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Cungpom KapTtareHepa -

CuHOHuUMBI. (Kartagener syndrome; nepsryHas LununapHas
avcknHesns y geten, Siewert syndrome; 3useprta-
KapTareHepa), cMHOPOM HENOABUXKHbLIX peCcHUYekK (Immotile
cilia syndrome), gsuratenoHas umnuonartus (the motile

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

[TaTonorns BnepBble onmcaHa KUEBCKUM
Bpadyom A.K. 3uBepTom (roabl XKN3HU —
1872-1922 rr.) B xXypHane «Pycckun Bpay»
, (1902 r.) u wBenLapCKNM TeparnesToM
‘& M. Kaptarenepom (1933 r.).

YacToTa BCTpeyaemMoCcTu cuHapoma:
1:15 000 - 1:30 000 »xnBopoXXAeHHbIX

Manes Kartagener
(1897 - 1975) ;y‘; MLMH ngo?s 2: szglg)poK ener ISIZe;I)NhHgHM

HH

rtagen
489501Sk ik, N. Kartagen ydome[T xt] / N. Skeik, F.
al. // Gomal J. Med.Sci 2013 Vol. 11. — P. 239-241.

TpyAHa 3Hb 1 onraﬂcnaBapoccmVlCKstp C 6u.l e 1. Kto 6 n AoK p3 epT? BectHuk CM6IY. Cep. 11.
bro k n: bronkie ien bei situs visceru 'n us [Te: ]/M Kart g er // Beitr. Klein. Tu b rk. — 1933. — 82. — P.

d
Jabr // Int JG Md 2011—VI4 P41438b , K. S. Kartagen ydome[Txt]lKSBb r, H. Khan, Y. Ismail



CvHppom KapTtareHepa -

reHeTu4eckm obycrnoesneHHoe 3aboneBaHne, NpmM KOTOPOM
MMEeEeTCS NePBUYHOE NOopakeHne peCcHUYEeK MepLaTenbHOro
ANNTENNA N MYKOLIMNMMAPHOro TpaHCNopTa, KOoTopoe I'IpI/IBO,EI,I/IT
K pa3BUTUIO EEN
=B POHX03KTAaTUYECKON DONE3HMN,
"rMapaHasarnbHOro CUHycuTa,
=CpefiHero oTuTa,
=6ecnnoaus (Npy HapyLLEHHON ABUraTenbHON MYHKLUUN
pecHnYeKk MaTouvHbIX TPy6, cnepmaTo3omnaos v 14.)

o =0DpaTHOro pacnonoXeHus BHYTPEHHUX
OpraHoB JIMOO N30NMPOBaHHOW
nekctpokapauun (50%).

Mucus
swept up
by cilia

Airway with PCD

% BapaHos A.A., Ham a-bapanosa J1.C., Buwnesa E.A., Cen a J1.P., Cum a 1.1 n op. Cospem

Mucus zi BefleHNIo feTel cnepBMHHoﬁ Lu/lnMapHon u.MCKMHeameVL neqmaT as dapmal 5. 2017; 1: 43-48. Eoropap, A E D,b;u(osa C 3
2 MwuzepHuukmn FO.J1 MepBryHas umnuapHas ,u,mcwmesm cospemeHHb|e noaxodbl K ANarHocTvke 1 Tepanuu.
- Poccuiickuii BecTHUK nepuHaTonorum n neguatpun. 2019; 5: 123-133. Afzelius B.A. Immotile cilia syndrome: past,
present, and prospects for the future. Thorax 1998; 53: 894-897.




PRIMARY CILIARY DYSKINESIA

Centrol Bndge

Centcl Singlet
Microtubules

Plasmao
Membrane

Radicl Spoke

Subfiber B

Mopdronornyeckasa oCHoBa CUHAPOMA - NaTonorM4eckoe pasBuTme
MepLaTENbLHOMO ANUTENNSA BEPXHUX OblXaTerbHbIX NyTEN U
TpaxeobpoHxuanbHoro gepeBa. OHO 3akn4YaeTca B aHOMarnbHOM
CTPOEHUN U HApPYLLUEHUN OBUraTENbHON aKTUBHOCTU PECHUYEK, K
KOTOPbIM OTHOCATCA Ancrnokauma TyoynapHbIX CTPYKTYP, OTCYTCTBUE
OVHENHOBbLIX py4eK, B KOTOPbIX pacnosroxeHa ATdasa,
obecne4ymBatoLlas nx apmxkeHne. 3To NPMBOAUT K
HeCOorfacoBaHHOCTU KonebaHnnm pecHUYeK BNnoTb 40 NOfHON
OCTaHOBKM UX OBWXEHUS.



[MpnonusutensHo y 50% nauneHToB ¢ NEPBUYHON LIUITMAPHOU
OVCKnHe3nen HabroagatTcs AedeKkTbl laTepanbHOCTU
(BKtoYas situs inversus totalis n, pexe, reTepoTakcuo u
BPOXXOEHHLIN MOPOK cepaua), oTpaxarowme aucgyHKUmo
9MOPMONOrM4YECKMX y3roBbIX PECHUYEK.

Levocardia Dextrocardia Mesocardia

o~ \K“\ ﬁ“g;\
\

i) JlekcTtpono3nuuna

Hopma

JlekcTpoBepcus




KnnHnyeckumn cny4yam Ne1

Y wmanpduka 10 net, rocnutanuauposaHHoro B MHBX no
nosoay BI1C, auarHoctnpoBaHa o4aroBas BHerocnutasribHad
NPaBOCTOPOHHAA cpeaHenoneBast 6pOHXONMHEBMOHUS.

. myTOMITAEMOCTb Npu dun3ndeckon Harpyske,
dJ100DbI.
"3aTpygHEHHOe AblXaHne Yyepes HOC,
"repmoanyeckun Kallerns.

[TogpocTok Habntogancs KapanororomMm U Kapanoxmpyprom ¢
nepsBoro roga »xu3Hu. LLlym B cepaue BbicnyLiaH cpasy nocne
poXxaeHus, axokapaunorpadpua (OxoKI') BeinonHeHa B 6 mec..

«Me3sokapgua. KoppurnpoBaHHaga TpaHCNo3nUna MmarmctpanbHbIX
cocyaos. JleBbIn Xenyngo4vek pacnosioXeH cnpasa. [1paBbiv
Kenyao4dek pacnonoXeH crnesa. 13 neBoro xenyagodka BbIXoauT
rierodHast aptepus, U3 NpaBoro Xenyaodka - aopta. AopTa

NMPOXOAUT criepean 1 crieBa, nerovyHas aptTepust — no3agm u
cnpaBsay.



"B 12 neT ondaTb Nnpu NNaHOBOM MOCTYMNMEHUN B CTauuoHap
OviarHoCcTMpoBaHa NPaBOCTOPOHHAA cpedHenoneBas
NHEBMOHMUSA.

Ha 9xoKI: «Me3okapauns. KoppurnposanHHasa TMC,
HenocTtaTodHocTb MK | cT; HegocTtaTouHocTb TK I-ll CT;
nasnenue B JIA — 27,3 MM PT.CT; KOHEYHbIVA ANACTONNYECKUN
obbem nesoro xenygodka (KOO) — 80 mn; dopakumsi Beibpoca
(PB) — 72,3%. CokpaTMoCTb MMOKapaa xopoLuag.




AHAMHES3 XU3HMN:

=0T || 6epeMeHHOCTU, NpoTEKaBLLUEN HA (DOHE
cybdebpunuteta B | TpumecTpe. Poabl || B Cpok, HOpMaribHbIE.
Macca tena npu poxgeHum 4400,0 r. PocT 56 cwm.

*Ha rpygHom BckapmMnunBaHum 0o 2-x mec. [Npunenut no
KaneHaapr npodumnaktmyecknx npusmeok. [etcknmm
NH(PEKUMOHHBLIMN 3aboneBaHnaAMUN He Borern.

=B aHamHe3e yacTtble OPBW, 0O6CTPYKTUBHBLIN DPOHXMT,
MHEBMOHUN.

*C nepBbIX MECSALEB XNU3HN OTMEeYarioCb «COMNEHME» HOCOM,
peELMONBUPYIOLLIME PUHUT U OTWUT.

*C 2-X — neT — peunamnsmpyoinim raiMmopuT 1 3TMOUONT.
Marnb4nk n3 MHOrogeTHou cembu (5 aeten).

*B cemenHom aHamHese — BI1C y gaan martepwu.

*Mama mManb4nka 4acto 1 ANUTESNbHO KaLUSAeT, He
obcnegoBaHa.




OBbEKTUBHbIN CTATYC:
3 ¢ |'[x4/ 3

" ACTEHNYECKOro TENMOCNOXEHUA, MOHUXEHHOIO NUTaHUS. j
dusnyeckoe pasBuTNE CpeaHee. (f) J{\
*BbipaxkeHa 6r1eQHOCTb KOXHbIX MOKPOBOB, NPU Harpy3ke
NOSIBNSIETCA «CEPOCTb» HOCOrybHoro TpeyrosnibHuka. IctoH4eH
NOOKOXHO-XXMPOBOU crion. KoXKHbIe MOKpoBbI cyxoBaTbl. Cnusucrtas
NONOCTU pTa pPo30Basi, A3blKk 0bNOXeH berbiM HareTom. 3aaHas
CTEHKA IMOTKMN 3epHUCTad, HEOHbIE MMHAANWHBI Pa3PbIXIEHHDI.
[TanbnupytoTca nogyentocTHele numagaTtundeckue yanol o 1,0 cm,
MSArKO-31aCcTUYHOW KOHCUCTEHUUWN, 3aaHeLwenHble — ao 0,5 cm.
=[1bIXaHne Yyepes3 HOC 3aTPpyaHEHO 3a CHET OTeKa CNM3NCTON,
OTAENAEMOro HET. YCTaHOBIEHO CHMXEHME clyXa, 3aNn0XXeHHOCTb
yLlen.

*[pygHas KNeTka acMMMETPUYHAagA 3a cYET npeobnagaHnst NeBou
NONOBUHbLI. Hag Nnerknumm nepkyTopHO ferovHbIN 3BYK,
ayCKyInbTaTUBHO — HWXXE YrnoB nonaTok, NpenMyLecTBeHHO cnpasa,
— pa3HoKanMbepHble BNaXHbIE N €ANHUYHLIE CYXUE CBUCTSALLIME
XpUMbl.




OE'bEKTI/IBHbII/I CTATYC (npogonxenue):

*ToHbI cepgua pUTMnYHblie. CUCTONMNYECKNN
LUYM CpeaHEN NHTEHCUBHOCTM Haa obnacTtbio
cepaua.

“>KMBOT MArkKUN, rne4vyeHob Ha 1,5 cM HUXe
pebepHON Oyrn No CcpeaHEKNIOUYNYHON TMHUN.

ObcnepnoBaHue:

KnuHu4deckuu aHanu3 kpoeu: 3p.-4,45 T/n, He-116 r/n,
Ht-40%, Tp-382[/n, UM -0,8, J1.-6,1 r/n, n.-3, c.-46, n.-42, a-
1, 0.-4, m-2| nn.kn.—2, CO3 — 30 mm/yac.
Knunu4. anHanu3s kpoeu: 3p.-4,56 T/n, He-122 r/n, U1 - 0,8,
n.-48r/n, n.-2, c.-50, n.-47, m-1, COO — 17 mm/yac.
Baknocee cnu3u ¢ MuHOanuH: S. aureus — 103,
YYBCTBUTENMbHbLIN K OKCALUIINHY.

baknocee csiu3u u3 Hoca:|S. aureus — 105]HyBCTBVITeJ'IbeII/I K
BaHKOMMLWHY, O(prIOKCaLHY.




O6cnepnoBaHUe (npogomkeHue):

IKT: putm cnHycosbii ¢ YHCC 72 yO B MUH, CHUXKEHNE
BOSibTaXa, HapyLleHMe NPOoLIECCOB PpaHHEW penonsipusaunm B
MUOKapae XeryaoyKkoB.

JIl. Ha doHoBOW D3I perynsaTopHbie N3MEHEHUS.
[OncdyHKUMA Hecneungouyeckmnx BereTaTMBHbIX CTPYKTYP
royiloBHOro moara. NpmnaHakoB napokcuamanbHON akTUBHOCTHU
He BbISIBMNEHO.

AC MAT: YmepeHHas aKkcTpaBasanbHas Komnpeccm I'IA
cnpasa. Mo Mmo3rosbiM cocyaam — N. o

RO-OrFK: JlerouHble nons obbiMHOW npo3padHocTn. CrnpaBa B
cpegHen gone 3aTeMHEHME NEro4HON TKaHU, 6e3 YeTKnX
KoHTypoB. CneBa — N. CuHycbkl cBoOoaHble. COr — rpaHuLbl HE
pacwimpeHbl. KOHTponb B AHaMUKe.



06cne.qOBa|-me (npoponxeHue).

CKT OlK: nHeBMoOUMPPO3 cpeaHen Oonu npasoro ferkoro,
BPOHXO03KTa3bl S7 HMXKHEW OONM NPaBOro Nnerkoro, Hanbonee

BEPOATHO, NOCTBOCNAJINTESIbHOIO reHeaa.

~

M3 cobcTBEHHOrO apxuBa

IAHOOPUHOCKOMUST. cnu3nctasa 06ono4Yka HOCOBbIX
PaKOBUH PE3KO OTEeYHAa, B HOCOBbLIX X04axX npo3pavyHas

CINn3b, HOCOITI0TKa cBOOOAHA, aAeHONO0B HET.
PekomeHO0BaHO BbINOMTHUTL CNUPAanbHYO KOMMbIOTEPHYHO
TOMOrpauio OKONOHOCOBbLIX MNa3yxX.




Ob6cnenoBaHUe (npogomnkeHue):

CKT npudamoyHbix na3yx Hoca:

"N3MEHEHMNS B BEPXHEYENIOCTHBLIX Nasyxax ¢ 0beunx
CTOPOH BOCMNanNMUTENbLHOro reHesa.

*YMepeHHble BOCNArIMTENbHbIE UBMEHEHUSA B
OCHOBHbIX Nasyxax, B KNneTkax pewer4yaToro
nabupunHTa 1 B HOCOBbIX X04axX ¢ 06enx CTOPOH.
*[Mnonnasusi 1eBon NOO6HOW Nasyxu.

" I3MEeHeHNA KOCTHOW TKaHW NLUEBOIro Yyepena no
TUNY SS4ENUCTOro OCTEONOPO3a.

OmonapuHaosio2: ABYyCTOPOHHUN OCTPbIN THOMHbLIN
PUHOCUHYCUT, XPOHNYECKNN adeHOTOH3UNSINT, OBYCTOPOHHUN
9KCCydaTUBHbLIW OTUT.

Cypodosioe: Ha aygmorpaMmme nopaxxeHme 3ByKOnpoBoadALLEro
annapara — ABYCTOPOHHAA KOHOYKTMBHAA TYroyxocCTb.
Okynucm: cpefpbl, rmasHoe gHo 6e3 naTtonorumn.

Heeposoe: rmasHbie wenu D < S, acuMMeTpust HocorybHbIX
cknagok. CyxoxunbHble pedriekcbl cuMMeTpuyHble. CTaTuka
N KOOpAMHALUMA HE HapyLUEHbI.

M3 cobcTBEHHOrO apxuBa



KnuHu4yeckull dua2Ho3:

OcH.: CnHgpom KapTtareHepa.

*BpoxxaeHHbIM NOPOK cepala: aHoMarnuns pacrnosfioXeHns cepaua
nepsnyHas, npasocdopmMmpoBaHHOE CpeaNHHOPACMOSIOXEHHOE
cepaue ¢ HopMmasibHbIM PacronoXXeHUeEM BHYTPEHHUX OpraHoB.
KoppurmposaHHas TpaHCNo3numna marmctpanbHbIX COCYya0B.
HegocTtaTouHOCTb MUTPAnbHOrO KranaHa | cteneHn.
HegocTtaTtouHOCTb TpUKycnuaganeHoro knanada I-1l cteneHu.
NerovHas rmnepteHsus | ctenenHn. XCH1.

*XpOHUNYeCKUN BPOHXUT. [THEBMOCKNEPO3 cpeaHen Aonm rnpaBoro
nerkoro, 6poHX0aKTasbl S7 HUXKHEWN 0NN NMPaBoro Nerkoro.
*XPOHUYECKUIN PUHOCUHYCUT. [Mnonnasns nesomn NoOHOW nasyxu.
*A4encTbln OCTEONOPO3 KOCTEN NMNLIEBOIO Yepena.
OcTeoxoHapo3, CNOHAUIIoapPTPO3, AeopMmpyroLWMA cnoHannes
rpyaHOro otaena rno3BOHOYHUKA.

[1BYCTOPOHHSAA KOHAYKTUBHAsA TYroyxocCTb. [1ByCTOPOHHUU
9KCyOaTUBHbIN OTUT. XPOHNYECKUN a€HOTOH3UNSINT.



BbiBOAbI:

1. HecmoTpsa Ha TO, YTO PEDEHOK C POXAEHUSA HAXOOUNCS noa
MeONLUUHCKUM HabnogeHnemM U 'y HEro UMEnmnch
Krnaccuyeckme rnpusHakm nepBmMyYHoON LmnmapHou
OVCKUHEe3nn (Me3okapaus, nopaxkeHue rierknx, CUHYCcuUT U
OTUT), @ NepBble CUMMTOMbI 3aboneBaHUs NOSABUIINUCH ELLE
B nepuoae HOBOPOXAEHHOCTN, AnarHo3 Obif1 yCTaHOBMNEH
TONbKO B 12-neTHemM BO3pacrTe.

2. B cembe, rge BocnutbiBaeTcsa 5 aeten, CUHOPOM
KapTareHepa KOHCTaTupoBaH Yy 0gHOro n3 Hux. Bce cmbcbl u
MaTb, CTpadaloLas XpOHNYECKUM DPOHXUTOM, HY>KOaltoTCH
B Nf1aHOBOM obcrieaoBaHUN.

3. Bpaun nepBoro koHTakTa OOMKHbI MOMHUTbL, YTO HanNn4ymne
OeKCTpoKapaun, mesokapauu, situs viscerum inversus,
X0Ts n BcTpeyatotcs B 50% crnyyaeB 3abonesaHus, —
noBoA4 Anga UcknwyeHna cuHapoma KaprtareHepa.



KnuHuyeckum cnyvyam Ne2 NeBouka C., 3 neT.

XanooObl:

Ha Oo4blLLKY B MOKOE, yCUIMBatoLLyoCcsa Npn onsnyeckou
Harpyske, YyacTtble pecnupaTtopHble MHAEKLUN (DPOHXMAT,
NMHEBMOHWA), OTCTaBaHWE B PasBUTUN.

AHaMHe3 XX1N3HU N 3aborneBaHUA:

PebeHok oT | bepeMeHHOCTU, NPOTEKABLUEN C MaNoBoaANEM, |
podoB B CPOK. AHTeHaTanbHO npegnonoxeH BI1C —
TpaHCno3nuns MmarmcTpanbHbIX COCYy40B, EANHCTBEHHAS
apTepusi NynoBUHbI, NfaueHTapHbIe HapyLLUEHUS.

Poaouncsa ¢ 3BYP I- Il cT. (Mmacca npu poxgenun 2100,0 ,
anvHa tena 42 cm). OueHka no wkane Anrap 5-5 6annos.
CocTosiHMe Npu POXAEHUN KpanHe TSHKenoe 3a cyeT
HapyLleHns1 KpoBoobpallueHusi, obycriosrneHHoro Bl1C,
SIBNEHUAMMN OblXaTerlbHOW HEAOCTATOYHOCTMN.



AHaMHe3 XXNU3HU u 3aboneBaHus (NpogorkeHne):

[Tlocne poXxgeHuns anarHo3 noaTBepXKaeH:

«Situs inversus totalis. [lekcTpokapans. BpoxaeHHbIN NOpoK
cepaua — TaHCno3numMs MmaructpanbHbIX COCY40B C MHTAKTHOM
MeXOKenyao04KkoBOW Neperopoakon, Koapkrtauua aopThl,
OTKPbITbIN apTepuaribHbIN MPOTOKY.

N4 OykTyc-3aBucumbin BIN1C —
| " nokasaHue ans MHdysnmn annpoctaHa.

W3 cobcTBeHHOro apxmea

ObixaTtenbHble paccTpouncTtsa Il cT., 00yCnoBrieHHbIE HAaNUYNeEM
paccesHHbIX aTeneKkTas3oB JIerknx, NOCyXnnm oCHOBaHUEM
ONns ogHOKpAaTHOro HasHayeHns cypgakTtaHTHOM Tepanum
(«Kypocypd»). NaumeHT nepeseneH Ha VNBIJI.



AHaMHe3 XXNU3HU u 3aboneBaHus (NpogorkeHne):

Ha 14-e cyT. *Xn3Hu pebeHok Obln TpaHcrnopTupoBaH B KnnHuky
CaHkT-lletepbyprckoro Negmnatprnieckoro MeanLMHCKOro
YHUBEPCUTETA, rae cpasy BbINosiHeHa banfoHHagda
aTpmMocenToCTOMMUS.

Ha 19-e CcyT. XXn3Hu, nocrie ctabmnmsaumm CoCTOAHUS, - PE3EKLIUS
KoOAO ¢ aHaCcTOMO30M KOHEL| B KOHELL;, apTepuaribHoe
nepekntoveHue; ywmsaHue OMII1 ¢ dpeHecTpaunen 3 mm;
nepece4veHmne c npowmsaHnem OAIT.

PaHHUI nocneonepaunoHHbIN Nepuoa: Haxoannach Ha
NCKYCCTBEHHOM KPOBOODpaLLEHUN B TEYEHME 3-X CYT., yIUMBaHNE
rpyauHbI OCYLLLECTBIIEHO Ha 6 CYT.

Elwle B TeyeHne 2-X Hef. COCTosIHME pebeHKa ocTaBanoch KpanHe
TAXeNbIM: NonMopraHHaa HegoCTaTOMHOCTb, penepdy3NOHHbIN
CUHOPOM, CUHOPOM KanNUnAapHOWU YTEYKM.

[MpoBogmnnack anutenoHas VBJ1, neputoHeanbHbi Ananns,
NHPY3NA agpeHanuHa, nesocuMeHgada v ap.



AHaMHe3 XU3HU 1 3aboneBaHuS (NnpooosrmkeHne):

Ha nepsom roay *m3Hun Habnoganacb odpTaribMOsiorom o
noBo4y ABYCTOPOHHErO BPOXOEHHOIO CTEHO3a HOCOCIE3HOIO
KaHana.
Ha 2-om rogy »Xm3Hmn pebeHoK ABaXkabl Haxoauscd Ha
ctaunoHapHom neyenmn no nosogy OPU, o6CTpYKTUBHOIO
6poHXxnTa, OAMH pa3 no noaony BHEOONBLHNYHOW OBYCTOPOHHEN
NHEBMOHUMN. |

N3 cobcTBEHHOrO apxmBa

Ha 3-m roay »xn3Hu — 3 pasa nepeHec OPU, 1 pas

BHEOONbHNY HYIO NMPaBOCTOPOHHKOK NMOJINCETMEHTAPHYHO
MHEBMOHUIO.




AHaMHe3 XXNU3HU u 3aboneBaHus (NpogorkeHne):

B 1 rog 4 mec. pebeHKy BbINoNMHeHa onepauusa — aHrmorpadus,
30HOMPOBaAHWE KaMep cepdlua, peHTreHaHaoBackynspHag
bannoHHas BanbBYONacTUKa KranaHa JIEro4HOMN apTepUN.

Pesynbmambl MCKT cepoua ¢ 9Kl cuHxpoHu3ayueu u ucrnoib308aHUem
crieyuasbHbIX npogpamMm ¢ 8HympueeHHbIM 60/THOCHbLIM
KOHmMpacmupogaHuem:

Situs viscerum inversus. CocTtosiHne nocne 6ansioHHOM
aTPUOCENTONNACTUKN, pPe3eKuMN KoapKTaunm aopTbl C aHAaCTOMO3O0M,
aptepuanbHoro nepeknwodeHusd, ywmsaHna JMIT. HepaBHOMepHOCTL
OvameTpa aopThbl, JIoKanbHbIN YH4aCTOK CYXXEeHWUS FIEBOW FIerO4HON apTepun,
CYy>XEHMe npaBou JIero4HON apTepun.

Mo3anyHasa nHeBmMaTusaumng 1eBoro nerkoro, AMgpdysHoe CHMKXeHne
NHEBMAaTM3aLUMM NPaBoOro JIErKOro ¢ YTosleHnemM MexaonbKoBblX
neperopoaok. HeborsbLLoe KONMYEeCTBO XNOKOCTU B NpaBou nriesparbHOn
NOf0CTN, YMEPEHHOE KONIMYEeCTBO MeamacTeHarlbHOM XNUOKOCTH.
OTcyTcTBME BU3yanusaumm 6e3biMsiHHON, NpaBon SPEMHOWN BEHbI, NPaBbIX
NeroYvHbIX BEH, KonnaTteparbHbIM BEHO3HbIW COcyd, NayLun OT npaBowu
nogknto4nyHon BeHbl B [, pacwumpeHne no3BOHOUYHbLIX CMNIETEHUN, BEH
CUCTEMbI HEMAPHOW BEHbI.




O61bLEKTUBHbIN CTATYC: 3 ropa 2 mec.
Macca — 8,800 r, pocTt — 77,0 cm, OKp. ronoBbl — 46,0 cm, OKp. rp.
knetkn — 48,0 cm;

UCC 120 B MuH., 4[] 50 B MuH.; SpO2 92 - 97%
dusnyeckoe pa3BUTNE HU3KOE, ANCrapMOHUYHOE.
[1OQKOXHO-XMPOBOWU CION Pe3KO UCTOHYEH Ha TynoBuLLE U
KOHEYHOCTSAX. ANNETUT CHUXKEH, €CT ManeHbKMMU NOPLISMN.
KoXXHble NoKpoBbl OrneaHble, ¢ MPaMOPHbIM PUCYHKOM, KOTOPbIN
ycunueaetcs npu becnokonctee. LinaHo3 HocorybHoro
TpeyronbHUKa, Npy KpUKe BblpaXXeH LumaHo3 ryo. Bugmmele
CINMN3NCTbIE YNCTbIE, Bra)kHble.
OfbllKa cMeLWaHHoro xapakrepa. Hag nerkumm nepkytopHo -
NEeroyHbln 3BYK, NpU aycKynbraunm — abiXaHne XecTtkoe. TOHbI
cepaua ocnabrneHbl, pUTMUYHbIE, FPYObIN CUCTONNYECKUN LLYM
Had Bcewn npeacepaedHon obnactbto. OTEKOB HET.
XKusoT mMarkmn, 6e3bonesHeHHbIN Npy nanbnaymn. lNeveHb +3,5
cM. CeneseHka +1 cwm.




[1aHHble obcneaoBaHUSA:

KnuH. AH. kpoeu: 3p.- 5,35 T/n, HB-108 r/n, Ht — 32,7%, Tp- 119 I'/n,
Nn.-11,7I'/n., n.-3, c.-44, n.-43, 3-4, m-6, CO3 — 3 mmM/vac.
buoxumuyeckoe uccriedosaHue Kposu . bunnpybuH obuy. —15,33
MKMOIb/N, 6unnpyouH npsimon — 3,83 MKMonb/n, 6unupybuH
Henpsamon — 11,50 mkmons/n, ACT — 57 E/n, AJlIT — 26 E/n,
MoyeBUHa — 6,09 Mmonb/n, KpeatuHuH — 53,6 mmornb/n, , roko3a 5,9
MmMonb/n, obuy. 6enok 75 r/n, amunasa kposu — 35 E/n, moyeBas
kncnota — 310 MKMonb/n.

ACJ1O — otp., CPBb - oTp., peBMOdaKkTop — OTp.

AHanu3s kpoeu: TT1I" 11,9 MmckME/mn (Hopma 0,23-3,4), T4 cBob. 12,4
nMonb/n (Hopma 10-23,2), T3 cB06.-6,01 (Hopma 2,5-7,5nmonk/n), AT
K TI1O 6,74 (Hopma 0-30 ELI/n).

Y3U LK. 3aknioveHne: HopmanbHasi 9X0-KapTUHa WNTOBUOHOM
Xenesbl.

Y3U opraHoB OprOLLIHOM NONOCTU. BHYTpEHHME OpraHb!
pacnonoXeHbl 3epkanbHO. IX0-NMPU3HaKn AN Py3sHbIX NSMEHEHNN
neyYeHn, NPU3HaKU reMaHrmombl NPaBouv O0NN NEYEHMN.




[1aHHble obcneaoBaHUSA:

AHOOKPUHOION: KITMHNUYECKUX NPU3HAKOB ropMOHarIbHON
HeOoCTaTOYHOCTN He BbisiBeHO. LLlntoBuaHas xenesa 6e3
naToniorun.

HeBponor:. 3agepxka NCUXmM4eckoro passutug.

[eHeTUK: KnnHnyeckne npusHakm cuHgpoma KaprtareHepa-3mBepTa.
Kapuotun 46, XX. [pyObIX CTPYKTYPHbIX NEPECTPOEK HE BbIABIIEHO.
3 roaa 2 mec.

Pesynbmambsi MCKT cepdua ¢ 3Kl cuHxpoHu3auueu u
UCrnosib308aHUEM crieyuasibHbIX rnpozpamMm C 8HYMPUBEHHbLIM
O0J1H0CHLIM KOHMpacmupogaHUeM:

Situs viscerum inversus. CoctosiHue nocne 6annoHHON
aTpUOoCENTONNAaCTUKKN, Pe3eKkLUnn KoapKTaumm aopThbl C
aHacTOMO30M, apTepuanbHOro nepeknwoyeHunsa, ywmsanma OAMIIT.
HepaBHOMEPHOCTb AnamMeTpa aopThbl, NTOKaSIbHbIN Y4aCTOK CYy>XeHUS
NeBon Nero4yHon apTepun, Cy>XeHme npaBou nerodHou aptepun. KT -
NPU3HaKN CTPYKTYPHbLIX N3MEHEHMWN NpaBoro nerkoro. Mosan4yHag
NHEBMAaTKU3aLUmMs JIEBOIO NErkoro.




[1aHHble obcneaoBaHUSA:

3 ropa 2 mec.

AHrmorpadusi, 3oHANPOBaAHME KaMep cepala:
KOMOWHUPOBAHHbLIN CTEHO3 NIEFOYHOW apTepumn (Knanaxa,
cTBOsa, 0benx BETBEU JIEFOYHOW apTEPUN) C CUCTONUYECKNM
rpagueHTom gaerneHusa mexay setssamu JIA n N> 35 mm pT.CT.
OnpepnenseTrca NPoTAXXEHHOE CYXXEHUE NMpaBoun J1ero4HON
apTepun, KPOBOTOK Nepudepnyecknx BeETBEN 0DEOHEH.

Ha Bo3BpaTHbLIX aHrmorpaMmmax nerovyHble BeHbl cnpaBa He
onpenenalTcs, cneBa BNagatoT B JieBOe npeacepave.

IKI : Putm cnHycoBbin, peryndapHbein ¢ HCC 115, 90C
OTKIIOHEHAa BNEBO, MMNepTpodPuUa NpaBoro Xxenyno4ka,
Hecneumnguyeckoe HapyLleHne BHYTPUXenygo4yKkoBoro
npoBeneHnsa, npusHakn gekcrtpakapagun. P — 0,07, PQ — 0,2,
QRS -0,12, QT - 0,34, RR - 0,54.



KnnHn4yeckmnm amarHoas:

OCH.: (Q 89.3) Situs inversus totalis. ekcTpokapans. BpoxaeHHbIN NOpoK
cepagua: TpaHCcno3mumsi MaructTparbHbIX COCYA0B C MHTAKTHOM
MeX>Kenyaqo4yKoBOW Neperopoakon, KoapKktauns aopTbl, OTKPbITbIN
apTepuanbHbIN NPOTOK.

CocTtosiHme nocrne onepauuum: lNpouenypa PawknHga, 2019 r.; Pesekuuns
KoapKTauum aopTbl, aHACTOMO3 KOHeL, B KOHeL,, apTepuanbHOro
nepeknodeHus, ywmsaHua MM ¢ doeHecTpaunen, 3akpbitne OAl ¢
nepeceyeHnem, 2019 r. AHrnorpadpusa. 3oHanpoBaHMe Kamep cepaua,
PEHTreHaHaoBacKynapHas banoHHas BanbBYyronnacTuka KnanaHa nero4Houn
aptepuun, 2022 r. AHrnorpadousi. 3oHgMpoBaHue Kamep cepaua, 2023 r.
OCIJ1.: lNocneonepayMoHHbIN CTEHO3 HEOSTIEMOYHOW apTEPUN CPedHEN
cTeneHn TKecTn. HegoctaTovyHOCTb KarnaHa HeoneroYHom aptepum 2-3 CT.
HepocrtaToyHOCTL TPUKYCMAanbHOro KnanaHa 1-2 creneHu. [unaraums
npaBbiX Kamep cepaua. ['mneptpodus npasoro xenygodka. XCH 2A.
BTopuyHasa neroyHasi runepTeH3us.

COI.: CunHngpom KapTtareHepa - 3usepta. MHTepcTUumansHoe 3aboneBaHme
nerkux. 3agepxka Bcex BnaoB pa3sutus. XenesogeuunutHaa aHeMUS
rnerkoun crteneHun. PesngyanbHaga sHuedhanonatns (CMeLlaHHOro reHesa),
CUHOPOM MbILLEYHOM MMNOTOHUN, 3aEPXKKa NCUXO-PEYEBOIO Pa3BUTUSL.



BbiBOAbI:

Hanunuune situs viscerum inversus, AbiXxaTenbHble
PacCcTpoOUCTBa B Nepnoa HOBOPOXKAEHHOCTHN,
OBYCTOPOHHUW BPOXOEHHbLIN CTEHO3 HOCOCIE3HOro
NPOTOKa, YacTble pecnmpaTopHble MHAEKUUN (PUHMNT,
BPOHXNT, MTHEBMOHUST), OTCTaBaHWe B PU3NYECKOM U
NCUXO-PEYEBOM Pa3BUTUN, NO3BONUIN 3aN003PUTb
cuHgpom KaprtareHepa y pebeHka paHHero Bo3pacrTa.

Bpaun nepBoro KOHTaKkTa OOSMKHbI MOMHUTb, YTO
Harnuuyme gekcTpokapanm, situs viscerum inversus, XoTd
n BcTpedatotcs B 50% cnyvaes 3aboneBaHusi, — NoBoA
anst ucknroveHnsa cuHgpoma KaprtareHepa.
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