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CuHppom KapTareHepa (Kartagener syndrome) € nigrpynoto reHeTuny-
HO AeTepMiHOBaHOro ayTOCOMHO-PeLeCBHOMO MaTooriyHOro npouecy
— MEepPBUHHOI UMNiapHOi AMCKiHesIl, WO XapaKTepusyeTbca LuaMapHoi
AMCOYHKLI€I0 | MOpYLIEHHAM MyKoLuniapHoro KnipeHcy. MpunbnusHo 50 %
XBOPUX 3 MEepPBUHHOI LWAIapHOro AUCKIHEe3i€l MalTb CUHAPOM
KapTareHepa, AKMIN KNacM4yHO ONUCYETLCA TPiafjolo, WO BKIOYAE AeKCTPO-
KapAito, XPOHiuHi cMHYcuTM Ta 6poHxoekTasn. CrHapom KapTareHepa B
CTPYKTYPi 3aXBOPIOBaHb JIereHb HaneXutb 40 KaTeropii pigKicHUX Ho300-
riuHmx Gopm. B 3B'A3Ky 3 UMM NOro fiarHOCTVKa BUABNAE TPYAHOLLI ANnA
NPAKTUKYIOUMX NYIbMOHOMOTIB.

B nosigomneHHi HaBegeHO onuC BUMNAAKY, AKAN iNIOCTPYE TUMOBY
KNiHIYHY Ta PEHTreHONONYHY CeMiOTMKY cMHApoMy KapTareHepa.

Kniovoei cnoea: cuHppom KaptareHepa, nereHeBa HeJOCTaTHICTb.
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KARTAGENER SYNDROME: THE CLINICAL CASE
V. M. Rudichenko, I. V. Gavrysiuk, A. A. lanovska
Abstract
Kartagener syndrome is a subset of genetically determined autosomal
recessive disorder — primary ciliary dyskinesia, characterised by impaired
mucociliary clearance. The syndrome is developed in about 50 % of
primary ciliary dyskinesia patients. It is manifested with classic triade,
which includes dextrocardia, chronic sinusitis and bronchiectasis.
Kartagener syndrome is a rare pulmonary disease. That is why its
diagnostics is challenging for practicing pulmonologists.
This report presents the clinical case of typical clinical course and
radiological findings of Kartagener syndrome.
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CnHppom KapTtareHepa (Kartagener syndrome) aBnsert-
CA Pa3HOBUAHOCTbIO FeHEeTUYECKM AeTePMUHMPOBAHHOIO
ayTOCOMHO-PeLeCCMBHOIrO PaccTpoCcTBa — MEePBUYHON
LUuAnapHoOu (pecHMTYaTon) AUCKUHE3UM, XapaKTepusyio-
Wwenca uunmapHom AUCchyHKUMENn U HapylueHneM MyKoLm-
nuapHoro knupeHca [1, 2]. MNMpumepHo 50 % 6GonbHBIX C
NEePBUYHON UMAMAPHOWN [UCKMHE3NEN WUMEIT CUHAPOM
KapTtareHepa, KOTOpPbIN KNacCUYeCKn OMUCbIBAETCA Tpua-
[0, BKNloYaloLLen 4eKCTPOKapANIo, XPOHUYECKMe CUHYCK-
Tbl U BPOHX03KTa3bl [3, 4, 5.

M. Kartagener BnepBble pacno3Hasn 3Ty KINHUYECKYIO
Tpragy Kak OTAEeNbHbIAN BPOXKAEHHbI CUHAPOM 1 B 1933
rogy npefcraBun ero AeTanbHoe onucaHuve [6]. YacToTa
CMHApOMa oueHmBaeTca Kak 1:15000-30000 [7, 8].

[lekcTpoKapana MoXeT OblTb B COYeTaHUM C HOpMaslb-
HOW AMcno3unumen apyrnx opraHos (situs inversus solitus), y
YyacTu nauMeHToB HabnofaeTca 3epKasibHOE PacronoXe-
Hue BCex BHYTPEHHMX opraHoB (situs inversus totalis) [8].

PecHuTuaTaa AncknHesnsa, HapyLleHA MyKOLMAnapHo-
ro KnupeHca 06ycnoBnMBaT HapyLIEHNA fpeHaXHON GyHK-
L1 BO3OYXOMPOBOAALMX MyTeN, YTO ABNAETCA OCHOBHOMN
NPUYNHOWN PeungnuBrUPYWNX NHOEKUNIA BEPXHUX U HUX-
HUX AblXaTeNbHbIX MNyTe — XPOHUYECKOro PUHOCUHYCUTA,
CpefHero oTuTa, XPOHNYECKOro 6pOHXMTa C GOPMMpPOBaHU-
eM GPOHX03KTa30B, peungmBrpyoWmnx nHeBMmoHun [9, 10,
111.
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Cpepn Bo36yauTenen Hambonee yacTbiMy ABAAIOTCA
Staphylococcus aureus, Haemophilus influenzae, a Takxe
Pseudomonas aeruginoza [12].

[loKa3aTenbHO-OCHOBAHHbIX METO[OB NieyeHus 60sb-
HbIX C cuHgpomom KaprareHepa He cyujectByeT. OObIUHO
NCMONb3YIT ANnTeNbHble NpodunakTnueckme n nevebHole
KypCbl aHTMOMOTUKOTEPANUK, NMPUMEHAIOT MyKONUTAYeC-
Kune cpefcTBa, Npy 6POHX006CTPYKTUBHBIX PaCcCTPOMCTBAX
— WHransaynoHHble GpoHxoAMnaTaTopbl, MIOKOKOPTUKO-
ctepongpbl. Mpy HEO6XOANMOCTN NCMONb3YIOT XNPYypPruyec-
Kne metopbl neveHua [12].

KnuHnyecknn cnyyan

bonbHown C., 1980 roga poxkaeHus, 15 anpena 2015 roga
6bIn rocnuTann3MpoBaH B | TepaneBTMUeckoe oTaeneHune
KneBckoi ropoackon KnmHnyeckomn 6onbHULbI N2 8 ¢ xasno-
6aMM Ha Bblpa)KEHHYIO OAbILKY CMELIaHHOTO XapakTepa,
Kallenb C TPyAHOOTAENAEMON MOKPOTOI 3eNEéHOrO LBeTa C
HEMPUATHLIM 3aMaxom K C MPUMEeCbld CIIMBKOOOPA3HOro
rHOA, OLLyLL|eHMe HeXBATKM BO3yXa C YyBCTBOM HEMOJIHOTbI
[bIXaHWsA, Nepuobl NoBbIEHUA TemnepaTypbl Tena o 38
°C, coBnagatowme ¢ annM3ofamMu MoBbllLEHHOro OTAeNeHus
MOKPOTbI, 00LLyto cnabocTb, 3a10XKEHHOCTb HOCa.

CumnTaeT cebAa 60/bHBIM C paHHEro AeTCTBa, Korga ero
YyacTo roCnuTanu3upoBasN B CTaLUMOHApP C AMArHO30M:
6pOoHX03KTaTNYeCKas 6onesHb.

MNMocnenHne yeTbipe rofa BblpaXeHHbIX 060CTPEHNI He
6b1n10. OKONO TPEX Hefenb Ha3ag NOABUAUCH BblLEOMNUCaH-
Hble »Kanobbl. B nopagke camMoHa3HayeHWA MCMONb30Ban
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BHYTPVMbILLEYHble BBeAeHUs LedTpuakcoHa 1,0 r aBaxabl
B CYTKM Ha NPOTAXKEHUMN 5 [HEN, OfHaKO CaMOUyBCTBUE He
ynyuwmnocb. O6patuncs B NpoTUBOTYOEpKYNE3HbIN Anc-
naHcep N1 r. Kuesa, rae 6bin0 npoBeaeHo KINHNKO-Nabo-
paToOpHOE, UHCTPYMeHTaslbHoe 0bcnefoBaHNe (PeHTreHor-
padusa, KomnboTepHas Tomorpadus OpraHoB rpynHou
nonoctun). C anarHosom «HerocnutanbHaa nHeBMoHuUA (?),
OGpOHXO03KTaTNUeCKasi 6one3Hb, ¢a3a 0OOCTPEHUA; BPOXK-
[OEHHaA KMUCTO3HO-afleHOMaTo3Has Manbdopmauna nerkux,
neroyHo-cepgeyvHaa HegoctatoyHocTb -l cT., gekcTpo-
Kapausa» 60/IbHOM OblN roCNUTanM3npoBaH B | TepaneBTu-
yeckoe oTpeneHne KneBCKOW TropoACKOM KIMHUYECKOWN
6onbHULUbI N2 8 ona neyeHms.

BpenHble nprBblukM — Kyput 6onee 20 neT, ¢ 2005 no
2008 rr. — co c/1oB 60/IbHOrO, MHbEKLUMOHHAA N UHTaNALUN-
OHHas HapKOMaHMs.

AnneproaHamHes He OTAroweéH. M3 comatnyecknx
3aboneBaHNn — BPOHX03KTaTUUeCKast 60ne3Hb, XPOoHMYec-
KU raiMopuT (4acTble HACMOPKK, BpeEMEHaMU C «NMPOPbIB-
HbIM» OTAENIeHNeM CNM3KM C MPUMECHIO 3TOBOHHOIO THOS),
MOYeKaMeHHas 6onesHb.

CocTosiHMe 6ONIbHOrO CpefHeln CTeNneHu TAXKeCTH,
CO3HaHMe fACHOe, TMOJIOXKEeHVWE B MOCTENM aKTUBHOE.
ACTEHNYECKOro TenocsioxXeHusi. KoxkHble MoKpoBbl bnep-
Hble C 3eM/INCTbIM OTTEHKOM. Cnn3uctble 060n0uKn 6nes-
Hble. [OAKOXHOXMPOBAs KneTyaTka pas3Buta cnabo.
JNlumdatnyeckune y3nbl He yBenuueHbl. MNepudepnueckmx
OTEKOB HeT. ObpallaloT Ha cebsi BHUMaHUE KOnboBMAaHOe
YTOJLLEHME KOHLEBbIX danaHr nanbLeB KUCTEN — CUMITOM
"GapabaHHbIX Nnanoyek" ¢ xapakrepHon aedopmanuert Hor-
TEBbIX MIACTUHOK B BUJE YaCOBbIX CTEKOJI.

Kndockonnos rpygHoro otgena no3BOHOYHMKA, acTe-
H1uyeckaa Gpopma rpyaHol KNneTkn ¢ BOPOHKOBMAHbIM BAAB-

Puc. 1. O6wuti eud nayueHma.

YKpaiHCbKUii NyIbMOHONOTiYHMI XKypHan. 2015, Ne 3

NEHVEM B HUXKHEI YacCTu rpyAMHbl U B 0611acTi MeYeBULHO-
ro OTPOCTKa («rpyfb CanoXHuKa») (puc. 1), 06e NonoBuHbI
NPUHMMALOT yyacTre B AbIXaHUV CUMMETPUYHO.

Mpu nepkyccny oTMeYaeTcs NpPUTYNieHne NnepKyTop-
HOrO 3BYKa CMpaBa B HYXHUX OTAENax, Ha BCEM OCTasIbHOM
NPOTSXXEHNY MEePKYTOPHbIN 3BYK ACHbIN. AyCKyNbTaTVBHO
[bIXaHWe »KeCTKoe, CMpaBa B HMXKHUX OTAeNax KpenuTauus,
CrfleBa B HWKHUX OTAenax 6acoBble XpuMbl Ha BblOXe, B
CPEeRHUNX 1 BEPXHUX OTAEesNax NIErKMX MHOXeCTBEHHbIE CyXme
pa3HoKanubepHble xpurbl. YacToTa gbixaHUs 25 B MUHYTY.

Situs viscerum inversus — TpPaHCNO3LUNA BHYTPEHHNX
OpraHoB, fAekcTpokapaus. ToHbl cepaua 3BYUHble, feATenb-
HOCTb PUTMMYHaS, LWYMbl OTCYTCTBYIOT. ApTepuanbHoe aB-
neHve — 100/60 mm. pT. cT. YCC — 97 B MuH. lNpun nepkKyc-
C1M NPABOCTOPOHHEE PACMONOXKeHVe cepaLa NoATBEpPKaa-
eTca.

YKMBOT CUMMETPUYHDIN, MATKWIA, 6€36051€3HEHHDbIN NPW
nanbnaunu, NPUHYMAET yJyacTre B aKTe AbixaHus. [eveHb
CnieBa BbICTYMaeT MU3-Noj Kpas pebepHon ayru Ha 2 CMm.

D pyrvie opraHbl 1 cctembl 6€3 0cobeHHOCTe.

O6LMI aHanM3 KPOBU NpW MNOCTYMNNIEHNN B OTAENEHME;
Hb — 114 r/n, nenkountbl — 8,6 X 10° /n, 3 — 7 %, 6 — 1%,
n—8%,¢c—62%,1—15%, m —7 %, CO3 — 63 mm/u.

Pe3ynbTaTtbl 06LWEro aHanm3sa Moun 1 GUOXMMNYECKOTO
aHanmsa 6e3 ocobeHHoCTe.

MccnepoBaHne MoOKpoOTbl: KonmyectBo — 50,0 mn,
XapakTep — FHOWMHbIN, LBET — 3eJIeHOBaTbI, NTeNKOUNTbI
— ryCTO MOKpbIBaloT BCE /3, aputpoumTbl — o 10 B n/3,
3MNUTENNIN — YMEepPEHHOE KONMYECTBO, allbBEOIAAPHbIE KNeT-
KN — eguHNYHbIE B /3.

PeHTreHorpadwus (P) opraHoB rpygHoi NonocTv — puc. 2.

MynbTucnancoBas KoMmnbloTepHas Tomorpadus
(MCKT) opraHoB rpyaHon nonoctu (ckaHep «ECLOS-16
slice») (puc. 3).

Puc. 2. Pl opaaHoe 2pydHoli nonocmu. MaccugHole uH¢unempa-
MmueHOo-(hubGpo3HbIe U3MeHeHUSs 8 HUXHUX omOenax J1e2Kux, Ha
¢oHe KOomopbix onpedenalOmMca nosiocmHbie 0bpazoeaHus
CcpedHUX pasmepoe ¢ NJIOMHbLIMU cmeHKamu (6poHX03Kmasei),
8 HEKOMOopbIX NOOCMAX 8uU3yasusupylomcs MesKue ypoeHU
JKuokocmu. Jekcmpokapous.
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Puc. 3. MCKT opzaHoe 2pyoHoli nonocmu. 3epkasnbHoe pacno-
JloXKeHUe op2aHoe 2pyodHoli nonocmu. Ha 9aHHOM cpe3e — MHO-
XKecmeeHHble Mewomyamsie 6pOHX03KMasbl 8 S, NPaso2o se2-
K020 U S, . /1e8020 /1e2K020.

VccnenoBaHme COCTOSIHUA NIErOYHOM BEHTUAALUN

n gnddy3un, ra3oBoro coctaBa KpoBu ObifIO NPOBEAEHO B
HauunoHanbHOM UHCTUTYTE GTM3NATPUKN 1 MYNIbMOHOJMIOMN
um. O. T. AHoBckoro HAMH YkpauHbil.

boannnetusmorpadpua: obwaa emkoctb nerkmx (TLC)
— 107,7 % [OMKHOM BeNNUYMHbI, OCTaToOYHbI 06bem (RV)
— 284,4 %, dyHKUMOHaNbHas OCTaTOYHasA eMKOCTb JIerkux
(ITGV) — 178,8 %, RV/TLC -252,3 %, *K13HEHHass eMKOCTb
nerkumx (VC) — 45,8 %, popcuposaHHas VC (FVC) — 42,1 %,
o6bem GopcrpoBaHHOrO BblAOXa 3a NepByto cekyHAay (FEV,)
— 22,2 %, FEV,/ FVC — 43,8 %.

3akniodeHue: 3HaunTenbHoe cHukeHne VC, peskoe yBe-
nuyeHmne RV npn HopmanbHom BennumnHe TLC yka3biBaeT Ha
3HaunTenbHOe yBenuueHre obbema MepTBOro NPOCTPaHC-
TBA, UTO XapaKTepHO AJA KNCTO3HO-Oyne3HbIX M3MEHEHMN
B MapeHXnMe NEerknux nnmnm 6pOHX03KTa30B; PE3KO BbIPaXKeH-
Hble HapyLIeHNA 6POHXMANbHON NPOXOANMOCTU.

OndodysnoHHas cnocobHoctb nerknx (DLCO) -39,5 %
NOJIXKH.

lasoBbIN cocTaB KpoBu: pH — 7,39; Hanpsa)keHne Knc-
nopoga (PaOz) — 63 MM PT. CT., HaNps»KeHne Yrnekncnoro

rasa (PaCOZ) — 42 MM pT. CT. 3akiodeHue: ymepeHHas
rMNoOKCemMusa, HavanbHble MPU3HAKN rMnepKanHun.

PeHTreHorpadua okonoHOCoBbIX Na3yx: B paBo Bepx-
HEeUenioCTHON nasyxe ymepeHHoe YTOJLeHue CIn3nCTON
0060/104KM; WCKPUBIIEHNE KOCTHOW MeperopofKky HoCa,
yTOJILLEeHMe CNIM3NCTON 060M0UKM HOCa.

KoHcynbTaLma oTonaprHrosiora: XpoOHUYeckuii npaso-
CTOPOHHU raiMOPO3TMONANT, CT. PEMUCCUN. XPOHNYECKIIA
pyHUT. VcKpuBneHne neperopofkm Hoca. lNapes neson
roslIoCoBON CKNaaKu.

OKI' npu 3epKanbHOM PACNONOXEHUN SNeKTPOLOB:
HOPMOrpaMMa, 3M1eKTpryYeckas ocb cepLla He OTKITOHEHa,
YCC — 97 B MUHYTY, CHYCOBaA Taxukapauvsa, anddysHole
N3MeHeHNA B M1UOKapae.

dxokapauorpadua: LdekcTpokapaus. Mponanc mut-
panbHOro U TPEXCTBOPYATOrO KianaHoB C MUHMMAasbHOM
peryprutayueit. Nonoctn He ysennueHbl. Opakuyms BbI6GPO-
ca neBoro xenygoyka — 60 %.

Ha ocHoBaHUM Hanuuma Knaccuyeckom Tpragabl, BKIO-
YaroLLel AeKCTPOKAPAMIO, XPOHUYECKUA CUHYCUT 1 BPOHXO-
3KTa3bl, GONbHOMY YCTaHOBJIEH [MArHO3 — CUHOPOM
KapTareHepa: gekctpokapaus (situs inversus viscerum tota-
lis), XpoHMYeCKNn ABYCTOPOHHUI FaMOPOSTMOMANT, MHO-
)KeCTBEeHHble OPOHXO3KTa3bl B S 1 6a3anbHbIX CermeHTax
NPaBoro JIErkoro 1 S, ; 1eBOrO JIETKOTO, JIEroYHas He0CTa-
TOYHOCTb Il cTeneHn.

MpoBeneHa aHTUbGaKTepuanbHaa (neBodnoKcaLunH),
MyKonMTUYecKas (amOpoKcon, aueTunuuUCTenH) Tepanus,
NpUMeHANUcb UHGY3UN peocopbunakTa, MHranALUn canb-
6yTamona v ilekacaHa yepe3 Hebynarsep, Maccax< rpyLHom
KINeTKM U AblxaTenbHasa MMMHacTuKa.

B pesynbTtaTte coctosiHMe GONBHOrO YNyywmnocb —
YMeHbLUMNach OAbILLIKA, KONIMYECTBO OTAENAEMON MOKPOTbI,
KoTopas nprobpena CM3NCTO-THOWMHDBIN (YTPOM) U CIN3KMC-
Tol (gHEeM) xapakTep, Hopmanu3oBanacb TemnepaTypa
Tena, ynyywunmncb pesynbTaTthl aHanm3a Kposu (yMeHblLue-
Hue CO3 o 20 MM B ), MOBBICKIICA YPOBEHDb GU3MUECKON
AaKTUBHOCTU.

BonbHoOM BbINUCaH B y4OBNETBOPUTENIBHOM COCTOAHUN
nog HabnogeHne nNynbMOHosOra.

Puc. 4. MCKT opaaHoe 2pydHoli nonocmu (¢ppazmeHmoi cpe3os). Ouazosvie UHhUNbMpamMueHo-pu6po3Hbie U3MeHeHUA napeHXu-
Mbl, pacnoso)xeHHble 800/1b npoceemoe pacuiupeHHbix 6poHxoe (cmpenKu).
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