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Cunnpom Kaprarenepa: ornajieHHbIe HAOMIOIEHUS

H.H. Pozunosa, I1.11. 3axapos, JI.B. Cokonosa

Kartagener’s syndrome: late observations

N.N. Rozinova, P.P. Zakharov, L.V. Sokolova

Mockosckunii HUW neguatpum n geTckom xupypruv PocmenrexHonorum

IIpencraBiensl pe3yasTaThl oTAaNeHHbIX (0osee 10 jer) HaOmomeHuit 0osbHBIX ¢ cuHapoMom Kaprarenepa. IToka3zano, yro npu
COBPEMEHHDBIX METOIAX aJeKBATHOI KOHCEPBATHBHOM TEPANUH 3TA NATOJIOIUA He MMeeT TeHAEHIMH K nporpeccupoBanuio. IIporuos
3a200J1eBaHAS ONPEIEIAETCH XapAKTEPOM M PACTPOCTPAHEHHOCTHIO OPOHXOIETOYHBIX H3MEHEHHIA.

Katouesnie cnosa: demu, cundopom Kapmaeenepa, 6o3pacmuas 360410uusi, NPOSHO3.

The paper presents the results of late (over 10 years) observations of patients with Kartagener’s syndrome. With current methods of
adequate medical therapy, this condition does not tend to progress. The prognosis of the disease is determined by the prevalence of

bronchopulmonary changes.

Key words: children, Kartagener’s syndrome, age-related evolution, prognosis.

pobieMa XpOHMYECKUX HecmeuudUuIecKux 3a-

0oJieBaHUU JIETKUX UMEET HEe TOJIbKO OOJIbIIoe
MEIUIMHCKOE, HO U COLlMalibHOE 3HaUeHue. MHorue
U3 3TUX 0OJIe3HE, HAYaBIIUCh B JIETCTBE, TPUBOISIT K
OrpaHUYECHUIO TPYAOCIIOCOOHOCTU Y OOJBHBIX B 3pe-
JioM Bo3pacTte. OCOOEHHOCTU TEYCHUSI XPOHUUECKUX
3a00JIeBaHUI1 IETKMX, UX KIMHUKO-(PYHKIMOHAJIbHAS
TpaHchopMalusl B pa3InuHbIe BO3PACTHBIC MMEPUOIbI
U UCXOJIbl HAXOJSITCSI HA CThIKE MHTEPECOB MEAUATPOB
U TEPareBTOB.

CrnenuanbHbIi UHTEPEC B 3TOM IUIaHE TpeaCcTaB-
JISIIOT TIPOCTIEKTUBHbBIE U PETPOCIEKTUBHBIE MCCIIENO-
BaHUsI, KAacAlOUIUECs] BPOXKIEHHBIX U HACIEICTBEHHbIX
3a00J1eBaHuI JIETKUX, B YaCTHOCTU cuHIpoMa Kaprare-
Hepa. Cunapom KaprareHepa, Kak M3B€CTHO, OTHOCUT-
Cs1 K TEHETUYECKU JeTEPMUHUPOBAHHBIM COCTOSTHUSIM C
MPEVMYILECTBEHHO ayTOCOMHO-PELIECCUBHBIM TUIIOM
HacJIeIOBaHUS U pacCMaTPUBAETCs KaK OCHOBHasI (pop-
Ma IepBUYHON LMJIMAPHOI AUCKUHe3uu [1—4].

HMMeroluecst B auTepatype CBEIEHHUS 00 UCXoe
NEPBUYHON LIMJIUAPHOM IUCKUHE3WM HEOJHO3HAU-
Hbl. HekoTopble aBTOpbI CYMUTAIOT, YTO XPOHUUYECKUMA
OPOHXOJIETOUHBIN MTPOLIECC Y 3TUX OOJBbHBIX IIPOrpec-
CUPYET, HApaCTaIOT SIBJICHUSI JbIXaTeJIbHOW HelocTa-
TouHocCTH [5, 6]. B T0 e Bpemst A. Ellerman u H. Bis-
gaard [7], A. Bush u C. O’Callaghan [8] Ha ocHOBaHUU
pe3yJIbTaTOB MPOCMEKTUBHOTO UCCJIEIOBaHUS HE 00-
HapYXXWIU MPOrPEeCCUPOBAHUS TIPOLIecca U OTMEYaIN
CTaOMJIBHOCTh (DYHKIIMOHAIbHBIX MOKa3aTeneil. AHa-
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JIOTMYHOI TOUKHU 3peHust npuaepxusaercs O.D. Jly-
kuHa [9]. B nutepatype BcTpewaroTcsl MmyOauKaluu
0 OOJIBHBIX ¢ cuHApoMOM KapTareHepa, JOCTUTIINX
crapueckoro Bo3pacra [10, 11].

XapaktepucTtuka geten u MeToAbl UCCNeAoBaHNSA

IIpeacraBiaeHbl pe3yabTaThl OTHAJEHHBIX HaOIIOAC-
Huil 35 OoabHBIX ¢ cuHApoMoM KaprareHepa (sifus
viscerum inversus, TOpaxXeHue JETKUX U HOCOTJIOTKH).
JlnutenbHOCTh HaOMoAeHUs Oblia He MeHee 10 JeT, a
B nojioBUHE ciydaeB (18 60ibHBIX) — 15—30 jer. K
MOMEHTY OTHAJICHHOTO KaTaMHECTUYeCKOro HabJro-
JIEHUsT OONBIIMHCTBO OOJBHBIX (23 4enoBeka) ObLIU
crapiiie 25 JIeT, Ipy 3TOM BO3pacT 5 U3 HUX COCTaBJISLT
35—43 roga. IluHamuKa KIMHUYECKUX MPOSIBICHUN U
MCXOJIbl 0OJIE3HU OLIEHUBAIUCH TIO pe3yJbTaTaM KOH-
CYJILTATUBHOI'O OCMOTpa, 00cJienoBaHUsI OOJbHBIX B
MeAuaTPUIECKUX U TeparneBTUYECKUX KIMHUKAX, B Ya-
CTH CJTydyaeB — 10 JaHHBIM aHKETUPOBaHMUSI.

PE3VJIBTATBI 1 OBCYXKIEHUA

BpoHxoserouHasi matoyiorusi, Kak nmpaBuiIo, MPOsIBJIsI-
JIach YKe B IIepBbIC THU KU3HU peOeHKa U 00BIYHO pac-
CMaTpuBajiach B POJWILHOM JIOME KaK BHYTPUYTPOO-
Hasi THEBMOHUSI WJIM TTHEBMOHUSI HOBOPOXKIEHHOTO.
Bmecte ¢ Tem oOpaTHOE pacIiojioKeHUEe BHYTPEHHUX
OpraHoB OBLIO AUATHOCTUPOBAHO TPU POXKICHUU
Juib y 4 nereil. McTuHHBIN AuarHo3 «cuHapoM Kap-
TareHepa» 00bIYHO (Y 24 O0JbHBIX) YCTaHABIUBAJICS K
6—10 romam.

Knunuueckasi cumrnromarvka ObUla JOCTATOYHO
TUMUYHONW U CBUACTEIHCTBOBAJIA O TOTAJIBHOCTHU IO-
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paxXeHHUsI pecrupaTopHOro TpakTa. boabHBIX Oec-
MOKOWJ BJIAXHBIU KallleJb C OTIAEeJeHUEM THOWHON
MOKpOTHI. O0OCTpeHUsI OPOHXOJETOUYHOro IMpoliecca
OTMEYaJINCh MO HECKOJIbKO pa3 B rof. Hepeako mpo-
1IecC MMEJT HeTpepbIBHOPEUMAUBUPYIOIIEE TEUCHUE.
DuszrKaibHble U3MEHEHUSI ObLIU SIPKO BBIPAXKEHBDI.
Kak mpaBuio, mpociayinBaioch MHOXECTBO pPa3HO-
KaauOepHBIX BIaXKHBIX XpUIIOB. MHOTHE AeTU OTCTa-
BaJIU B (DU3NYECKOM Pa3BUTUU. Y HauOoOJIee TIXKEIbIX
0OJILHBIX OTMEUAaJIOCh YTOJIIEHNE HOITEBBIX (hajaHT
najblieB («0apabaHHbIE MAIOUKU» ), U3MEHEeHUEe (hop-
MbI HOTTEH («4aCOBBIC CTEKIIa»).

B xnmHuyeckoi kaptuHe cuHapoMma KaprareHepa
0oJIbllIoe 3HAYEHWE MMEET TMOpa)KeHUe HOCOTJIOTKU.
IToutn y Bcex OOJBHBIX YK€ C IEPBOT0O roaa >KU3HU
OTMEYaJIOCh 3aTPYJAHEHUE HOCOBOTO JbIXaHWs, Oec-
MOKOUJIN CJIM3UCTO-THOWHBIEC BBIIEICHUSI U3 HOCA.
Haubonee yacto, mo HalluM JaHHBIM, MOPAXKAIUCH
BEPXHEUEIOCTHBIC Ma3yxu. Y JeTeil MJailliero BO3-
pacta HaOJIOAAUCh MOBTOPHBIE PELUIUBBI OCTPOTO
OTUTa, y JeTeil cTaplliero BO3pacTta — XPOHUYECKOE
BOCIMAJIEHUE CPEJHETO yXa.

Mpzl, kak 1 M.B. KepumoB [12], yoenuiuch B TOM,
yTo npu cuHapoMe KaprareHepa xapakrep MmopdoJio-
rMYeCKUX U3MEHEHU N B JIETKUX HEOJJHO3HAaYeH. bpoH-
XOJIOTUYECKHME UCCIEAOBAHUS TTOKA3aIU, YTO OPOHXO-
9KTa3bl HE SIBJSIIOTCS] OOJIMTaTHBIM MMPU3HAKOM 3TOTO
cuHApoMa. Y MHOIMX HaOJIOAABIIMXCS HaMU JeTel
(8 60JBHBIX) MMEJT MECTO AeOPMUPYIOLINI OPOHXUT
WJIM XPOHUYECKUI OPOHXUT 0€3 CTPYKTYpHOI nedop-
Maluuu OpoHXoB. BocmaneHue cim3ucToil 000J0YKU
OPOHXOB 0OOBIYHO HOCMJIO THOMHBIN MU KaTapaJlbHO-
THOMHBIN XapakTep.

AHanu3 pe3yabTaTOB OTHAJCHHBIX HaOJIOICHUI
MoKazaJ, 4YTo MPU COBPEMEHHBIX METO/IaX aIcKBATHOM
KOHCEPBATUBHOW Teparnuu y OOJbHBIX C CUHAPOMOM
KaprareHepa, Kak npaBuiio, He Ha0JIIogaeTCsI TEHICH-
LIMHY K TIPOrPeCCHPOBaHUIO0 OCHOBHOTO 3a00j1eBaHMs. B
OOJIBIIMHCTBE CJIydyaeB HACTyIMIa CTaOMIM3aLMs CO-
CTOSIHUSI, a Y OTJEIbHbBIX OOJIbHBIX — €r0 YJIy4llleHUE.
ITporHo3 3aboseBaHUsl 3aBUCE], IIaBHBIM 00pa3oMm,
OT XapakTepa U pacinpocTpaHEHHOCTU MopdoIornye-
CKMX U3MEHEeHM B ierkuX. [Iporno3 Haubosee 61aro-
MPUATEH Y OOJIbHBIX OPOHXUTOM 0€3 OPOHXO3KTa3UU.
VY 3TOro KOHTMHIEHTa O0OJIbHBIX (6 MALIMEHTOB) ObLIO
JIOCTUTHYTO KJIMHUYECKOE YIYYIIEHUE COCTOSIHUS.
O06ocTpeHusT BOCHAJIUTEIbHOIO Ipollecca BO3HUKA-
JIU pexe U MPOoTeKaIu jerdye. YMeHbIIUICS Kallelb,
CTUXaJIU BOCIAJIUTEIbHbIE U3BMEHEHUSI B HOCOTJIOTKE.
Hopmanu3zoBanuch nmokasareau (GyHKLIUUA BHEIIHErO
JIbIXaHUSI.

YV 00bLIMHCTBA Xe 00IbHBIX (27 MalMeHTOB) BOC-
MaJUTeIbHbIE U3MEHEHUS B JIETKUX U HOCOIJIOTKE C
Bo3pacToM He HapacTaiu. OJHAKO MAlMEHTOB MPO-
JIOJKaJT OECITOKOUTD KallleJb C OTAEJIEHUEM THOWHOU
MOKPOTBI. DHIOCKOIMMYECKU OOBIYHO COXPAHSIINCh

nyJsibMOHOJ10Irnsi

nposiBieHus1 Au¢@y3HOro KaTapaibHO-THOMHOTO
9HA00poHXxUTa. KinuHuYecKrue mpu3HaKU IbIXaTesb-
HOW HEJIO0CTaTOYHOCTU OTCYTCTBOBaiu. Ilokazartenu
(byHKIIMM BHEIITHEro JbIXaHUSI CBUIETEIbCTBOBAIMN O
HaJIMYUW yYMEPEHHBIX OOCTPYKTMBHBIX HapyIIeHU
(BemuKHa 00beMa popcupoBaHHOro AbixaHus OPB ,
MUKOBasi CKOPOCTb BbIOXa Haxoaujach B Tpeesiax
60—70% HOPMBI, OCTATOUHBIN 0OBEM JIETKHX ObLT YBE-
nuueH 10 130%).

HckioueHre cOCTaBWIM JIUIIb 2 OOJIBHBIX C pac-
MPOCTPAaHEHHBIMU OPOHXO3KTAa3aMU M KHUCTaMHU B
JIETKUX, Y KOTOPBIX C TOJaMU HapacTau MpOsIBJICHUSI
JIbIXaTeJIbHOM HEIOCTaTOYHOCTH, BOCHAJUTEIbHBIN
MPOIIECC B JIETKMX HOCUJT HETIPEPBIBHOPELIUIAUBUPYIO-
LIMIA XapakTep, Y OMHOTO U3 3TUX MallMeHTOB Ha0II0-
JIaJI0Ch KPOBOXapKaHbE.

Cuieyer MoayepKHYTh, YTO Mbl HE OTMETUJIM 3a-
BUCUMOCTU XapakTepa W JOKaJIU3allMu CTPYKTYPHBIX
OpPOHXOJIErOYHBIX M3MEHEHUN OT IJIUTEIbHOCTU Te-
YeHUs Mpoliecca ¥ Bo3pacTa 00JbHbIX. BpOHX03KTa3bl
MOXHO OBLIIO BBISIBUTD Y ICTE MEPBbIX JIET SKU3HU, B TO
Ke BpeMsl XPOHUUECKUIT OpOHXUT 0e3 OpOHXO03KTa30B
WHOTIA IMarHOCTUPOBAJICS y IETei cTapliiero Bo3pac-
ta (14—16 1eT). bosee Toro, mpu MOBTOPHBIX OPOHXO-
JIOTUYECKUX UCCIIEOBAHUSIX HE OTMEUEHO TpaHCchOop-
Mauuu ae(opMUPYIOLIeTo OpOHXUTA B OPOHXO3KTA3bI.
CrenoBatesibHO, AeDOPMUPYIOLINI OPOHXUT U OPOH-
X03KTa3bl Mpu cuHapoMe KaprareHepa sIBISIIOTCS
Pa3IMYHBIMU MOPGHOJIOTMYECKUMI BapUaHTaMU, a He
CTalMsSIMU TIpoliecca.

CorylacHO COBPEMEHHBIM TpEACTaBICHUSIM, B
OCHOBE PECIMPATOPHON IMaTOJIOTUM MPU CHUHIPOME
KaprareHepa JeXUT BPOXIECHHBIN TEHETUYECKU Je-
TEPMUHUPOBAHHbII 1e(PEKT CTPOCHUST PeCHUYEK Mep-
LIATEeJIbHOTO SIUTEIUSI CIU3UCTON 000JI0UKH OPOHXOB,
MPUBOASIIINI K HAPYILIEHU IO MYKOITMJIMAPHOTO TPaHC-
nopta [1, 13, 14]. ®a30Bo-KOHTpACTHAsI MUKPOCKOITHSI
ILIETOYHOTO OMOITaTa CIM3UCTON 000JI0UKM OPOHXOB,
MpoBelieHHas1 Y OOJbHBIX B Pa3JIMUHbIE BO3PACTHBIC
Mepuonbl, He OOHapyXXWBaja MOABUXKHBIX CTPYKTYD
[15], uHbIMU clOBaMM, y MALUEHTOB UMEETCS TaK
Ha3bIBACMbIl «CHHAPOM HEIOABWXHBIX PECHUYEK».
HenoasukHOCTh pecHMYEK, KaK ToKas3ajd MOBTOP-
HbIe UCCIIeOBaHMSsI, OblJIa CTAOWIBHOM, YTO elle pa3
CBUJIETEJIbCTBYET 00 OpraHMYeCKO MpUpoIe TaHHOTO
¢deHoMeHa. DTO MOATBEPXKIACTCS Pe3yIbTaTaMU dJIeK-
TPOHHO MUKPOCKOTIMHU IIUITKOBOTO OMOMTATA CIU3U -
CTOM 000JI0YKM OPOHXOB. Y OOJBHBIX ObLIM OOHApPY-
JKEHBI TUTTMYHBIC JIJIS CUHAPOMA YJIBTPACTPYKTYpPHbIE
JedeKThl aKCOHEM PECHUUEK: MOJTHOE WM YaCTUIHOE
HeJ0pa3BUTUE JTUHEUHOBBIX PYuYeK, OTCYTCTBHUE pa-
JIMAJIbHBIX CIUI], U3BMEHEeHUE Ynciia U TPAHCITO3ULIUS
MUKpOTpyOouex [14].

BaxHo momuepkKHyTb, YTO TPM IJUTEIbHOM Ha-
OJIIOJICHUM U TOBTOPHBIX HCCICIOBAHUSIX MBI HE
OOHApPYXMJIM 3aBUCHMOCTU MeEXIy KIMHUUECKUMU
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MPOSIBJICHUSIMU 3a00JIeBaHUSI, €ro MCXOJaMU U TH-
IIOM YJIBTPACTPYKTYpHOro nedekxra. CienoBaTelbHO,
He TIPENCTaBISIETCS BOBMOXHBIM OOBSICHUTH TOT WIN
WHOM KJIMHUKO-MOPGhOJIOTMUECKUIA BADUAHT CUHAPO-
Ma KaprareHepa 0COOEHHOCTSIMU CTPYKTYPbI aKCOHEM
pEeCHUYEK.

CrnienmaibHOTO BHMMAHUS 3acCHyKUBaeT BOIPOC
O PENpOLYyKTUBHOW (PYHKUMU OOJBHBIX C CUHAPO-
MoMm KaprtareHepa. M3BecTHO, YTO CTPYKTYpHBIE U3-
MEHEHMSI B XTYyTHKaX CIepMaTO30MJI0B U PECHUYKAX
MaTOYHBIX TPYO aHAJIOTMUYHBI TAKOBBIM B PECHUYKAX
JbIXaTeTbHBIX TTYTei. DTO MPUBOAUT K MY>KCKOMY Oec-
MJIOJIMIO Y HE UCKJTIOUAET PUCK OECTIIONus y KEeHIUH
IpU JaHHoM natoyioruu [1, 13, 16, 17]. Cpenu HabI10-
JABIIMXCsI GOJBHBIX 16 MalMeHTOB TOCTUTIN IETOPO/I-
HOTO0 BO3pacTa M COCTOSIIN B Opake. Harm oTnaneHHbIe
HaOJIIOIEHUS TIOKA3aJId, YTO Y XKEHIIUH C CHHIPOMOM
KaprareHepa MOXET COXpaHUTbHCS 1eTOpOAHAsS (PYHK-
uusi. OmHAKO 3TO BCTpeYaeTcsl JOCTATOYHO PEIKO.
TosbkO IBOE U3 JECSTU HAIIMX OBIBIIMX MAllMEHTOK
MMEIOT 3JOPOBBIX JeTeii. Y OCTaIbHBIX BOCHbMU XEH-
IIMH XeJaeMasi 0epeMeHHOCTb 3a HECKOJIbKO JIET 3a-
MY3KeCTBa HE HACTYMWIA.

lecTb My>XUMH XeHaTbl, U3 HUX 5 AeTelt He uMe-
10T. OaUH U3 3TUX OOJIBHBIX IpoILIe] O0Caeq0BaHNe
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