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CEMEWHbIA CNTYYAU CUHOPOMA KAPTATEHEPA

B ctatbe npeacTaBJieHbl cnydyau Haﬁmoneuvm, ANarHoCTUKN U fie4eHns 60JIbHbIX cuHppomMmom Kap-

TareHepa, BbiiBJIEHHbIE B O4HO CeMbe.

Knioueeble cnoea: cuHgpom KaprareHepa, oGpaTHOoe pacrosioxeHrne BHYTPEHHUX OpraHoe, nep-

BUYHasaA uunivapHasa HegoCTaTO4YHOCTb.

Cunnpoma Kaprarenepa — 210 BpoxK/IeHHBII
KOMOMHUPOBAHHBII OPOK PasBUTHUSI C TPUALOM
cuMITOMOB (0OpaTHOE PACIIOJIOKEHIE BHY TPEH-
HIX OPTraHOB; XPOHUYECKUI GPOHXOJIETOYHBII IIPO-
1iecc (XpoHUYECKHe OPOHXUTBI, THEBMOHIH C Pa3-
BUTHEM OPOHX09KTA30B ); PHHOCHHYCOTIATAH (PH-
HOCHHYCHUTBI, TOJTUTI03 HOCA, PEIUANBUPYIONITUI
cpemnuii otut) [ 2,3,3].

Cunzpom Kaprarenepa sijsiercst uactoit pop-
Mo TiepBraHOH 1uapaoi auckmresnn (111L/T), B
OCHOBE KOTOPOH JIeKaT CTPYKTYPHBIE IeheKThI pec-
HIYEK MePIATeIbHOTO STIUTENST CIU3UCTOI 000-
JIOUKU PECITUPATOPHOTO TPAKTA C PA3BUTHEM X
HETTO/IBVKHOCTH, YTO TIO/ITBEPIKIAETCS ITPU TIPOBE-
JIEHUM CAXapUHOBOTO TeCTa, (Paz0BOKOHTPACTHOT,
CBETOBOII 1 2JIEKTPOHHOI MUKPOCKOIIHEH, PaJino-
HykJaugaHOro Merosia. Pesyssratom [I1/] saBrsgercsa
(bopmupoBaHEe XPOHUUECKOTO BOCIIAJIUTEBHOTO
mportiecca IpIxaTeTbHbIxX myTeit [1,2,3,4,5]. Takske
BaKHBIM mpostBreareM [ I11/] ssBnstercs napyenme
JIBUTATEbHON aKTUBHOCTU CIIEPMATO30UA0B (Y
MY>KYIH ) M BOPCHH BOPOHKH AtitieBozia (y JKeH-
IIIUH), YTO TIPUBONT K Gectionuio [ 3,5].

3aboJieBaHIe HACIELYeTCsT Ay TOCOMHO — Pe-
IIECCUBHO, ¢ YacToToH BeTpeyaemoct — 1: 50000 B
TIOMYJISTIAN B 11eJI0M [ 2,5].

[TprBoAMM KIMHIYECKOE HABJII0IEHIE CeMeli-
Horo ciyuast cuapoma Kaprarenepa. B Mynutm-
MAJIbHOT JIETCKOI TOPOJICKOI KITMHITIECKO# GOJTb-
nuite r.0Openbypra (MATKB) B 2009 roxy jeun-
JIICh POZIHBIE GPaT U cecTpa ¢ JaHHOI MaTOJIOTHEN.

Manwsuuk Aptem I1., Bospact 1 mecsir, ipu 1o-
CTYTITIEHUN OTMEYAJICST BITASKHBIH KAITIeJTh, OJIBITITKA.
3 anamMHe3a U3BeCTHO, 4To pebeHok ot 10 Gepe-
MEHHOCTH, TIPOTEKABIIEH Ha (hOHE yTPO3bI TIPEPHI-
BaHysA B 12 HeJle b, AHEMIH, KOJIBITITA, OTEKOB, PrO-
pomatosza Matku. OT 3 cpoyHbIX po/10B. Macca mpu
poskernu— 3580 T, ymHa tenia — 50 em. Cocrositue
[IPY POSKIEHIH OBLITIO TSKEJIOE 3a CYET JIbIXaTe b=
HOI1 HEZIOCTATOYHOCTH, B BULY YETO B TIEPBBIE CYTKU
JKM3HY MaJIbUUK ObLI TIEpPeBe/IeH B peaHNMaI[OH-
HOE OT/IeJIeHIe MYHUIIUIIAILHOTO [IEPUHATAILHO-
ro tierrpar. OpenGypra (MIILL), rie mpoBoauiach
HCKYCCTBEHHAS BEHTUJIATINA JIETKNX B Tedenue 80
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vacoB. [Ipu 06cieToBaHII Ha PEHTTEHOTPaMMe Op-
TaHOB IPY/IHOM KJIETKH ObLIa BbISIBJIEHA ITHEBMOHUSL.
[Tpu HabIOIEHNK B IMHAMUKE HA PEHTTEHOTPaM-
Me OOHApYsKeH aTeJieKTas BepXHel 1011 JIEBOTO Jier -
koro. Ha 9XO — KC BoisiBsier [IMIKII (nedext
MESKKEITYIOUKOBOH TIEPErOpPO/IKH ) B MBITTIEYHOM Ya-
ctu 5 MM, OOO (OTKPBITOE OBATBHOE OKHO ) — 3 MM.
B Bospacre 1 mecsiiia Mmasibunk u3 MITIT Gbi epe-
Bezien B M/ITKD ¢ amaraosom: Bposkierntast mHeB-
MOHWUS, TSKeTasd, OCTIOKHEHHAS aTeTeKTa30M BEPX-
Hel JIOJN JIEBOT'O JIETKOTO, 3aTsKHOE TedeHue. Bposk-
nernbIii mopok cepana: /I M7KII B mpItiieurol gac-
TH, (pasza nepuunoii agantamm. HKO crenenn.

Ha MoMeHT mocTyrieHust ipr 00beKTHBHOM
0CMOTpe OBLIIO BBISIBIIEHO COCTOSTHIE CPE/IHEH cTerte-
HU TSKECTH 32 CUET JIbIXaTeIbHOM HeI0CTATOUHOC-
TH. BbIJIO 3aTPyIHEHO HOCOBOE [IBIXaHUE 32 CYET CJIH-
3UCTOr0 OT/Ie/sieMoro. OTMeuasach OJbIIIKaA CMe-
IIAHHOT'O XapaKTepa C YaCTOTOM J[bIXaTe/IbHbIX JIBH-
sxermit (U/1/1) — 54 B mumiyTy. [TepkyTopHO Haz jier-
KUMM OTMeYasICst KOPOOOUHBII OTTEHOK JIETOUHOTO
3ByKa. [ [pm ayckysrsrarmm Haz IeTKIMA BBICTYTITH-
BaJIOCh OCJTabJIeHHOE JIBIXaHVIE, PA3HOKATHOEPHbIE
BJIQJKHBIE ¥ CyX¥€ CBUCTSIIINE XPUTIBI ¢ 00EUX CTO-
pon. Cepiiie IEpKYTOPHO OIIPEIEJISIOCH CITPaBa.
[Teuens iepkyTOpHO OMpEIEISIACH CJIEBA, HOPMAJIh-
HbIX pa3MepoB. [Ipu niposeseHn 06c/1e10BaHKsT Ha
PEHTreHOTPaMMe OPraHOB TPYTHON KJIETKU CJIEBa
BbISIBJIEHA BOCIIAJIATE/IbHASI MH(DUIIBTPAIUST JIET0Y-
HOU TKaHU, 3ePKAJIbHBII TTOBOPOT BHYTPEHHUX OP-
raHoB, IEKCTPOKaP/IVSI, [IeU€Hb PACIIoJiarayiach cJie-
Ba, 2 TA30BBIN ITY3BIP JKETYAKA CITPaBa.

Ha 9X0O — KC BorsgBieno seBocchopMUpoBaH-
Hoe mpaBopactooxentoe cepare. [IMKII B MbI-
mreunsiit vactu 5 MM, OO0 — 3 MM, ¢ 1eBo — mpa-
BBIM cOpocoM KpoBu. [TostHas TpaHCIIO3UIHST BHYT-
peHHUX opraHoB BbisiBiieHa HAa Y 3U. He cmoTps Ha
ITPOBO/IUMYIO KOMITJIEKCHYIO TEPAITUIO, BKJIIOYAs 1
UHTAJISIITUOHHBIE TIIOKOKOPTUKOCTEPOUIBI (TTyJTH-
MUKOPT) B TedeHue 1,5 MecsIieB 1mocJie ucye3HoBe-
HUSt MTHDUIBTPALMN JIETOYHON TKaHH, Y GOJIBHOTO
coxpaHsiicss O6POHXO00CTPYKTUBHBIN CHHAPOM
(BOC). IIporoauiicst nudbdepeHImaIbHbII Tuar-
HOo3 Mesky ntekorHbvu iprantiamu bOC, ra-
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cTpo33odareabHbIM PeJIIOKCOM, MyKOBUCITH/IO-
3oM. M ckitiouen MyKOBUCINI03 (XJIOPH/IBI [TOTA —
cuctemMa « MakpogakT» — 47vMMoms,/11 (Nego 80),
KaJl Ha TPUTICUH — TTOJIOKUTETHHBIN B Pa3BesleHuu
1: 160). 3axmouyenne renernka: Cuaapom Kapra-
reHepa. B nocietyroriemM cTajio u3BecTHO, UTO pe-
GeHOK B Bospacte 110 1 rojia neperec eiie 3 anmsoza
GPOHX000CTPYKIIMH, HECMOTPS Ha TIPOIOJIKAIOIILY -
F0CS TEPAInIo TIIIOKOKOPTUKOCTEPOUIAMHU.
[lesBouka Hape I1., Bozpact 11 ser, npu mo-
CTYILJIEHUH TIPEIAbAB/IAIA KaJ00bl Ha BJIAKHBIN
KallleJib C OT/IEJIEHUEM JKEJITOM MOKPOTBI, OJIBITIIKY,
3aJI03KEHHOCTD HOCA, OBICTPYIO yTOMJISIEMOCTD. V13
aHaMHe3a M3BECTHO, YTO JIEBOUKA POKIEHA OT 2
6epeMeHHOCTH, 2 cpouHbIX po0B. Co ¢JI0B MaTe-
pu, 110 7 jieT eBouka yacto 6osena OPBI, 6pon-
XUTAMU, TPAKTHYECKU MTOCTOSTHHO COXPAHSIACh
3aJ105KeHHOCTD Hoca. C BOCHMOTO rojia sKI3H! Oec-
HIOKOSIT IIOBTOPHBIE OPOHXKTBI C 0OCTPYKTHBHBIM
kommorenToM. B 2004 roy na KT BriepBbie BbI-
siBjieHa Jiekerpokap/vs, a 2005 T Ha peHTreHOTpaM-
Me OPTaHOB IPYAHON KJIETKU 0GpaTHOE PACIIOJIO-
skeHre BHyTpeHHuX opranoB. C 10 jer neBouka
HaXOJIMTCS HA yUeTe y JIOP — Bpaya C JIMarHO30M:
XpoHudecKuit puHOCHHYCUT. [1pr 00beKTHBHOM
OCMOTpE COCTOsTHHUE PeHGEHKA OIEHNBAIOCH CPEJI-
Hell crerrern Tskectr. HocoBoe sibixatue GO
3aTPYIHEHO 32 CUET 3aI0KeHHocTH Hoca. OTMe-
YaJach OJIBITNITKA cMeTTaHHoro Xapakrepa ¢ Y/1/1 —
22 B munyTy. [Ipn mepkyccun orMedasicst Kopobod-
HBII OTTEHOK JIEFTOUHOTO 3BYKa HAJl JIETKUMU. Ayc-
KYJIBTaTUBHO BBICJIYIIUBAIOCH OCIa0JIEHHOE JIbl-
XaHKe, CyXHe CBUCTSIIIE XPUIIBI C 0OEMX CTOPOH.
Cepjiie epKyTOPHO OIpe/iesiioch crpasa. le-
YEeHb IIEPKYTOPHO OIPEIEIISLIACH CIEBa, OOBIYHBIX
pasmepos. IIpu o6cre1oBaHNy Ha PEHTTEHOTPAM-
M€ OPTaHOB IPY/IHO# KJI€TKH OBLTH BBISIBIICHBI TIPH-
3HAKK GPOHXWTA, IEKCTPOKAP/INSL. [A30BBII ITy3bIPh
JKEJTyJIKA PACTIONIarajicst CIipaBa, a MevyeHb CJIeBa.

CrnHcok uTepaTypsr:

Ha pentrenorpamMme mpujiaTOUHbBIX MMa3yx HOCA
ObLITN BBISIBJICHBI ITPU3HAKH JIBYCTOPOHHETO Taii-
mopuTa. Ha 9XO — KC 65110 omipejiesieHo JieBoc-
(hopmMupoBaHHOE TPABOPACITIONOKEHHOE CEP/IIIE.
YcranoBsiena mostHast TPAaHCIO3UITNST BHY TPEHHITX
opranoB Ha Y 3U. [Ipu ciupomMeTpun onmucaHbl
NPUBHAKK MUHUMaIBHON 00CTPYKINY (YIJIMHEHO
BpeMs Bbiioxa). /leBouka Obliia IPOKOHCYIKTHPO-
BaHa JIOp — BPaYoOM C 3aKJI0YeHneM: X poHndec-
Kuii puHOCHHYCHUT, 060cTperre. Ha ocHOBe Bcex
BBITIENIEPEUNCIEHHBIX PE3YJIBTATOB 00CIEI0BAH S
ObLJI BBICTABJICH 3aKJIIOYNTEIbHBIN uarnos; Cun-
npom Kaprarenepa: Situs viscerum inversus. [lep-
BUYHadA IMUJIMapHadaA HEJOCTATOYHOCTbD. BTOPI/I‘{-
HBII XPOHUYECKUI 00CTPYKTUBHBIN OPOHXHT, 000-
cTperue. X pOHUYECKUT PUHOCUHYCUT, PEMHUCCH.
OG6ouM AETSIM TIPOBOMIOCH KOMILIEKCHOE,
CHMITTOMATHYECKOE JIeYeH e: aHTHOAKTEPUATIBHOE,
MYKOJIUTHYECKOE, OPOHXOIUTHYECKOE, B TOM YHCJIE
U MHTJISIIIUOHHBIE KOPTUKOCTEPOUIBI (TTyJIbMU-
KopT, Gekiazon). [Tocsie BBITIMCKH 13 cTallOHApa
OBLIIO PEKOMEH/IOBAHO MTPOIO/ILKUTD TPUMEHEHE
KOPTUKOCTEPOUIOB MHTAJISIIIOHHO B TeYE€HUE JIJIH-
TEJIbHOTO BpeMeHu. Takske IpoBO/IIIIOCH (Pr3HoTe-
pareBTHYECKOe JieYeHne, MACCAK M KWHE3UTEPAITHSL.
Taxum 06pasom, Hatlie HabJTIOIEeHIE TIOKA3a/I0
BCIO CJIO’KHOCTD TMATHOCTUKY cuHipoMa Kaprare-
Hepa, 00YCIOBIEHHYTO PEIKOCTHIO TAHHOTO 3260-
JIEBAHYISL, & TAK/Ke PSIIOM OITHOOK MPH TIPOBEICHIN
HHCTPYMEHTaILHOTO 0OcIetoBanust. Tak, Harpu-
Mep, HAKJIEHKY Ha DpEHTTeHOrPAMMe TTOMEIAI0T Ta-
KUM 06pa3oM, 4TOObI CEPJIIIE PACIIOJIATATIOCH CJIEBA,
4TO 1 HAbJTIO/IAJIOCH B IAHHOM CJIydae pr 00CIe10-
BaHUU €EBOYKU. H€O6XO/:[I/IMO TaKKe OTMETUTDb TA-
JKeCThb Tepariu JaHHoro 3aboseBanus. B Hatem
caydae y 0boux jereit ormeuasicst croiikmii BOC,
HECMOTPSI Ha [ITUTETbHOE IIPUMEHEHHE TIIIOKOKOP-
TUKOCTEPOU/IOB, Ha (DOHE KOTOPOTO OTMEYAJHChH
TIOBTOPHBIE SITH30/IbI OPOHXOOOCTPYKITHHL.
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