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C/TYYAU NO3AHEN DUATHOCTUKU CUHAPOMA 3UBEPTA-KAPTATEHEPA

[lepBuuHas uuaMapHasl AUCKUHE3US (CMHIPOM
HEIOABMKHBIX PeCHUYEK) — reTeporeHHas rpymnma
3aboneBaHmii u3 umciaa opdanubix (OMIM: 242630,
242670, 242680, 244400), BcTpeyaeTcs C 4aCTOTOM
1:15 000-1:68 000 xkuBOpOXIeHHBIX [3, 24]. Xa-
paKkTepu3yeTcsl MOpakeHUeM MOIBWKHBIX CTPYK-
TYp KJIETOK (PeCHMUYKU U SKTYTUKU), KOOPIAUHU-
pPOBaHHbIE ABUKEHMS] KOTOPBIX HEOOXOOMUMBI [IJIs
HOPMaJIbHOTO (YHKIIMOHMPOBAHUSI MHOTMX Opra-
HOB U TKaHeil [24]. [IBy>KeHMe pecHUYeK Ollpefe-
JIIeT TIPaBO-JIEBYI0 OCh BO BpeMsI IMOPUOHAIbHO-
ro passutus [4, 16]. ATUNIMYHbIE PECHMYKHU C Xa0-
TUYHBIM pa3sHOHAIPAaBAEHHBIM OBVDKEHUEM CIIO-
COOCTBYIOT Pa3BUTUIO AEKCTPOKApauH, situs visce-
rum inversus, GOpMUPOBAHNIO CUAMCKUX OIM3HE-
nos [10, 11].

OpHUMM M3 TPOSIBIIEHMII NEepBUYHONM Luauap-
HOWM OUCKMHE3UM SIBJSIETCSI CUHIPOM 3UBEpTa-
Kaprarenepa (MKB-X: Q33.8/Q89.3/]98.0) [3]. Cu-
HOHMMBI: cuHApom Kaprarenepa (Kartagener syn-
drome; Siewert syndrome; 3uBepra-Kapraresepa),
CUHIIPOM HeIOoABMXHBIX pecHMuek (immotile cilia
syndrome), nBuratenbHas uminuonatus (the motile
ciliopathy). TenmepHOTO MpeuMyIleCcTBa He HAOTIO-
maercs [2, 3].

[IpuopuTeT B ONMMUCAHUU KIMHUUYECKUX TIPOSIB-
JIeHUIi TPUHAIJIEXUT POCCUICKOMY TepareBTy U
(usmonory HemeLKOTO MPOUCXOXKIeHUST AMbhOH-
cy Kapnosuuy don 3uepty (1902 1.) [22]. ITogpo6-
HO€ U3JI0KEHME U Bble/IeHMe KIMHNYeCKOii Tpua-
IIbI B OTAE/IbHBIV CMHAPOM B 1933 T. — IBeilapcKo-
My Bpauy MaHecy KaprareHnepy [16].

Cunppom 3uBepra-Kaprarenepa (C3K) mpen-
cTaBiisieT co60ii reHeTMYecky 0GYCIOBIEHHOE Ma-
TOJIOTMYECKOE COCTOSIHME, BKJIIOUAloliee B CeOst
TPUaAy IJIAaBHbIX MPU3HAKOB: GPOHX0IKTA3bl MU
XPOHUYECKYI0 OOCTPYKTUBHYIO OOJI€3Hb JIETKUX;
XPOHUYECKUI CUHYCUT C Ha3a/JIbHbIM I1OJIUIIO30M U
puHopeeii [20]; 06paTHOE pacIoNoKeHe BHYTPEH-
HUX OPTaHOB, KOTOPOE MOXET ObITh TOTHBIM — BCE
BHYTpPEHHME OPTaHbl MMEIOT 06paTHOE PACIIONIOKe-
HMe, UM HEINOJHBIM — TOJAbKO IeKCTpoKapaus [3,
4]. IoCcTaTOYHO YaCTO OTMeYaeTC sl My>KCKOe U JKeH-
cKoe Oecrutoziue, OMMCAHbI CJIyyau BHEMATOUHOM
6epemenHocTH [5, 9]. CIOHTaHHO GepeMeHHOCTh
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HacTymaeT kpajtHe penxo, 3 (QeKTUBHOCTb 3KCTpa-
KOPIIOPaJIbHOTO OIUIOLOTBOPEHMSI He IMpeBbIIIa-
eT 30-40% [16]. Pesxe perncTpupyroT CpeIHUI OTUT
[7], monukucro3 nouek [10, 25], BHYTpeHHIOIO T'-
npotiedannio, TUTMEHTHYIO PETUMHOMATUIO, OGUIN-
apHBI IMPPO3 ITeueHu u 1p. [3].

B ocHoBe martorenesa C3K yeXuT reHetuuye-
CKM [IeTepMMHUPOBAHHBIN HedeKkT yIbTPacTpyK-
TYypbl PeCHMYEK 3MUTENNSI pPeCOMPaTOPHOrO TPaK-
Ta (IMCII0 KJIETOK C MOABVDKHBIMU PECHUUYKAMMU CO-
cTaBisieT He 6osee 30%) 1 aHAJIOTUYHBIX UM CTPYK-
TYp (KTYTMKM CIIepMaTO30MI0B, BOPCUHBI (asio-
MMEeBBIX TPYO, STIeHIMMbI 3KeJTyI0UKOB MO3Ta 1 JIp.),
MIPUBOISIINIA K UX YACTUYHON WUJIN TIOJTHOM HENog, -
BIDKHOCTM. [19, 21]. [IpyuyiHa aHOMaJILHOTO CTpOe-
HUS Y HapYILIeHUS IBUTATebHOM aKTUBHOCTY pec-
HUYEK — AUCTOKALYS TYOYISIPHBIX CTPYKTYP, OTCYT-
CTBME AVHEMHOBBIX Py4YeK, B KOTOPBIX PaCIIONIOXKe-
Ha AT®a3sa, obecrnieunBalonias ux ABiskeHue. ben-
KU BHYTpPEHHEe} CTPYKTYpbI IBUTATeNbHbBIX PECHU-
YyeK KOOMPYIOTCSl reHaMy, MyTallMM B KOTOPBIX Jie-
sKaT B OCHOBe 3a6osieBaHus. HeCKO/IbKO COTEH pas-
JIVYHBIX TEHOB Y4YacTBYIOT B IOCTPOEHUM DPECHU-
YeK, M KaKIbIil U3 HUX MOXKET ObITh AehEeKTHbIM
[24]. Hanbomnee yacto C3K BBI3BIBAIOT MyTaluM B
redax DNAI1 (2-9%) u DNAH5 (15-20%) [16]. Tene-
THUYeCcKasi HeOJHOPOIHOCTh TaHHOTO 3a60eBaHMs
00yc/IoBIMBaeT BapuabeIbHOCTh  KJIMHUYECKOM
KapTuHbl. Hambomee yacroe rpossiaenne C3K y ge-
Teil — pelMANBUPYIOIIME BOCIIATUTEIbHbIE 326071€e-
BaHUS AbIXaTeNbHBIX ITyTell, KOTOPble KOHCTATUPY-
10T Y GOJIBIIVHCTBA TAI[MEHTOB, OCOGEHHO Y AeTeit
paHHero Bo3pacTa [3], B JanbHeiimeM c Gopmu-
poBaHMeM O6POHX03KTa30B [19]. OCHOBHBIMU BO3-
OoyouTenssMu 060CTpeHMs OGPOHXOJIETOYHOTO IMPO-
necca rmpu C3K gsinsiorcst Haemophilus influenzae,
Streptococcus pneumoniae, pexxe — Branchamella
catarrhalis [12]. Y naumenToB ¢ C3K B 50% ciyya-
€B BBISIBJISIIOT IEKCTPOKAP/IMIO OGO 06paTHOE pac-
MOJIOKEHME BHYTPEHHUX OPraHOB, BO3MOKHBI pa3-
JUMYHbIe BApMAHTHI TeTepoTakcuu [5, 25], B coueTa-
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HUM C BPOXIEHHBIMM IOpPOKaMu cepaia (medext
MeXKIIPeCePIHONM U MeXOKeIyL0UYKOBO meperopo-
IIOK, ABOITHOE OTXOXAEHME COCYLOB OT MPaBOTO Ke-
gynouka u mp.) [7, 8, 14, 18]. Hapymenue dbopmu-
pOBaHMS IIPaBO-JIEBOI OCUM BO BHYTPUYTPOOHBIA
Meprog, CIYXUT NPeANOChUIKONM [IJIsI BOSHUKHOBE-
HUS MHOTOYMCJIEHHBIX BapMaHTOB MaJbpOTaluu
M aHOMayuit GpuUKcanuu KuieyHuka [1], 4To cos-
IaeT IMpob6yeMbl TpU IpoBedeHun GudéporacTpo-
IYOIEHOCKOINM B CBSI3Y C IPaBOCTOPOHHMM pac-
TOJIOKeHMEM >Kemyaka [23], B Xupyprum npu aua-
THOCTMKE allleHaNINTA Y KaJIbKYJIe3HOr0 XOIernm-
cTuTa. B cirydae BBISIBIEHMS TOKa3aHUM K omnepa-
TUBHOMY JIEUEHUIO TpebyeTcss HeCTaHIapTHOE VH-
IVBUOyaIbHOE TUIaHMpOBaHue orepanuu [15, 17].
Omucanbl pegkue BapuaHTbl C3K, coueraromiye-
Cs C HaCJIeACTBEHHBIM CMHOPOMOM reMmopparmye-
CKOI Me3eHXMMAJIbHON aucruiasuu [13], pa3Butu-
eM (OKaIbHO-CErMEHTapHOTO ITIOMEPYI0CKIEepO-
3a [6].

IlokasaTelbHO OOOCHOBAHHBIX METOHOB Jieue-
Hust 60mbHBIX ¢ C3K HeT. OCHOBHOE BHMMAaHMe yae-
JISIeTCs TIPOTMBOBOCIIANIUTEIbHOM Tepanuu U Io-
Iep>kKaHUI0 APeHaKHOI QYHKIMM GPOHXOB (ITOCTY-
paJIbHBIN OpeHak, MacCak TPYOHONM KIeTKU, MHTa-
JIAIVY MYKOIUTUKOB) [3, 26]. [IporHo3s 3abosnesa-
HUS OIpelesnsaeTcd XxapaKTepoM U pacIipoCTpaHeH-
HOCTbI0 OPOHXOJIETOUHbBIX I3MEHEHMIA.

IMpuBOOMM COGCTBEHHOE KIMHUYECKOe HabIio-
IeHue Mo3aHe OMarHOCTUKM CMHApPOMa 3MBepTa-
Kaprarenepa.

[MammenT Bagum K., 12 neT, >xutesib cena, MOCTYIUI B
CTalMOHap C Xaj06aMy Ha yTOMJISIEMOCTb TIpU Gpusnuye-
CKOJI1 Harpyske, 3aTpyJHEHHOE JIbIXaHMe yepe3 HOC, Ie-
pUOIMYECKy Kaleib. [ToApOCTOK HAGII0IANCsS Kapauo-
JIOTOM ¥ KapAMOXUPYProM C IepBbIX OHeV kxusHu. Ulym
B cepJlie BBICJIYIIAH Cpa3y IOCae POXKIEHMUs, IIPU IXO-
kapauorpadumu (9xoKI) B 6 MecsiieB BbISIBIeHa Me30-
Kapaysi, KOppUTMPOBaHHAsT TPAHCIIO3UIIUS MarucTpaib-
HbIX cocynoB (KTMC). Jlessiit xxenynouek (JDK) pacriono-
>KeH cripasa. IIpasbiit sxenygouex (IDK) pacrionoseH ciie-
Ba. 3 JOK BoixoouTt jierouHas aprepus (JIA), nmametrpom
(d) 10 mm, rpanuenT nasneHus (Ap) JIA — 9 mm pr. ct. U3
IDK Bbixomut aopta (Ao), d 10/13/10 mm. Aopra Tpoxo-
IUT criepenu u cieBa, JIA — mosagu u cripaBa. [laHHBIX B
TMOoNb3y KoapkTauuu Ao HeT, Ap HUCXopseit Ao — 7 MM
PT. CT. IarHO3 NoATBepPKIeH B VIHCTUTYTe HEOTIOXKHOMN
u BoccraHoBuTenbHOM xupyprun (MHBX) mm. B.K. I'y-
caka ([oHenk) n HauMOHaIbHOM MHCTUTYTE CEPAEYHO-
cocypycToil xupyprun uMm. H.M Amocosa (Kues), pexo-
MEeH/IOBAHO JMHAMUYeCKoe HabmoIeHue.

IIpu nmnanoBoit rocnutanusauuu B MHBX B 10 snetr
IMarHOCTMPOBAaHA OYaroBasi BHETOCIIUTAIbHASI ITPaBO-
CTOPOHHSIST CcpenHenmoneBass OGpoHxormHeBMOHMs. KoH-
CynbTUpPOBaH GTU3MATPOM, IMATHO3 MOATBepkAeH. I1o-
nygan nedTpuakcoH, ammkaluH, cymamen. Ha 9xoKI —
mesokapaus, KTMC; HegoCcTaTOYHOCTb TPeXCTBOPYATO-

ro kiamnaHa (TK) (yrieBopacmonoskennoro) II-1II ct.; Ao d
1,22/1,4/1,76 cm.; JIA d 1,68 cm. O6CTpyKIIMM KiIallaHOB
JIA u Ao He BbIsIBIIeHO. BpinyicaH c yimyumenuem. B 12-
JIeTHEM BO3pacTe OMSITh MPU IVIAHOBOM IOCTYIUIEHUU B
CTallIOHap OMarHOCTMPOBaHa MPaBOCTOPOHHSIS CpefHe-
nmonesas nHeBMoHMs. Ha DxoKI' — mesokapaus, KTMC,
HenocraTouHOCTb MK I cT; HegocraTounocts TK I-1I cT;
nasyieHue B JIA — 27,3 MM PT.CT; KOHEUHbIIi IMaCcTOIMNUe-
CKuit 06beM sieBoro kenmymouka (KIO0) — 80 mut; dpakmust
BbIOpOca (PB) — 72,3%. COKpaTMMOCTb MMOKapaa X0po-
mas.

Vi3 anamHe3a ku3Hu: oT II 6epeMeHHOCTH, IPOTEeKaB-
nreit Ha oHe cy6debpmnTeta B I TpUMecTpe, GPOHXU-
Ta. Pogp! I B cpok, HopMmasibHble. Macca Tena nmpyu pox-
nenun 4400,0 r. Poct 56 cm. Ha rpygHOM BCKapM/MBa-
HUM 10 2-X Mec. [IpMBUT 110 KajeHgapio mpoduiakTuye-
CKUX TIPUBUBOK. [JeTCKMMY MHPEKIMOHHBIMY 3a60/1eBa-
HUSIMU He 6osien. B aHaMmHe3e yactbie OPU, 06CTPYKTUB-
HbIVi 6POHXUT, eKeromgHo MHeBMOHMS. C MepBbIX Mecs-
LIeB XKM3HU OTMEYasIoCh «COMeHMe» HOCOM, peliUINBUPY-
o1ye puHUT U OTUT. C 2-X-IeTHEHero Bo3pacTa peunan-
BUPYIOLINI TaiMOPUT U STMOUIUT.

MasbuuKk M3 MHOTOZ#eTHOM ceMbu (5 mereit). Bpoxk-
IeHHbI nopok cepata (BIIC) B cembe BbISIB/IEH Y OLHOTO
pebenka. B cemeitHom aHamHe3e BIIC ycTaHOB/IEH Y AsIAU
maTepy. Mama MaJjibuMKa 4acTo U JJIUTEeNbHO KalUISeT,
He 06ce[oBaHa, CUUTAET ceOst 3[0POBOIA.

OO6DbEeKTUBHO: TAIMEHT ACTEHUYECKOTO TeI0CIoNKe-
HMS, TOHVKEHHOro IuTaHusl. dusmyeckoe pa3BuUTHE
cpenHee (poct — 150,1 cm, macca Tena — 36,0 KT, OKpYK-
HOCTb TPYAHOM KIeTKU — 66,0 CM, OKPY>KHOCTb FOJIOBBI —
53,0 cM) ¢ OTCTaBaHMEM MMapaMeTPOB OKPYKHOCTU TPY/I-
HOJt KeTku. OTMedaeTcs: 671eTHOCTb KOSKHBIX ITOKPOBOB,
IIpU HarpysKe IOSIBJISIETCS «CEPOCTb» HOCOTYOHOIO Tpe-
yroiabHUKa. PABHOMEpPHO UCTOHYEH MOAKOXHO-XMPOBOIA
coii. KokHble TIOKpOBBI CcyxoBaThl. O6paiiaeT BHMMA-
Hue medopmalus nanbieB B BuAe KOJIOOBUIHOTO YTOM-
IIEHMS KOHIIEBbIX (pa/IaHT MasblieB KMUCTEN U CTOI, HOT-
TeBbIX TVIACTMHOK B BUJE «YACOBbIX CTeKOM». CIn3ucTas
TIOJIOCTM PTa PO30Basi, S3bIK 06GJIOKEH GebIM HaJeTOM.
[IpixaHye 4yepe3 HOC 3aTPYLHEHO 3a CYeT OTeKa CIU3U-
CTO, OTHEe/SIeMOro HeT. YCTAHOB/JEHO CHMKEHME CTyXa,
3aJI0)KeHHOCTD yuueii. Cnm3ucTasi MoJIoCTY pTa po30Basi,
3aIHSIS CTE€HKA IJIOTKM 3€pHUCTasi, HEGHbIe MMHIAIU-
HbI paspbixiieHbl. [lanbIMUPYIOTCSI MOAYENIOCTHBIE VM-
datnueckme y3npl go 1,0 ¢cM, MSITKO-3/1aCTUYHON KOH-
CUCTeHLIY, 3agHelieliHble — 1o 0,5 cm. ['pyHas KineTka
acMMMeTpUYHAs 3a CUeT MpeobagaHust IeBOi MOIOBU-
Hbl. YacToTa apixaHus B nokoe — 20-22 B MUH., caTypa-
ums Kucoiopoga — 95%. Hap merkuMu epKyTOpHO — Jie-
TOYHBIN 3BYK, ayCKyJIbTaTUBHO — HIOKE YITIOB JIOMATOK,
TIpeMMYyIIeCTBEHHO CITPaBa, Pa3HOKaAMGepHbIe BIaskKHbIE
Y eIVIHMYHBIe CyXye CBUCTSILNME XPUIIbL. ['paHuIIbI cepp-
1la: crpaBa — Ha 1 ¢M KHapyXu OT IpaBOro Kpasi rpyau-
HbI, BepxHss — II pebpo, ciieBa — Ha 1 ¢M KHapyku OT Jie-
BOIl CpeNHeKIIOUMYHON AMHUM. TOHBI cepAlia pUTMUYI-
Hble, YaCTOTa CepAeuHbIX COKpauleHui — 96-104 B MuH.
CucTONMMYeCKMii IIyM CpeHell MHTeHCUBHOCTU HaJ, 00-
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J1acThio cepaia. JXuBOT MATKuii, meyeds Ha 1,5 cM Huke
pebepHOI OyTM MO CpemHEeKTIOUNYHOI JuHun. CTyn pe-
TY/ISIPHBIIA, MOYa CBeT/as.

B ormenenun o6cremoBaH. KnmHMYeCKMii aHamus
KPOBY TpPU TMOCTYIUIeHUM: 3p.-4,45 T/n, HB-116 r/m, Ht-
40%, Tp-382 I'/n, LIT1-0,8, J1.-6,1 r/n, 11.-3, c.-46, n.-42, 3-1,
6.-4, M-2, 1. Ki1.—2, CO3 — 30 MM/4ac; Ipy BBITIUCKE: 3P.-
4,56 T/n, HB-122 r/n, 1II1-0,8, J1.-4,8 r/n, n.-2, ¢.-50, n1.-
47, m-1,CO3 - 17 mm/4dac. YpoBeHb 6uampy6mHa (061mii
- 14,0 MKMOJIB/JT; TIPSIMO¥ — 3,5 MKMOJIb/JT; HENIPSIMOIA —
10,5 mxkmonb/m); Tpancammuas (ACT - 6,3 E/r, AJIT — 7,4
E/r); obiero 6enka (87 r/m), MoueBuHbI (3,18 MMOIb/N),
KpeaTMHMHA (64 MKMOJIb/MT), TIIOKO3bI (5,0 MMOJIb/IL.),
ocrpocdasoBbie mokasarenu (ACJIO, CPB, mokasartesu re-
moctasa ([ITU-82%, bubpuHoreH — 2,5 r/1) B Npepenax
HOPMBI. IIpy 6aKTepMONOTMYECKOM MCC/IeIOBAHUE CIU-
3U ¢ MMHIAIUH BbieseH S. aureus — 105, YyBCTBUTENb-
HBIIi K OKCALIMJIMHY; CJIM3K U3 HOca — S. aureus — 105, uyB-
CTBUTEJIbHBIN K BAHKOMULIMHY ¥ OQUIOKCALMHY. YPOBEHb
TOPMOHOB HIMTOBUIHO¥ JKele3bl — B HOpMe (TUPeOTpPOII-
HbIii TopMoH — 0,83 MKME/mit; T4 cBoGomHbIin — 18,28
MMMOJIb/). B aHanuse moun — pocdarypusi. AHanu3 Kaaa
Ha 7112 TeJIbMUHTOB — OTPULIATETbHBbIIA.

Ha anexTpokapayorpaMme: pUTM CUMHYCOBBINA C ya-
CTOTOJ CepaeYHbIX COKpalleHuii 72 yiapoB B MUH., CHU-
>KeHMe BOJIbTaXKa, HapyllleHye MpolecCoB paHHe perno-
JIIpU3alyu B MUOKap/e KelyI0uKOB.

Ha peHTreHorpaMmme OpraHoB TIDYOHON KJIeTKM Jie-
rOYHbIe MOoJsT 06bIYHOI mpo3pauHocTu. CripaBa B Cpefi-
Heil Jojie 3aTeMHEeHMe JIETOYHOi TKaHU, 6e3 YeTKUX KOH-
TypoB. CiieBa — 6e3 oco6eHHOCTel. CUHYChI CBOOOIHBIE.
I'paHuilpl cepaiia He paciMpeHsl. [Jisl yTOuHeHUs qua-
rHO3a BBINIOJIHEHA CIIMpaibHas KOMITbIOTEpPHAs TOMOIpa-
(ust opraHoOB IPyAHOI KIETKN. BhISIB/IEH THEBMOLIIPPO3
CpemHelt AoV IIPaBOro JIETKOT0, GPOHX03KTa3bl S7 HUK-
Heji JO/IY ITPaBOro JIETKOTO0, Hanbosiee BepOsITHO, TOCTBO-
CIaJUTeIbHOrO reHesa.

OCMOTpeH OTOPMHOAPUHTOJIOTOM: [IBYCTOPOHHMIA
OCTpBIN THOVHBI PUHOCUMHYCUT, XPOHUUYECKUII ageHo-
TOH3WJUIUT, OBYCTOPOHHUI 3KCCYIATUBHBINA OTUT. BbI-
MOJIHEHA SHAOPUHOCKOIIMSI: B HOCOBBIX XO[ax Ipo3pay-
Hasl CIM3b, B IpeAaBepun Hoca cyxyue Kopouku. Camsu-
crast 060/104Ka HOCOBBIX PAKOBUH pe3KO OTEYHa, HOCO-
I7IOTKa CBOGOHA, afleHOUIOB HeT. PEKOMEHJOBAaHO BbI-
TOJTHATb CIUPATbHYI0 KOMITIBIOTEPHYIO TOMOTpaduio
(CKT) oxonoHocoBbIX Ma3yx. C nmomowpo CKT mpupa-
TOYHBIX MTa3yX HOCA BbISIBIE€HBI MU3MEHEHUSI B BepxXHeue-
JIIOCTHBIX Ta3yXaX ¢ 06eMxX CTOPOH BOCTIATIUTETHHOTO Te-
He3a. YMepeHHbIe BOCa/INTe/IbHbIe MI3MeHEeHMS B OCHOB-
HBIX M1a3yXax, B KJIETKaxX PeIleTuyaToro JJabMpmuHTa 1 B HO-
COBBIX X0JIax C 06eux cTOpoH. ['nnorasus eBoit 106HO
masyxu. Vi3MeHeHMs] KOCTHOJ TKaHM JIMIIEBOTO 4Yeperia
10 TUITY STYEUCTOTO OCTEOIIOPO3a.

KoHcynbTHpoBaH cypposioroM. Ha ayguorpamme mo-
paskeHMe 3BYKOIPOBOJSIIETO anmnapara — BYCTOPOHHSIS
KOHJIYKTUBHAS TYTOYXOCTb.

IIpoBesieHHOE Y/IBTPa3BYKOBOE MCC/IeJOBaHMe Opra-
HOB OPIOIIHOJ MOJIOCTY, UIMTOBUIHOI Kejie3bl MaTojIo-
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My He BbISIBIWIO. OCMOTPEH OKYIMCTOM: CPeJibl, [IIa3HOe
IHO 6e3 IaTOIOTUM.

HeBposmorom ycTaHOB/IeHa acUMMETpUsl IJla3Hble
e, D < S U HOCOTy6HBIX CKIamoK. CyXOXKMUIbHbIE ped-
JIeKCchl cuMMeTpuyHble. CTaTMKa M KOOPAMHALMS He Ha-
pyiieHsl. Ha ¢oHOBOII 3/eKTposHIIedasorpaMme: pery-
JISITOpHbIE M3MeHeHUs], AUCHYHKIMS HecreuduuecKux
BereTaTUBHBIX CTPYKTYP TOJIOBHOTO Mo3Ta. [IpoBeneHne
IYIUIEKCHOTO CKAaHMPOBAHMS MAaruCTpalbHbIX COCYINOB
KOHCTaTUPOBAJIO YMEPEHHYI0 3KCTPaBa3ajbHYI KOM-
IpeccuIo II03BOHOYHOM apTepuu cripasa. [Io MO3roBbIM
cocyaM KpOBOTOK B HOpMe. Brllen3noxkeHHOe M03BO-
auao chopMyIupoBaTh KIMHUYECKMIT auarHos: «CuH-
npom KaprareHepa. Bposka€HHBI ITOPOK ceppiia: aHo-
Masusl pacronokkeHMs cepAlia MepBMUYHas, MpaBocdop-
MMPOBaHHOE CPeIVHHOPACIIOIOXKEHHOe cepAle ¢ HOp-
MaJIbHBIM PacCIIOJIO’KeHEM BHYTPEHHUX opraHoB. Kop-
pPUTMPOBaHHAas TPAHCIIO3UIMSI MarucTpajbHbIX COCYLOB.
HepmocraTouHOCTh MUTpaAbHOrO Ki1anaHa I crernenu. He-
JIOCTAaTOYHOCTh TPUKYCIMAATBHOTO KianaHa I-1I creme-
HU. JlerouHas runepreHsus I crenenu. XCH 1.

XpoHnueckuit 6poHxuT. [THEBMOCK/IEpO3 cpenHeit
JIOJI TIPaBOTO JIETKOTO, OPOHX03KTa3bl S7 HYDKHEN JoIu
npasoro jerkoro. JIH I.

XpOHMYEeCKUI pUHOCUHYCUT. [IByCTOPOHHMIA SKCYAa-
TUBHBIN OTUT. [IBYCTOPOHHSISI KOHAYKTUBHAS TYTOYXOCTb.
XpOHMYECKNI aleHOTOH3UJIINT.

T'umoniasus JeBoit T06HOI masyxu. SUencTblit ocTe-
OIIOPO3 KOCTel nuieBoro yeperna. OCTeOXOHAPO3, CIIOH-
IUI0apTPO3, e OpMUPYIOIINIT CIIOHAMIIE3 IPYAHOTO OT-
Jlesia I03BOHOYHMKA.

JleueHne: masaTHBIN pekum, gueta N2 5, a3UTpoMu-
uyH 10 Mr/kr 1 pas B IeHb, edTpMakcoH B/M 1 1 2 pasa
B IeHb, aMOpOKCoJ 110 1 TabseTke 3 pa3a B A€Hb, MHTAJISI-
UMK IekacaHa yepe3 HeOyinaiizep, anekTpodopes C XJI0-
PUCTBIM KaJIbIIMeM Ha IPYJHYIO KIETKY, IleJI0UHbIe MHTa-
JSMK, peIomii skup 1 1o xaricysie 2 pasa B IeHb, MaCCaxk
MeKpeOepHbBIX MBI, IbIXaTe/IbHas ieueOHast hU3KYJIb-
Typa, IPOMbIBaHMe Masyx Hoca. COCTOsiHMEe MajbuMKa B
pe3ysbTaTe MPOBOAMMON Tepanuy yIydimaoch, yMeHb-
HIWJICS Kallleb, Mcue3sia OfbIllKa, Hapociaa aKTUBHOCTb,
YIIYYIIWICS aIIeTUT, BOCCTAHOBMUJIOCH JIbIXxaHMe uepes
HOC, B JIETKUX MCUe3JIM XpUIIbl. Pe6EHOK BBINNCAH C peKO-
MeHJauVsIMM TTPOAOIKUTH JiedeHe aMmGyIaTopHO.

TakuM 06pasoM, Bpauy pasHbIX CIIeLMaJbHO-
cTell (meTckue KapamMoaoTH, KapauOXupypru, oTo-
PUHOJIAPUHTOJIOTUY, ITYILMOHOJIOTY U [Ip.), @ 0CO-
6eHHO Bpauy MEepBOro KOHTAKTa (IleauaTphl, Bpa-
Yy 001Iei MPaKTUKM) OO/IKHbI 6bITh MHPOPMUPO-
BaHHBIMM 06 OCOGEHHOCTSIX KIMHMUYECKOI KapTu-
Hbl, IMarHOCTUKM M JIeUeHUs CMHIApoMa 3uBepTa-
Kaprarenepa. OCOOGeHHOCTBIO OIMCAHHOIO KJIM-
HMYEeCKOI'o CJIydas SIBJISIeTCS IMO3LHSAS OVMAarHOCTU-
ka C3K (12 neT), B TO BpeMs KakK B MUpe B Cpef-
HeM [11arHo3 yCTaHaBIMBAeTCs IO 5-1eTHero Bo3-
pacra. HecMOTpst Ha Ha/iM4Me aHOMaJIMM T10JIOXKe-
Husl cepaua (Me3oKapaus) B COYETaHUU C BPOXK-
IeHHbIM ITOPOKOM — KOPPUTMPOBAHHOI TPAHCIIO-
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3UIMeN MaruCTPaIbHBIX COCYAOB, BBISIBIEHHBIX C
TIepBBIX THEN JKU3HU, paHHel MaHudecTauum Xpo-
HUYECKOTO CMHYCUTA (O 2-X JIET), pelUINBUPYIO-
MeMy OTUTY, PEKYPPEHTHOMY TEUEeHMIO OPOHXU-
Ta ¥ MTHEBMOHUM He MpefaBajioch NODKHOTO 3Ha-
YEeHMSI CO CTOPOHBI MeAPabOTHMKOB. DTOMY CITO-
co6cTBOBAIA penKas o6palaeMoCcTb 3a MeIUIMH-
CKOI1 TIOMOIIBIO B CUJTY YAATIEHHOCTU MPOKUBAHMUS
(cenbCKasi MECTHOCTD), 3aHITOCTU MaTepu (MHOTO-

JIIeTHasT CeMbsI), HeIOOLIEHKA TSDKECTU COCTOSIHMSI
pebeHKa co CTOPOHBI MaTepy, KOTOpas caMa 4acTo,
IJINTEIbHO CTPajaeT OT Kalllis ¥ He BUAUT B 3TOM
HM yero ocobeHHoro. ITo3musist amarHoctmka C3K'y
JaHHOTrO pebeHKa COMPOBOKIAETCS MPOrpPeccupo-
BaHMEM ITHEBMOCKJIEpO3a CpemHeil IO, pa3Bu-
TeM GPOHX03KTa30B B HUKHEN 1ojie ITPaBoro Jier-
KOro, GOpMMUpPOBaHMEM IBYCTOPOHHE KOHAYKTUB-
HOI TYTOYXOCTH.

I.A. Hznamenko’, E.B. Bopdwzoea’, A.B. [ly6oeas’, 3.JI. Illmamwko?

TOO BIIO «/[oHeyKuti HAYUOHANbHBLI MeOUYUHCKUT YHusepcumem umeru M. Topvkoeo», [JoHeyx, THP
I'Y «MHcmumym HeomaoxcHol u 8occmaxosumenvHoli xupypeuu um. B.K. I'ycaka», Joneyk, THP

CITYYAH TTO3THEV IVUATHOCTUKU CUH/IPOMA 3UBEPTA-KAPTATEHEPA

B crarbe mnpuBemeHbl OCOOEHHOCTU KIMHUYECKO
KapTUHbBI, TMATHOCTUKY U JIeYeHUs] CMHApPOMAa 3MBepTa-
Kaprarenepa. [IpuBeneHHbIN KIMHNYECKUI CJIydait Je-
MOHCTPUPYET TSIKECTh KIMHUYECKOTO TeueHus: 3aborie-
BaHus. O6paillaeT BHUMaHMe OTSTOIIEHHbI CceMeitHblil
aHaMHe3 — MepUoJIbl 3aTSHDKHOTO KalllyIsl Y MaTepu, BPOK-
IeHHbII MOPOK cepAlia y aaau matepu. [Ipu nposegeHnn
MHCTPYMEHTA/IbHBIX METOL0B MCC/IeJOBAHUST BBISIBIEHBI
Me30Kapays, BpPOKIEeHHbI MOPOK cepAaiia (KOPppUTUpPo-
BaHHAsI TPAHCIIO3UIMS MaruCTPaJbHbIX COCYIOB), Gu-

6p03 cpernHeil IOMM MPaBOro JErKOro; GPOHXOIKTA3bI;
XPOHUYECKUI CUHYCUT; KOHOYKTUBHASI TYrOyXoCTb. He-
CBOEBpPEMEHHasl AMAarHoCTMKa U JiedeHyue MalyeHTOB C
cunppom 3uBepra-KaprareHepa croco6CTBYIOT paHHeit
nHBamuau3auuu. [lpencraBieHHbIl CTy4yaii UMeeT Baxk-
HOe NpaKTHuecKoe 3HaueHue.

Kniwouesvte cnoea: cuHppom 3uBepra-KaprareHepa,
JeTH, TeKCTPOoKapausi, GPOHX0IKTa3bl, CUHYCUT, TYTOY-
XOCTb.

G.A. Ignatenko’, E.V. Bordyugova’, A.V. Dubovaya’, Z.L. Shmatko?

ISEI HPE «M. Gorky Donetsk National Medical University», Donetsk, DPR
2SI «V.K. Gusak Institute of Urgent and Reconstructive Surgery», Donetsk, DPR

A CASE OF LATE DIAGNOSIS OF SIEVERT-KARTAGENER SYNDROME

The features of the clinical picture, diagnosis and
treatment of a patient with Sievert-Kartagener syndrome
are presented. The given clinical case demonstrates the
severity of the clinical course of the disease. Attention is
drawn to the burdened family history — periods of linger-
ing cough in the mother, congenital heart disease in the
mother’s uncle. When carrying out instrumental research
methods revealed mesocardia, congenital heart disease

(corrected transposition of the great vessels), fibrosis of
the middle lobe of the right lung; bronchiectasis; chron-
ic sinusitis; conductive hearing loss. Untimely diagnosis
and treatment of patients with Sievert-Kartagener syn-
drome contribute to early disability. The presented case
is of clinical and practical importance.

Key words: Sievert-Kartagener syndrome, children,
dextrocardia, bronchiectasis, sinusitis, hearing loss.
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