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cuHapoma KapTtareHepa
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CuHpgpom KapTtareHepa -

CuHOHUMBbI. (Kartagener syndrome; nepeuyHas LunuapHas
OvckuHesnsa y geten, Siewert syndrome; 3usepra-
KapTareHepa), cMHOPOM HeNoaBUXHbIX pecHuYek (immotile
cilia syndrome), asuratenoHaga unnuonaTtua (the motile

ciliopathy) MKB-X: Q33.8/ Q89.3/J98.0

- reHeTn4eckn obycnoBneHHoe 3aborieBaHne, rNpu KOTOPOM
NMEETCH NepPBUYHOE NOPAKEHNE PECHUYEK MepLLaTENbHOIo
ANUTENNSA N MYKOLUNMAPHOro TpaHcnopTa, KOTopoe NpuBoanT K
Pa3BUTULO '
*BPOHX03KTaTUYECKON BONE3HM,
"napaHasanbHOro CUHyCcuTa,
=CpeaHero oTuTa,

AN
=6ecnnoanst (npu HapyLeHHOW ABUraTensHON MYHKLIMKM PECHUYEK

MaTouHbIX TPY6, CrepmaTo3oMaoB 1 Ta.)
=0D0paTHOro pacrosioXXeHUst BHyTPEHHUX OpraHoB Nmbo
nsonunposaHHon gekctpokapanu (50%).



[TaTonorna BnepBbie onnucaHa KMeBCKMM BpavoMm

A.K. 3uBepTtomMm (roabl knsHn — 1872-1922 rr.) B XXypHane
«Pycckmnn Bpau» (1902 r.) 1 wBenuapcknum tTepanesTom
M. KaptareHepom (1933 ).

B T A

YacToTa BCTpe4yaeMoCcTn cuHapoma:
1:15 000 - 1:30 000 »nBopoxaeHHbIX

Manes Kartagener
(1897 — 1975)



PRIMARY CILIARY DYSKINESIA
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Mopdhonormnyeckaa ocHoBa CMHAPOMA - NaToNorM4eckoe passuTtue
MepuaTenbHOro anNuUTennua BEPXHUX OblXaTenbHbIX NyTeEN U
TpaxeobpoHxmansHoro gepesa. OHO 3akno4YaeTca B aHOManbHOM
CTPOEHUN N HapYyLUEHUN OBUraTENbHON aKTUBHOCTU PECHUYEK, K
KOTOPbIM OTHOCATCS AMUCNoKauma TyOynsipHbIX CTPYKTYP, OTCYTCTBUE
OVHENHOBbIX PyYeK, B KOTOPbLIX pacrnonoxeHa ATdasa,
obecrne4ynBatoLLas X ABMXKeHMe. 3TO NPMBOOAUT K
HeCcorfacoBaHHOCTM KornebaHnnm pecHNYEK BNAOTb 40 MOSTHON
OCTaHOBKN UX OBWXEHMUSL.



[TpnbnnantensHo y 50% naymeHToB ¢ NEPBUYHOWN LUITMAPHON
OVUCKNHe3nen HabntoaatoTcs AedekTbl flaTepanbHOCTU
(Bkntoyas situs inversus totalis u, pexe, retepoTtakcuio u
BPOXOEHHbIN MOPOK cepaua), oTpaxaroLmne aQUCcgyHKLUUIO
9MOPUOSIOrNYECKNX Y3ITOBbIX PECHUYEK.

How Situs Inversus Totalis Works  z:00s nowstuttWorks
Person with
Normal Organ Placement suborsonwith
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KnnHnyeckum cny4vyau

XanooObl: 5
"Ha YTOMNSAEMOCTb Npu n3n4Yeckon Harpyske,

»3aTPyJHEHHOE [blXaHMe Yepes HoC,
"Mepuoanyeckn Kallenb.

[ToopocTok Habntoganca KapauorioroMm U Kapanoxmpyprom c
nepsoro roga *xusHu. LLlym B cepaue BbicnywaH cpasy nocrne
poXaeHus, axokapaunorpadpua (OxoKIl) sbinosiHeHa B 6 Mec.:

«Me3sokapgusa. KoppurmposaHHas TpaHCNO3ULMA MarncTpanbHbIX
cocyaos. JleBbIX XXenyagodek pacnonoXeH cnpaea. [1paBbin
XXenyao4dek pacnosioxeH criesa. 13 nesoro xenyaooyka BeIXoguT
rierodHasi aptepusd, U3 nNpasoro Xernyagodka - aopta. AopTa
NpOXo4AUT cnepean n crneea, fierodHasa apTepus — nos3agu v
cnpasa. [laHHbIX B MoSib3y KoapKTauum aopTbl HETY.

OuarHos nogteepxaeH B MHBX um. B.K. 'ycaka n HUCCX

nm. H.M AmocoBa (KueB), pekomeHOgoBaHO AMHaMU4ecKkoe
HabnoaeHue.



*B 10-neTHeMm BO3pacTe npu nraHOBOWU rocnutanusauun B
MHBX no nosoay BI'C guarHoctupoBaHa ovaroBas
BHerocnurasnbHas NpaBOCTOPOHHAA cpeaHenoreBas
BPOHXONHEBMOHUA.

KoHcynbsTnupoBaH otusmatpom, NoATBEPXKAEH ANArHO3:
«['paBoOCTOPOHHANA cpeaHenoneBast 6POHXONMHEBMOHUAY.
[Tony4an uedTpuakcoH, ammkaunH, cymamea.

*B 12 net onaTb Nnpu NaHOBOM MNOCTYMNSIEHUN B CTauMoHap
OuarHoctupoBaHa NpPaBOCTOPOHHAS cpeagHenoneBas
NMHEBMOHMUA.

Ha OxoKI: «Mesokapausa. KoppurnposaHHasa TMC,
HepocTaTtodHocTb MK | cT; HegocTtaTodHoCcTb TK |-l CT;
nasneHue B J1A — 27,3 MM PT.CT; KOHEYHbIN ONACTONTMYECKNU
obbem nesoro xenygodka (KOO) — 80 mn; dopakumns Belbpoca
(PB) — 72,3%. CokpaTUMOCTb MMOKapaa xopoLuas.



AHAMHE3 XU3HM:

=OT || BepeMeHHOCTU, NPOTEKABLLUEN HA (POHE
cybdebpunurteta B | TpumecTpe. Poabl |l B Cpok, HopMaribHbIE.
Macca tena npu poxaenuun 4400,0 r. PocTt 56 cwm.

*Ha rpyagHoM BckapmMmnuBaHuu o 2-x mec. ['puBuT no
KaneHaoapro npodpunnakTuyecknux NpuBmMBOK. leTCKumu
NHMPEKLUNOHHBbIMN 3aboneBaHUAMU He bonen.

=B aHamHe3e yacTtble OPBW, 00CTPYKTUBHBIN DPOHXMUT,
NMHEBMOHUMN.,

*C nepBbIX MECSLEB XNU3HMN OTMEYanoCb «COMNEHME» HOCOM,
peunanBnpyoLLe PUHUT N OTUT.

*C 2-X — neT — peunansmpyowmnimm ranMmopuT 1 aTMONONT.
Marnb4nk n3 MHorogeTtHou cembm (5 geten).

*B cemenHom aHamHese — BINC y gaam martepwu.

*Mama mManb4nka 4acto 1 ArMTENbHO KalUMsAeT, He
obcnegoBaHa.



OB bEKTUBHbIUA CTATYC:

= ACTEHMYECKOro TENOCIIOXEHUS, MOHWXEHHOIo NUTaHUS. / "

dusnyeckoe pasBuTHe cpeaHee. \ oV
*BbipakeHa OneaHOCTb KOXKHbIX MOKPOBOB, MpU Harpyske
NOSIBNISAETCHA «CEPOCTb» HOCOryOHOro TpeyronbHMKa. ICToHYeH
NOAOKOXXHO-KNPOBOW crion. KOXXHble MOKpoBbl cyxoBaTbl. Crnn3ucTas
NONOCTU pTa po3oBas, s13blk 00roXxeH benbiM HaneToMm. 3agHas
CTEHKa rMoTKu 3epHnUcTad, HebHble MUHOANUHbI Pa3pPbIXSIEHbI.
[ManbnupyoTCcs NOAYENOCTHLIE NUM@aTnyeckme yansl 4o 1,0 cm,
MSAMKO-3racTU4YHON KOHCUCTEHUWN, 3aaHeLwwenHble — Ao 0,5 cm.
=[1bIXaHne 4Yepes HOC 3aTPyaHEHO 3a CYET OTeKa CIn3nUCToN,
OTAEeNnseMOoro HeT. YCTaHOBIIEHO CHUXEHME CnyXa, 3ali0XXeHHOCTb
yLien.

*[‘pyoHaqa KneTka acMMMETpPUYHas 3a cHeT npeobnagaHnsa neBon
NoNoBUHbI. Hag NerkuMmu NnepKyTopHO JIErOYHbLIN 3BYK,
ayCKynbTaTUBHO — HWXXE YITI0B JI0NaToK, NpenmyLecTBeHHO Crnpasa,
— pa3HoKanubepHsble BriaXHble U eANHNYHbIE CYXNe CBUCTSLLME

Xpunbil.

?



OBbEKTUBHDbI |7| CTATYC (npopomkeHune):

*['paHunUbI cepaua: crnpasa — Ha 1 CM KHapy>Xun OT NpaBoro
Kpad rpyaunHbel, BepxHas — |l pebpo, crneBa — Ha 1 cm
KHapYy>Xn OT NeBON CpeaHEKNIOYNYHOWU NTUHNUN.

*ToHbI cepgua pUTMmUYHble. CUCTONMMYECKUIN LLIYM CpedHEN
MHTEHCUBHOCTW Ha obracTbto cepaua. XXuBoT MATKun,
neyeHb Ha 1,5 cM HWXKe pebepHon ayrn no
CpeOHEKITIOYNUYHOWU JTMHUN.

=CTyn perynspHbin. Moya cBeTnas.




O6cnepnoBaHue:

KnuHu4yeckuu aHanu3 kpoeu.: 3p.-4,45 T/n, HB-116 r/n,

Ht-40%, Tp-382/n, U1 -0,8, J1.-6,1 r/n, n.-3, c.-46, n.-42, a-
1, 6.-4, m-2,|nn.kn.—2, CO3 — 30 mm/yac.
Knunuy. ananu3 kpoeu: 3p.-4,56 T/n, He-122 r/n, Ul - 0,8,
n.-48r/n, n.-2, ¢c.-50, n.-47, m-1,|/CO3 — 17 mmMm/yac.

buoxumuyeckoe uccriedogaHue Kposu:

bunnpybuH obwmnm — 14,0 mkmons/n;

bunnpybunH npamon — 3,5 MKMorsb/1;

bunnpybuH Henpamon — 10,5 MKMonb/T;

ACT —-6,3E/r, AlIT -7,4 E/r;

oowunn 6enok — 87 r/n,

MoyeBMHa — 3,18 MmMonb/n, KpeaTUHUH — 64 MKMOnb/ 1,
rmoKko3a Kposn — 5,0 mmornb/n.



O6cnepgoBaHUe (npogomnkeHue):

lMokazamenu 2cemocmasa: [NTN-82%, donbpunHoreH— 2,5 r/n.
Ocmpodgpa3oebie nokazamenu: ACJ10 — oTpuyatenbHbIN,
CPBb - oTpuuaTtenbHbI.

UmmyHogpepmeHmHbiu aHanu3: AT k TI1O — 1,45 E[l/mn;
TTI — 0,83 mkME/Mn; T4cB — 18,28 nMmonb/n.

Baknocee cnu3u ¢ MuHOanuH: S. aureus — 103,
YYBCTBUTENMbHbLIN K OKCALUIUHY.

Bbaknocee cnu3u u3 Hocal S. aureus — 10° ]—IyBCTBI/ITeJ'IbeIVI K
BaHKOMULMHY, OdpriOKCaLHY.

AH. MOYU KJTUH.. CB.XXeNT., Npo3p., ya.eec.-1016, p-unsa kucn.,
caxap — HeT, 6enok — HeT, J1.-3-4 B n/3p, anuT. — nn. eq.B n/3p,
conu doocdaTtbl — OOnbLIOE KOSTMYECTBO.

AHanu3 Kana Ha ssuya 2eJisMUHmMoO8 — OTpUUaTENbHbLIN.




O6cnepgoBaHUe (npogomnkeHue):

IKT: put™m cunycoBbii ¢ HCC 72 yo B MUH, CHUXXEHME
BOJSIbTa)a, HapyLleHMe NpoLeccoB paHHEW penonsapu3aunm
B MUOKapAe Xenyago4Kos.

JII: Ha doHoBOW D3I perynaTopHbie N3MEHEHUS.
OucyHKuMA Hecneundmnyecknx BereTaTuBHbIX CTPYKTYP
ronoBHOro moara. ['lpnu3HakoB NnapoKkcu3amarnbHOW
aKTUBHOCTMW He BbIABIMEHO.

AC MATI. YmepeHHas akcTpaBa3sasibHasa komnpeccus MNA
cnpasa. [1o mosrosbiMm cocygam — N.

e et VST O SR 25 s i S S .
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O6cnepgoBaHUe (npogomnkeHue):

RO-OrK: JleroyHble nonga obblivHOM npo3pavyHocTtu. Cnpasa B
cpegHen gone 3ateMHEHUE NErovyHon TKkaHu, b6e3 YeTKnx

KOHTYpoB. CrieBa — N. CuHycbl cBobogHble. Cor — rpaHuLbl
He pacwmpeHbl. KOHTPOsib B AMHAMUKE.

CKT OlrK: nHeBMouUMppO3 cpeaHen gonm npasoro nerkoro,
BpOoHX03KTa3bl S7 HUXKHEW OONKM NPaBOro fierkoro, Hambornee
BEPOATHO, NOCTBOCMNANUTENBLHOIO reHesa.
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O6cnepgoBaHUe (npogomnkeHue): e %
A ( p a ) ;,;;ﬁ"".f 'ﬂ)r\
SHOopuHoOCKOoNus: cnu3nctas 06oo4Yka HoOCOBbIX éy{
( %\

PAKOBUH Pe3KO OTEYHA, B HOCOBbLIX X04axX npospaqHaﬂ T
CNU3b, HOCOIMOTKa cBoOOAHA, aAeHOUOO0B HET. ; »_

PekomeHO0OBaHO BbIMOMHUTL CMpanbHYo A
KOMMbIOTEPHYO TOMOrpaduo OKOSTOHOCOBbIX na3yxk

CKT npudamo4HbiIx na3yx Hoca:
"N3MEHEHUA B BEPXHEYENOCTHbIX Nasyxax ¢ 0benx CToOpoH
BOCManuUTErNbHOIo reHesa.

*YMepeHHbIe BOCMNannTerbHble N3MEHEHNSI B OCHOBHbIX
nasyxax, B KfneTkax peLlieryaToro fiabupuHTa n B HOCOBbIX
Xxoaax ¢ 06enx CTOpPOH.

*[Mnonnasus fieeon No0OHON Nasyxu.

*I3MeHeHna KOCTHOM TKaHW NULLEBOIo Yepena no tmny
A4YEenNCTOro OCTeonopo3sa.



KOHcyﬂ bTauuUun cneunanimcToB

OmonapuHaosnoea: OBYCTOPOHHUN OCTPbIN FTHOWHbLIN
PUHOCUHYCUT, XPOHUYECKNN a€HOTOH3UNINT, OBYCTOPOHHUN
9KCCyOaTUBHbLIN OTUT.

Cypdosio2: Ha ayauorpaMmme nopaxxeHme 3ByKornpoBoasLLEero
annapaTa — ABYCTOPOHHSASA KOHOYKTUBHASA TYroyxocCTb.

Okynucm: cpenbl, rnasHoe AHo 6e3 naTtonorunu.
Heeposioa: rnasHbie wenn D < S, acummeTpumsa HOCOryoHbIX

cknagok. CyxoxunbHble pedrekcbl cMMMeTpuyHblie. CTaTuka
N KOOpAWHaUUS He HapyLUEHbI.



KnuHuyeckuli duacHo3:

OcH.: CnHgpom KapTareHepa.

*BpoXOeHHbIM NOPOK cepala: aHoOMarnns pacrnonoXeHuns cepaua
nepBuYHas, npaBocpopmMmMpoBaHHOE cpeanHHOPAaCMNONoXeHHOoe
cepaue C HopMasribHbIM pacnosioXXeHUeM BHYTPEHHUX OpraHoB.
KoppurnposaHHas TpaHCnNo3numsa MarmctpanbHbIX COCYO0B.
HeOooctaToyHOCTbL MUTPAnbHOro KnanaHa | ctenexHu.
HepooctaToyHOCTbL TPUKyCnnganbHOro knanada l-1l crenexw.
IleroyHas runepteHsuna | ctenenn. XCH1.

*XpOHMNYeCKuin OPOHXNT. [THEBMOCKIIEPO3 CpedHeN 40Nnn NpaBoro
rnerkoro, 6poHxoakTasbl S7 HUXKHEW OONM NPaBoro ferkoro.
*XPOHMNYECKUN PUHOCUHYCUT. [Mnonnasus 51ieBoun JTI0OHOM nasyxu.
*A4yencTbl OCTEONOPO3 KOCTEN NNULEBOIO Yepena.
OcTeoxoHapOo3, CcnoHAUIoapTpos, 4edopMUPYIOLLMIA CTIOHAWSTES
rpyoHoOro otaena no3BOHOYHMKA.

[1BYCTOPOHHAA KOHOYKTUBHAA TYroyxocTb. [1ByCTOPOHHUU
9KCyOdaTUBHbIN OTUT. XPOHNYECKUN aOeHOTOH3UIIINT.



JleyeHue: nanaTHbIN pexum, aneta Ne5, asutpomumnumH 10
Mr/kr 1pa3s B aeHb, ambpokcor no 1tabneTtke 3 pasa B A€Hb,
uedTpuakcoH B/M 1 r 2 pasa B A€Hb, rponpmHasmH 1
TabneTtka 4 pasa B AeHb, 3NeKTPOdOpeE3 C XNOPUCTbIM
KarnbLuMem Ha rpyoHyto KneTky, MHransaumm gekacaHa vyepes
Hebynansep, Weno4vHble nHransuun, polonm xup 1 no
Kancyne 2 pasa B AeHb, Maccax MexXpebdbepHbIX MbILLIL,
ObixatenbHas rnededbHas puskynsTypa, NpoMbiBaHUE nasyx
Hoca.

CocTosiHMe MarnbyuKa nop BNuUsiHMeM npoBOAVMON Tepanum
YNYYLLUUITOCh, YMEHbLLWIICA Kallenb, ncyeana obiLlka,
Hapocna akTUBHOCTb, YNy4LUUICS anneTuT, BOCCTaHOBUINOCH
OblXaHne Yyepes HOC, B NErkUx NCYE3NN BNaXXHble XPUIbI.

[lo HacTosAHMIO MaTepn pebeHOK BbINMMCAaH C
pekoMeHaaUnAMN NPOAOCITKEHNS NTeYeHNs amOynaTopHO.



BbiBoAbI:

1. HecmoTpsi Ha TO, 4YTO pebeHOK C poXAeHUA Haxoaurca noa
MEeONLNHCKUM HaONQEHUEM N Y HEFO UMENUCH
Kfaccuyeckue npusHaku nepBnUYHON LnnapHoOu
OVCKUHEe3Nn (Me3oKkapausa, nopakeHue rierknx, CUHYCUT U
OTUT), @ NepBble CUMMTOMbI 3aboneBaHUA NOABUIINUCH eLLE
B rnepuoge HOBOPOXAEHHOCTU, ANnarHo3 ObifT yCTaHOBIMEH
TONbKO B 12-neTHemM Bo3pacrTe.

2. B cembe, rge BocnuteiBaeTcs 5 aeten, CUHOPOM
KapTareHepa KOHCTaTupoBaH Yy ogHoro n3 Hux. Bce cnbcebl
MaTb, CTpadaloLaa XPOHUYECKMM DPOHXUTOM, HYXXKAAl0TCH
B N1aHOBOM 0OCrnegoBaHUN.

3. Bpauun nepBoro koHTakTa 4OJKHblI MOMHUTL, YTO Hanuymne
OeKCTpoKkapaun, Mmesokapauu, situs viscerum inversus, XoT4
n Bctpevarotcsa B 50% crnyyaeB 3aboneBaHusi, — noBoAd Ans
UcknoveHmnsa cuHapoma KaprareHepa.
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