBOB, BTSDKEHHE MEXKPEOEPHBIX MPOMEKYTKOB.

[lepkyTOpHO HajA JErKUMH BBICIYLINBAICS KOPOOOUHBIN 3BYK, IIPU ayCKYJIbTALIUUA — OCIIA0JIEHHOE

IBIXaHUE, CYyXHE€ CBUCTSIIME XPHUIBI MO BCEM IOJISAM JITKHX W KPEMHUTUPYIOIIME XPUIIBI B 3aHE-

HwkHuX otaenax, YJ1J1 48 B mun, UHCC 144 B muH, caryparus O2 97%. 'emoauHaMuka cTaOuiIbHasl.

[Teuens, cene3enka He yBenuyeHbl. OU3NOIOTHUECKUE OTIIPABICHUS HE HAPYIICHBI.

JlaHHbIE TOMOJIHUTENBHBIX METOJIOB 00CIIEIOBAHMUS:

- Temorpamma: remorno6un 123 r/m, apurpormTtsl 3,6x10%/n, neftkormrsr 11,7x10%m, mumdonuTs!
28%, cermMeHTosIepHbIe HeHTpodmIsl 68%, MoHOUUTH 4%, TpoMbomuTsl 249x10%1, COD 12
MM/4ac.

- buoxumuueckuit ananm3 kpoBu: rioko3a 4,1 mmonns/in, AJIT 19 En/n, ACT 40 En/n, obmuii 6emok
71,5 v/n, CPB 0,1 mr/m.

- Pentrenorpamma OI'K — mpu3Haku ABYyCTOpPOHHEH MEIKOOYaroBOil MHEBMOHUHU.

Hauara antmbakrepuanpHas tepamus nedorakcumoMm. Ha Qone Tepanmum coxpaHsumch
CUMITOMBI JIbIXaTEJIbHON HEIOCTATOYHOCTH, B CBSI3M C YEM JIEBOYKA MepeBelieHa U3 IICHTPATbHON
pailoHHOl OonbHMLIBI B OTHAeleHHE paHHero Bo3pacta ['Y3 «KpaeBas perckas KiIMHHYECKas
OOJIBHULIAY.

[Tocne mnepeBoma pebenka B KJIKB Opula mpomomkena — aHTHOaKTepHaIbHASA,
MYyKOJIUTHYECKas, OpOHXOJIUTHUECKas Tepanus. B muHamuke Ha 3 cyTku npeObIBaHUS B CTallMOHApE
COCTOSIHME pEOCHKAa pACICHEHO KaK TsDKEIOe 3a CUYeT HapacTaHUs SIBJICHUN JbIXaTeIbHOU
HEJOCTaTOYHOCTH Ha (GoHE OPOHXOOOCTPYKIIMM M TEYCHHs] MHEBMOHUHU (Y/UIMHEHHE BBIIOXa,
BTSDKCHHE MEXKPEOCpHBIX MPOMEKYTKOB, HIDKHEW TPETH TPYIUHBI, OJETHOCTh KOXKH, LHAHO3
HOcoryOHoro TpeyroibpHuka, Y/1J1 B mokoe 42 B MuH, Ipu Harpy3ke — 10 56-60 B MUH, CHUKEHHE
caTypauuu KpoBH 110 83-87%). [Ipu ayckynabTaluu JErKUX COXPAHSUIMUCH KPEMUTUPYIOIINE XPHUITBI C
2-X cTOpoH Ha (poHe ocrabiaeHHOro AbixaHus. B reMorpaMMe Hapociau BOCHAIUTEIbHbIE U3MEHEHUS
(JIeKonMTO3, HEUTpodmiIe3), B Ta30BOM COCTaBE KPOBH — SIBJICHHS THIOKCEMHUH, OTMEUYajocCh
yBenuuenue aktuBHocTH CPb (5,77 mr/n). Ilo nanHbIM HelipocoHOTrpad Uy BBISIBIEHO pacIIupeHue
cy0apaxHOMIaTFHOTO MpOCTpaHcTBa, Y3M abnoMUHAIBEHOTO — OOOTalieHue BEHO3HOTO PHCYHKa
nedeHu. JleBouka ObLIa KOHCYJIBTUPOBAHA MYJIBMOHOJIOTOM, MPENOI0KEHO T€YEeHHE OPOHXUOINTA
WIA BPOXICHHOH aHOMalMH OpPOHXOJETOYHOH cHUCTeMbl. [ MpoBeAeHHS JAMAarHOCTHYECKOTO
noucka pekomenaoano nposeneHne KT OI'K, O6ponxockonuu. Hawara momauya yBia)KHEHHOTO
KHCJIOpOJia yepe3 HOocoBbie KaHtonu. K Tepanuu moakimtodensl Oyneconus 250 Mkr 2 pa3a B JI€Hb
yepe3 HeOyaii3ep, MpeIHu30I0H KOPOTKHM KyPCOM.

[TpoBeneHb JONOTHUTENBHBIE 00CIeIOBAHUS:

1. Mazok Ha Bupycsl merogom IIIP: PHK/IHK BupycoB rpunmna, OPBU ne BbaBnensl. JJHK
MUKOTIJIa3MbI THEBMOHHSI HE 00OHAPYKEHO.

2. IToToBBIi TECT — coaepKaHue XJIOPUI0B 47 MMOJIB/I (HOpMa).

3. UmmynorpamMma: Ig G17,03 r/m, Ig M 2,08 t/n, Ig A 0,57 r/n (Hopma). Jlumbonutser (CD3+)
70,28% (63,4-79), mumdormtsr (CD3+) 4342x10 %1 (3411-6675), T-xemmepsr (CD3+ CD4+)
29,06% (37-53), T-xemmepsr (CD3+ CD4+) 1769%x10 %/n (2130-4200), HMTOTOKCHYECKHE
mumpornuter (CD3+ CD8+) 40,37% (16-28), murtotokcuyeckue mumdorutel (CD3+ CD8+)
2494x10%/n (830-2360), mmmyHO-perynsTopHsiii uaaexc 0,72 (1,5-3), B-knerxu (CD19+) 15,06%
(14,5-29), B-knerku (CD19+) 931x10 /1 (800-2300), NK-knetku (CD16+56+) 11,93% (2,7-11),
NK-xrerku (CD16+56+) 737x10%x (100-900), NKT-xnerku (CD3+/CD16+56+) 0,67% (0,5-2),
NKT-knerku (CD3+/ CD16+56+) 41x10 /1 (20-170), axtuBuposannsie T-knetku (CD3+/ HLA-
DR+) 2,97 % (0,2-1,8), akrusupoBannsie T-knetku (CD3+/HLA-DR+)183x10%m (10-130), CD
45-99,72% — nokazaTeNn B Ipe/eiax HOPMBI.

4. BakTeprorpamMmma: U3 MOKpPOTHI BhifeneH S. Pneumonia 102 KOE/mi1, co cIM3MCTBIX MUHIATHH U
3ajHel cTeHky rI0TkH — Enterococcus faecium 107 KOE/m.

5. OKI" — cuHycoBasi TaXuKapIusi, yMEpEHHbIE U3MEHEHUS ITPOLIECCOB PENOJIAPU3ALUU B MUOKap/IE.
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6. OxoKI" — gumarammst mpaBoro npeacepaus, Tpukycnuaanbaas peryprutanus 1 ct, CJJIA 39 mm
pPT CT, HE3HAUYUTEIbHOE KOJIMYECTBO CBOOOAHOM JKMIKOCTM B IIOJIOCTH IEpPUKapAa,
IPEUMYIIECTBEHHO 3a MPaBbIMKM OTJENIaMH cepua (cemapanusi JUCTKOB IepuKapaa B 00JIacTH
npaBoro AB-coenunenust 5 MM, B 001acTH BEpXyIIKU 3-4 MM, 32 IIPABBIM JKEITYIZOYKOM — | MM),
(YHKLHOHUPYIOLIEE OBAJIbHOE OKHO 2 MM.

7. TpaxeoOpOHXOCKONHS — MOATBEpPKIeHa OpPOHXOMANIALIMS HAa YPOBHE OT 2-U 110 8-i reHepanuu
OpOHXOB, BBISIBJIEH JIBYCTOPOHHUN 3HAOOPOHXMT C MHTEHCHBHOCTBIO BOCIHANEHUs | CTeneHwu.
VYcThst OpOHXOB 3aMOJIHEHBI CIM3UCTO-THOWHOM MOKPOTOH, TPOBE/IeHA ACTUPAIIMOHHAS CaHAIIHS C
o0eunx cTopoH. MokpoTa oTIpaBieHa Ha 0aKTepUaIbHOE UCCIIEOBAaHUE.

8. lanusie KT OI'K: nerounsie moyisi CHMMETPUYHBIC, TOJB3IYTHl B JIATEPAIBHBIX OT/AETaX.
Ou4aroBbIX U UHQOUIBTPATUBHBIX N3MEHEHHUH HE BBIBICHO. BpOHX0-COCYAMCTHIN PUCYHOK YCHJIEH.
B S8 cnieBa arenekra3. Tpaxes u riaBHble OpOHXH HE U3MEHEHbI. OnpeeseTcss He3HAUUTEIIbHOEe
pacuIMpeHre CerMEHTapHbIX OPOHXOB IO THUIy OpOHX03KTa30B. KOpHU J€TrkUX CTPYKTYpHBIE.
3akmoyenue: KT npusHaku 6ponxoodcrpykunu. bonesns Bunsmca-Kamnoenna?

PebeHOK KOHCYJIBTUPOBAH CIELUAINCTAMH.

Jerckuii kapauosnor — BTOpUYHBIN 3KCCYIaTUBHBIA PEAKTUBHBINA NEPUKAPAUT, MOJOCTPOE
teyenue. POO. XCH 0-1.

HNmmyHonor: UMMyHOAEPHUIIMTHOE COCTOSIHUE HEYTOUHEHHOE.

[Tynsmononor mnoBropHo: BAP Oponxomeroynoil cucremMbl — cuHIpoM Buibsmca-
Komnbenna. opmupyrommecs: OpoHX03KTa3bl. PeKOHBaIECIIEHT THEBMOHHUH.

B rteuenne 20 gHell cocTosiHMe peOEHKAa OCTaBajJOCh TskeNabIM. KHciopomo3aBUCMMOCTb
COXPAaHSJIaCh Ha NPOTSHKEHUU Heaenu. Ha MOMEHT BBITUMCKY TIOCTUTHYTA MOJI0KUTENIbHAS IUHAMUKA.
PexomeHn10BaHO HaOII0A€HUE JEBOYKH [IEAUATPOM, ITYJIBMOHOJIOIOM, UMMYHOJIOI'OM, KapAHOJIOTOM.

Takum 00pa3zoM, NMpHUBEICHHBIN KIMHUYECKUN CIIydail AEMOHCTPHPYET HACTOPOKEHHOCTh
[eMaTPOB B OTHOIIEHUH BPOXKJIEHHOW aHOMAJIMU pa3BUTHS OpPOHXOJIETOYHOH CHCTEMBI.
OcobeHHocTH aHaMHe3a 3a00JIeBaHUs: THEBMOHHS B IIEPHOIE HOBOPOKACHHOCTH, MOTPeOOBaBIIas
JUIUTENIbHOW aHTUOAKTEepUaIbHON Tepanuu, MOBTOPHAs MHEBMOHMS, OTpULATEIbHAs JAWHAMHKA 32
CUeT HapacTaHus SBJIEHUH OpPOHXOOOCTPYKLIMHU U JbIXaTENbHOM HEIOCTATOYHOCTH OINpPEAEIUIN
yrinyoneHHoe obOcnenoBaHue. [IpoBeneHMe IMArHOCTHMYECKOTO TMMOWUCKA C  MPUBJIECYEHHUEM
nynbMoHogora, KT OI'K u 6poHX0oCcKon#H M03BOJIMIO CBOEBPEMEHHO BBISIBUTH BPOXKIEHHBIHN TOPOK
pa3sBUTHs ~ OpraHoOB  JbIXaHMd —  CUHApoM  Bunbamca-KommnGenna, dro — oOecneuut
KBaJIM(ULIMPOBAHHOE JajbHeIIee HaOI0JeHUE MTalleHTa.

Aemopul 3aa6n5210m 00 omcymcmeuu KOH@GAUKmMa uHmepecoe.

HccnenoBanue He UMeN0O (PMHAHCOBOM MOAJIEPHKKU.

Bxnao kascoozo uz asmopos:

Jleuenko H.B. — 50% (ananu3 m vHTEpHpeTanys JaHHbBIX, aHAIN3 JUTEPATYphl MO TeMe
UCCIIEIOBaHMsI, HAllMCAHUE TEKCTAa, yTBEPKIECHNE OKOHYATEIbHOTO TEKCTa CTAaThH).

[Toranosa H.JI. — 40% (anayiu3 u MHTEpHpeTalys AaHHBIX, aHAIN3 JUTEPATYphl MO TeMe
UCCIIEIOBaHMsI, HAIIMCAHUE TEKCTA, YTBEPKACHUE OKOHUATEIBHOIO TEKCTa CTaThN).

Yapanuna C.A. — 10% (anasu3 nuTepaTypsl MO TEME WCCIEAOBAHUS, YTBEP)KICHUE
OKOHYATEJIbHOTO TEKCTa CTaThH).
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