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AnnoTtanus. [Tpumepao 50% 60IbHBIX C IEPBUYHON IUIMaPHOU OUCKUHE3Uel UMEeIOT CUHIPOM
KapTaresepa, KOTOPBIA KJIaCCUYECKU ONMUCHIBAETCS TPUALOU, BKIII0Yalolel JeKCTpakapaulo,
XPOHUYECKNE CUHYCUTHL M OPOHX09KTa3kl. PecHUTYaTass QUCKUHE3US, HapyIIeHUs MyKOIIUINaPHOT 0
KJIMpeHca 00yCIOBIUBAIOT HapYIIeHUs APeHaKHOM (GYHKINYU BO3OYXOMIPOBOOAIINX MIYyTEH, UTO
SIBJISIETCS OCHOBHOU NMPUYUHOMN PEIUAUBUPYIOMINX UHPEKINN BEPXHUX U HUXKHUX JbIXaTeIbHBIX
IIyTel — XPOHWYECKOT0 PUHOCUHYCHUTA, CPEOHET0 OTUTA, XPOHUYECKOT 0 OPOHXUTA C
bopmupoBanmeM OPOHX03KTA30B, PEIUAUBUPYIOMINX ITHEBMOHUI. [IpUBEIEHHBIN TIPUMED
KJIMHUYEeCKOT'0 HabIIogeHus ToKa3all BCIO CJIOKHOCTh OIUAarHOCTUKYU cuHIOpoMma Kaprarenepa,
00yCIOBIEHHYIO PEIKOCTHIO MTaHHOTO 3a00IeBaHUS.

Abstract. Approximately 50% of patients with primary ciliary dyskinesia have Kartagener
syndrome, which is classically described by a triad including dextracardia, chronic sinusitis and
bronchiectasis. Resynchronous dyskinesia, mucociliary clearance disturbances cause disturbances
in the drainage function of the airways, which is the main cause of recurrent infections of the upper
and lower respiratory tract - chronic rhinosinusitis, otitis media, chronic bronchitis with the
formation of bronchiectasis, recurrent pneumonia. The given example of clinical observation
showed the whole complexity of diagnosis of the Kartagener syndrome caused by the rarity of this
disease.

FOcynoea I' A., Taaunoea H.K., Hcpausaosa H.A. CuHOpom KapmaeeHepa: KauHuyeckoe Habato0eHue // HayuHblll popym:
MeoduyuHa, 6uonozusa u xumua: c6. cm. no mamepuaaam IV mescOyHap. Hayy.-npakm. koHp. — Ne 2(4). — M., H30. «MI[HO»,
2017. — C.47-51.
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Cunppom Kaprarenepa (Kartagener syndrome) siB/isseTcsi pa3HOBUOHOCTBIO T€HETUYECKHU
OEeTEPMUHUPOBAHHOIO ayTOCOMHO-PEIIECCUBHOTO PAaCCTPOUCTBa — MEPBUYHON ITUINAaPHON
(pecHUTYATOM) ONCKUHE3UH, XapaKTePU3yIolleicsa TuiInapHoi nuchyHKIuel u HapyIlleHueM
MyKOIMInapHOro kinupeHca [2, 6]. [IpumepHo 50% GONBHEIX C IIEPBUYHOMN ITUINAPHOMN OUCKUHE3Uel
uMeloT cuHapoM KapTareHepa, KOTOPEIM KJIaCCUYECKU ONUCHBAETCSA TPUALOU, BKIIIOYaKllen
meKCcTpaKapauio, XpOHUYeCKUe CUHYCUTH 1 OpoHX09KTa3kl [3, 7, 8]. M. Kartagener BriepBuie
pacmo3Ha 3Ty KJIMHUYEeCKYIO Tpuany KakK OTOEeJIbHBIN BPOXKIEHHBIU CUHApoM U B 1933 romy
IIpencTaBUI eT0 JeTallbHOe onucaHue [5]. HacToTa cunapoMa oueHuBaeTcs Kak 1:15000-30000
cnydaesB [1, 9]. JekcTpakapaus MOXKeT OLITh B COYETAaHUYU C HOPMAJIBHOM [UCIIO3UIINEN APYTUX
opraHoB (situs inversus solitus), y 4acTu nanmueHToB HabI0maeTcss 3epKajlbHOEe PACIIOIOKEeHNEe BCEX
BHYTPEHHUX OpraHoB (situs inversus totalis) [1]. PecuuTuaTas JUCKUHE3Us, HapyIIeHUS
MYKOIMJIMAPHOTO KIupeHca 00yCIOBINBAIOT HAPYIIeHNUs IPeHaKHOU QYHKINY BO3IYXOIPOBOISIITAX
IIyTeH, YTO SBISETCS OCHOBHOM NPUYUHON PEIUAUBUPYIOMINX NHPEKIIUN BEPXHUX U HUKHUX
ObIXaTEeJIbHBIX ITYyTEeH — XPOHUYECKOTO0 PUHOCUHYCHUTA, CPETHET0 OTUTA, XPOHMUYECKOT0 OPOHXUTA C
bopmupoBanueM OGPOHXO03KTA30B, PEIIMOUBUPYIOMINX THeBMoHMI [4, 10, 11]. loka3aTeabHO-
OCHOBAHHHEIX METOIOB JieueHUs O0bHEIX C CUHAPOMOM KaprareHepa He cyuiecTByeT. OOBIUHO
HUCHOJb3YIOT IIUTEJIbHBIE TIPOdUIaKTUUYeCKUe U jieueOHble KyPChl aHTUOMOTUKOTEPATIUH,
MIPUMEHSIOT MYKOJTUTUYECKHNE CPENCTBA, TPU OPOHX00OCTPYKTUBHBIX PACCTPOMCTBAX —
WHTaNIIMOHHbBIE OPOHXOMIIATAaTOPHI, TIIIOKOKOPTUKOCTEPOUIHL. [Ipr HEOOXOOUMOCTH MCIIOIb3YIOT
XUpPyprudeckrue Metonsl tedenus [10].

[anee MBI IPUBOOUM KIIMHUYECKUM CIIydal U3 HaIlleld MPaKTUKU.

Bonpras M., 12.09.2016 roga poKXOoeHus IOCTYNHUJIa B IPUEMHOE OTHeIeHNEe 1-KIUHUKHA
TammkeHTCKON MeOUIIMHCKOM akamemuu 2.11.2016 rogy ¢ xxanmo6aMu Ha Kalllelb, OOBIIIKY,
TIOBLIIIIEHUE TEMIIEPaTypPhl Tela, 3aTPyIHEeHUE ObIXaHusa. BOJIbHOTO cpa3y IrOCIIUTAIN3UPOBaIu B
OT[eIeHue NaTOJIOTUH HOBOPOXKIEeHHEIX. PEOEHOK COBMECTHO C PyKOBOOUTEJIEM OTHeIeHUH ObII
OCMOTPEH MeOuaTpPoOM U BLICTABJIEH MHUArHo3: «BHEOOJIbHUYHAS ITHEBMOHMS, OCTPOE TEUYEHUE,
ObpIXaTelbHas HEJOCTAaTOYHOCTh 2 CTEIEeHHU, IIepuHaTalbHOE ITOpakKeHne IleHTPalbHOM HEPBHOU
cucteMsl (ITTILIHC), BIIC (0oTKpEITOE OBaJIbHOE OKHO, OOIOJHUTEIbHAS X0paa)».

W3 anaMHe3a 3a00yieBaHus: CO CJIOB MaTepu 0ojieeT ¢ poxkaeHus. ITocie BHITUCKY U3 poamoMa Ha 4
meHb pebeHOoK cTas 6eCIIOKOWHBIM, TOSIBUIUCH KallleJTb U OfbIiKa. Cpa3y o6paTuiInuch K meauaTpy.
PekoMeHIOBAHO CTAallMOHAPHOE JIEYEHHUE 110 MECTO XKUTENbCTBY. PeOeHOK ObIJT TOCIUTAIM3UPOBaH. B
cTanmoHape 00JILHOMY IIPOBEMIEHO PeHTreHorpadusa rpyaHon kinetku, 9xoKC, Y3U BHyTpeHHUX
OpraHoOB U OpPyTHue 1abopaTOpHBIE MCCIeO0BaHusi. BEICTaBIeH guarHo3: [ITHeBMOHNST BHEOOIbHUYHAS,
octpoe Teuenre, CCH 1 ct. Jekctpakapaous. BIIC. IMIIII. HasHaueH aHTHOMOTHUKOTEPAIIHS,
TOPMOHOTEPAINsI, MyKOJIMTUKU. HecMOTpsI Ha ITPOBeIeHUs 1e4eOHbIX MEPOIIPUSITHH, COCTOSSHUE
pebeHKa ocTaBaliCs TSKEIBIM U I10 ITIOKAa3aHUIO IePeBeIyd B HAIly KJIUHUKY OJIS YTIy0JIEHHOTO
o0ceqoBaHus U CTallOHAPHOE JIeYeHue.

B nmpuemHOM oTHenieHUN pPeOEHOK OCMOTPEH criernuanucTaMu. [IpoBeneHs! ucciaenoBauus: 9xoKC,
HCT, pentrenorpadus rpygHoH KineTku, Y3V BHYTPEHHUX OpTaHoB. BrIicTaBleH AuarHos:
BuebGonbHMYHASI THEBMOHUS oyaroBasi, octpoe Tedyernue. O0O. [TomomHUTEIbHAS X0Paa.
HexkcTpakapous.

W3 aHaMHe3a XU3HU: U3BECTHO, YTO peOeHOK OoT 3-i1 6epeMeHHOCTH, 2-X CPOYHEBIX POIOB. 1-pebeHok
yMep Ha 3 OeHb XKu3HU. Macca npu poxpaesuu -3200 rp. Ilynok otnian Ha 15 geHb, Ha 3 O€HBb CYTKU
BRITIMCaH U3 poagoMa. HacnencTBeHHOCTh He OTATOIIeHa.

Status praesens: O6111ee COCTOSTHUE TSIXKEIION CTeTeHu. [IpaBUIBHOTO TeNocIoxkeHus. KocTHO-
MbIIIeYHas cucteMa 6e3 nmatonoruu. Koxa uucras, 6y1emgHasi, C MpaMOPHBIM OTTEHKOM. [TOIKOKHO



KHPOBas KjeT4yaTKa cjabo pa3suTa. bonbmoi pogandok 3,0x 2,5 ¢cM, He BEIOyXaeT, MyJIbCUPYETCS.
[IpIxaHUe Yepe3 HOC YMEPEHHO 3aTpyaHeHOo. MUHOAIUHBl PHIXJIbIE, OYKKM YMEPEHHO
runepeMupoBaHbl. Kallienp BlaXkKHBIM, MyYUTEIbHBIN, HaBA34YMBEIM. [IpU ayCKyIbTalluu JIETKUX -
ObIXaHUe XKeCcTKoe. B HUXKHUX OTHOelax JIEBOTO JIETKOTO BJIasKHbIe MEJIKOITYy3bIpUaThie XPUIIHI.
YacToTa gpIXaTeIbHBIX OBUXKEHUU - 60-62 B MUHYTY. B akKTe ObIXxaHUS y4aCTBYIOT BCIIOMOTaTEIbHbIE
MBIIIEL. [Ipy ITIepKyCCHUH B JIETKUX ONPEeHensaeTcs MPUTYyIJieHne 3ByKa. [Ipu mepKyccuu cepalie
onpenenseTcs cupaBa. 'paHUIBEI OTHOCUTEILHOU CEepOeYHON TYIOCTHU B IIpefeiaX BO3pacTHOU
HOPMEHI. YacToTa cepOedyHbIX coOKpalleHuil - 144. [ledueHb MEePKYTOPHO OMpPeAensieTCsa CJieBa,
yBenndeHa Ha +2,5+,2,0+1,5 cMm, cene3eHka cupasa yBenudeHa Ha +5,0+4,5 cm.

HpOBeJIeHbI OOIIOJITHUTEJILHBIE MEeTOObI O6CH6HOB&HI/IH: PeHTT‘eHOFpaMMa OpraHoB pr,'[[HOfI KJIETKU B
mpsiMoi mpoeknuu. OmpenenseTcss IPaBOCTOPOHHEE TI0JIOKEHWEe Cepala ¥ Ta30BOr0 My3bIPs
XKenyoka. JIerouHBIM PUCYHOK yCuJlieH, UHQUIbTPATUBHEIE O4Yaru ciieBa. JIeBBIM KyIoyl gruadparMel
BBIIIIE ITPABOT'0, CUHYCHI CBOOOIHEI. 3akmoueHue: [lekcTpakapaus. [Ipu3Haky THEBMOHUH.

V3U opraHoB OPIOIITHOM MOIOCTH: Situs inversus totalis. O6GpaTHOE PaCIIOIoXeHUe OPraHOB
OPIOIIHOM ITOJIOCTH.

OO6IIMit aHATTH3 KPOBU: IPUTPOIHTH - 2,8%10'? /1. [emorno6us - 78 r/n. LIBeTHOI moKa3aTens - 0,76.
JleikouTs - 8,6%10° /1, 3-9%, 11-2%, c-30%, 11-5%, M-3%. CO3 - 14 MM/ yac. BpeMs cBepTHIBaHUS - 4
mMuH.30 cek.- 5 MuH.00 cek.

OO6mmit ananu3 Moun: ITnoTHOCTE - 1010. Besok - cnepbl. Caxap -O0TpUIlaTENbHBIN. JIEMKOIUTHI -
8-10 B mosie 3peHusi. IPUTPOIUTEHI - 1-2 B mIoIe 3peHus. bBuoXuMUYeCcKnui aHanu3 KpoBu: OOt
6unupyOus - 17,5 MKMMOJIb/1. Mo4eBHHa - 5,9 MMOJIB/II.

Ha ocHOBe Bcex BHIIIEIIEPEYUCIIEHHBIX PE3y/IbTaTOB 00CIeqoBaHusi ObII BLICTABIIEH
3aK/IIYUTENIbHBIN uario3: «[ITHeBMOHUS BHEOOIbHUYHAS, odaroBas ¢popMa, OCTpoe TedeHuUe.
Cunpgpom KapTtarenepa. [IpixaTenbHas HegocTaTouHOCTE II ctenenu. TITTITHC ¢ curgpomMom
Bo30Oyxkmenusi. BIIC (OOO, monmonHuuTesbHasI Xopaa). ['emaTocnienomMmeranusi. AHEMUST CpemHen
CTEIEHU TSIKECTU».

BonpHOMY B TeYeHUU HECKOJIBKUX OHEUN IPOBOAUJIACH KOMIIJIEKCHOE, CUMIITOMaTU4YeCKOoe JIeUeHue:
aHTuOaKTepHUanabHasi, MYKOJIUTUYECKasi, TOPMOHOTEPanusi, OPOHXOIUTHYECKAS,
Oe3WHTOKCUKAIlMOHHAs Tepamnus.

B pesynbeTaTe cocTossHME OOIBHOIO YIYYIINIIOCh —yMEHBIITHUIACh OOHBIIIKA, KOJTUYECTBO OTHOEIIeMOM
MOKPOTHI, HOPMaJIn30BaJiaCh TeMIIepaTypa Teja. boIbHOM BEIIKUCAH B YOOBIETBOPUTEIBHOM
COCTOSIHUH TIOM HaOII0meHreM neguaTpa II0 MeCTY KUTeIbCTBY.

TakuM 00pa3oM, Hallle HaGJIIoIeHus TOKa3aJjio BCIO CII0KHOCTh JUATHOCTUKU CHHAPOMA
KapTrareHepa, 00yC/IOBJIEHHYIO PEIKOCThIO TaHHOTO 3abosieBanusi. HE0OX0OQUMO TaKKe OTMETUTh
TSAKECTh Tepaluy OJAHHOTO 3a00/IeBaHuUs.
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