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CUH/IPOM KAPTAREEERA

® [lepBnyHaa umnmapHaa amckmHesma (MU/) - peakoe
FEHEeTUYECKU 00YCNOBIEHHOE 3a60/1eBaHME, NPMU KOTOPOM
nopakalTcAa NoABUNKHbIE CTPYKTYPbl KNETOK (PECHUYKU U
XrYTUKK). Hanbonee 4acto npoABAaeTCsa XpoOHUYECKMMM
MHPEKUMAMM AbixaTeNbHbIX NyTen u B 40-50% cnyyasax
3€pPKaJ/iIbHbIM PacrnoI0XKeHUEM MU HEMOJIHbIM aHOMAaJIbHbIM
PacnonoXeHneM (reTepoTakCuMen) BHYTPEHHMX OpPraHoB.

® 3abosieBaHUE TaKXKe M3BECTHO Nnoj TaKMMKU CUMHOHMMaMM KaK
cuHApoM KaprtareHepa (3uBepTa- KapTareHepa) CMHp,pOM
HEMOABMKHbIX PECHMYEK. Noan N

(«MepBUYHaA UMAMAPHaAA AUCKMHE3UA Yy AeTen»
KAnHu4Yyeckmne pekoMeHzaumm,
Coto3 negmnatpoB Poccun, 2016).




CUHAPOMSRATRAFARE R

BnepBbie 3T0T cMHAPOM Obi1 onmncaH B 1904 rogy KMEBCKMM BpayvoM

A.K. 31BepToM, 60s1€e Noapob6HOE onMcaHue JaHHOM NAaTONIOMMKU U ee
CEMENHbIX hopM NpeacTaBNEHO LWBEACKMM BpayoM M. KapTareHepom!
B 1933 rogy. Tun HacneaoBaHWUA 3a60/1€BaHUA - ayTOCOMHO- . \d ‘h- A
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MATOREHES

CuHapoM KapTtareHepa obyciioBneH aedeKTamu CTPOEHUSA MU
MOJIHbIM OTCYTCTBMEM PECHMYEK U KI'YTUKOB, PACMOJIONKEHHbIX Ha
MOBEPXHOCTM MHOIMMX 3MMUTEIMANbHBIX KNETOK, YTO NPUBOAMT K
HapYLLEHUIO UX MNOABUNKHOCTM. B ocHOBe 3a60/1€BaHMUSA IEXKAT MyTaLMM
B LIE/IOM PSJIE FrEHOB, KOTOPbIE KOAUPYHOT TE UM UHbIE

6e/IK1, OTBEYaLMX 33 HOPMAJIbHOE DYHKLIMOHMPOBAHUE PECHUYEK U
JKFYTMKOB. M3-3a reHeTU4eckoro JedeKTa HapyLLlAeTCsl CUHTES
CTPYKTYPHbIX 6€JIKOB KI'YTMKOB M PECHUYEK, B pe3y/ibTaTe Yero
MNOABUKHOCTb PECHUYEK CHMMKAETCH UM BOBCE YTpPauMBaeTCA.
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NMATOFEHES

B opraHusme 4yesioBeKa peCHMUYKM U KIYTUKU NPUCYTCTBYOT BO MHOIMUX
opraHax U cMcTtemMax. JT0 M MepLaTe/IbHbIM ANUTENUN
PECNMPaTOPHOro TpaKTa, U KNeTKM KopTMeBa opraHa yxa, U KryTUKM
CMepMaTo30M/10B, M PECHUTHATbIE K/IETKM 3MEH/MMbI e/l 104KOB:
FOJIOBHOIO MO3ra, U (boTOpeLenTopbl CETHYATKM rnasa, u .
KAETKM, BbICTUIAIOLME KETUYEBbIBOASLUME MYTH, KAETKU NOYEUHBIX
KaHa/IbLUEB, KNETKU, BbiCTUNAOWME dDas/IONMEBLITPYObI. [lo1Has
HENoABUKHOCTb MM HEMOJIHOLEHHAs paboTa pecHUYEK
MepLAaTEe/IbHOro 3NUTEINA PeECnMPaTOPHOro TpakTa NpMBOAMT K
HapyLLUEHWIO HOpMaJibHOM oYMLLaloLLEN DYHKLIMM AblXxaTeIbHOM
CMCTEMbI, CEKPET 3aCTaMBaEeTCA, a 3aTeEM UHDUUMPYeTCA.
DopMUpYIOTCA peLUUAUBUPYIOLLIME peCcrMpaTOpHble MHDEKUMH, a
BMNOC/I€ACTBMM ~ XPOHMUHECKUN BPOHXMT, XPOHUYECKMM

CMHYCUT, Hasa/ibHbIM NOAMNO3. N3-3a NOCTOAHHOIO BOCMNa/IEHMS
CJIYXOBOW TPYObl HEPEAKO PA3BMBAETCA XPOHUYECKUN CPEAHUM OTUT
CO CHMMKEHMEM CyXa.

Kpome Toro, cywecTBYOT PECHUYKU, PaCNo/IOKEHHbIE B
3Mb6pUOHaIbHOM TKaHM, KOTopble o6ecneynBatloT NOBOPOT BHYTPEHHUX
OpraHoB B Nep1oie BHYTPUYTPOOHOIo pasBMTUA, BCIEACTBUE YETO Y
MNO/I0BMHbI O0JIbHbIX CUHAPOMOM KapTareHepa Haba4aeTcsa obpaTHoe




KANBES ECIRAR RS A

* yacTble BoOCMNajJuTE/IbHble 3ab0/iIeBaHMS
BEPXHUX 7 HUKHUX JbIXaTeIbHbIX
nyTeu, CBSA3aHHbIE C HapyLLUEHMEM
MYKOLIM/IMAPHOIO  KJIMPEHCa U Pa3BUTMEM
XPOHMYECKOro 6POHX0-/IEr0YHOro NpoLecca;

* YCTOMYMBbBIE K TEpPANUU PUHO-CHMHYCHUTDI C
NepBbIX JAHEM KM3HWU, CBSA3aHHblE C MATOJIOrMS
CTPOEHMA  (areHesnen  WUAM  TUMNOMNNA3UEMN)
MPUAATOYHbIX Na3yX HOCA;

*peumagusmpylowme  C paHHero
| BO3pacTa OpOHXMUTbI, COMNPOBOXAALMECH
| ANUTENbHbIM MPOAYKTUBHBLIM  Kaliem, C
¥ THOMHOM MW CIM3MUCTO-THOMHOM MOKPOTOM,
* peumamsupylolmMe 3KCCyaaTMBHbIE
OTUTbI CO CHUXKEHUEM ClyXa.
. CoyeTaHue XpOHUYECKOro
4 ( 7 (peumpuBHpyowero) CMHycuTa c
\ XPOHUYECKUM (pPeUunaNBUPYIOLLIUM)
GPOHXMTOM ABNIAETCA OCHOBaHUEM ANA
yrnybéaeHHoro o6cnegosaHmMAa pebeHkKa.




RAWEHNAYE ClRAIRIARINZIRIA

* MoNHoe o6paTHoe («3epKasbHOoe») pacnosioxeHue (Situs
INVersus) uauM HenoJIHoe aHOMAaJIbHOEe PachoJIOXKEHME BHYTPEHHMX
opraHos - reTepoTakcus (situs ambiguos):
AEKCTporacTpusa, [JAeKCTpoKapaus, aHOMaJlbHO pacnoioXKeHHas
neyeHb,

* MHOr 4a BbIABAAIOT BPOXAEHHbIE MOPOKU Ccepaua,

* B__Nepuoje HOBOPOXAEHHOCTU: 6onee 4vem y 75%
JIOHOLLIEHHbIX  HOBOPOX/JEHHbIX  pa3BMBAeTCA  pecrnMpaTOpPHbIU
ANCTPECC-CUHAPOM,

g B cTapluem BO3pacTe: nepcucTupytoLme
PUHMTBI, XPOHUYECKME CUHYCMTbI, Ha3a/1bHbIM
MO/IMMNO3,  peuMauBuUpylOLME  BPOHYUTE MHERMOH |4 mMny
aTe/IeKTA2-! MUaEMOCK AgNN2LL_nawe
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ANATHOGCIZIEA

© peHTreHorpadua uam KomnbloTepHaa Tomorpadua (KT)
OpPraHoB rpyAHOMU KNETKU MOXKET BblABUTb XPOHUHECKUK
OPOHXMT, MHOrAa - arenekrTasbl, NHEBMOCK/EpPO3,
AEKCTPOKapAMi0, MNOYTM B MNOJIOBUHE CNYYaEB - -
OPOHX03KTa3bl Pa3/IM4YHOMU I0KA/IM3aLMM;

© peHTreHorpadma mnanv KT npuAaTQyHbiX nasyx Hoca
BbIABNAET NAHCUHYCUT HepeaKo - HeJopa3BuTUE
NOOHbIX Na3yx;

® uccnejoBaHusa QyHKUMH BHELLHEro AblXaHUA
(cnMpomMeTpua) Mo3BONAET OnpeAe/mMTb  CHUXKEHUE
JaHHOro nokasarensa. [posoautca y aetenm c 4-5 nert,
Korga  pebGeHOK  MOXEeT  BbIMOJIHUTL  MaHEeBp
(bopCUpPOBaHHOrO BbIAOXA;

@ MCCneioBaHMe  rasoB  KpoBM  WU/MAM  caTypaumu
NOATBEPXKAAET MMMNOKCEMMIO.




NAATHOCTUKA

® AuarHoctmueckaa U/mnm nevyedbHasa TpaxeoObpOHXOCKONMUA

NpoBOAUTCA ANA  NONyYeHMA  OGpPOHX0aNbBEOIAPHOrO
CeKpeTa C UuUenbld  onpeaeneHua  MUKPOGHOro
BO30yaAuTENA, a TaKXKe AnAa npoBeAeHMA GuMoncmMu
C/M3UCTOM 060NOYKM 6poHXa Ana  nocheayiolen
3NE€KTPOHHOM MUKPOCKOMUM;

® UccnenoBaHMe Guonrtara  C/AM3UCTOM 060104KM “HOCa
NOMOraeT M3yuuTh CTPOEHUE PECHUYEK MepLaTe/IbHOro
AMUTENNA;

@ gonnnaep 3XoKapAauorpadusa (Gennnep Jxo-KrI)
NPOBOAMTCA ANA BbIABNEHUA HAPYLWEHMM CTPOEHUA WM
PacnoNoXeHUA OpraHoB cepAevHO-COCYAMCTOM CUCTEMBI U
M3MEPEHMA rPaAMEHTa AaBNEHMA HA NEMOYHOU apTepUM;

©® MOHUTOPUPOBAHMUE COCTOAHMA CAYXOBOM (DYHKUMM C
NOMOLLbIO ayAMONOrMHECKUX TECTOB BbIABNAET TYrOyXoCTb.




NG DOEPEHLIAASEIAS
NAATHOCTIAEA

AnddepeHumanbHyo AMarHoOCTUKY CMHAPOMA
KapTtareHepa chegyeTt npoBoAMTb C:

* 3a00/1€BaHMAMM, ANA KOTOPbIX XapaKTepeH
OPOHX006CTPYKTUBHbIM CUHADOM U/UAN THOUHO-
BOCMANIMTE/IbHbIE ABNEHUA OPOHXO-NEFQYHOU CUCTEMbI -
06CTPYKTUBHbIN BPOHXUT, XPOHUYECKMM BPOHXMT,
OpPOHXO03KTaTMYeCKaAa 60/1e3Hb, MYKOBUCLM/03,
JNOKaJIbHbI MHEBMOCK/1EPO3;

* BDOXAEHHLIMY NOPOKaMKU Pa3BUTUA
TPaxeobpoHXMaNbHOro Aepesa (AMBEPTUKY/IbI, CUHAPOM
Bunbamca-Kemnoéenna, cmHapom MyHbe-KyHa u gp.);

* NepPBUYHbIMU UMMYHOAEMUUMUTHBIMU COCTOAHUAMM;

* pPAAOM BPOXKAEHHbIX aHOMAIMU CEPAEYHO-COCYAUCTON
CUCTEMBbI, TaKMX KaK TPaHCMO3MLUUA MarmucTpasibHbIX
COCY/0B.




K TMHUY EC KAV

[leBo4ka, 1 roag 1,5 mecaua

AKyluepckumn anarHos: | 6epemeHHocTb 37-38
Hegenb, nnaueHTapHble HapylleHus, C3BYR: - '
nnoga, EAMHCTBEHHAA apTepus &,
NYNOBUHbLI, TPUXOMOHaAHbLINKOMNBMNT, MHOTOBOAMUE.
AHOManNua pasBUTUA BHYTPEHHUX OpraHoB (SItus
Inversus).

IOwnarHos3 B poapome: BpoxaeHHbIN NOPOK
cepaua (TpaHcrno3nuna marmcTpanbHbIX
COCYO0B, AedEKT MeEXNpencepaHON
neperopoakun), HK 26. Situs inversus totalis.
BpoxaeHHble paccesaHHee atenekrasbl. 3agepxka




KAUHUYEC KA CavSa

AOwarHo3 Criermy ru OAPOKXI (BospacTt pebeHka 14 gHen-3 mecsaua):

OcHoeHou: Q 20.3. Situs inversus totalis. [lekcTpokapaus.
OnepupoBaHHbLIN BPOXXAEHHbBIW MOPOK cepaLua: TpaHCcno3uuusg
MarucTpanbHbIX cocygoB. PeHncTpmpoBaHHasi 3acfioHKa OBasfibHOro
OKHa (PecTpuKTUBHLIE AedekThl). KoapkTaumns aopTbl. OTKPbITbIN
apTepuarnbHbIA NPOTOK.

OcnoxHeHus: [locrneonepalunoHHbIM CTEHO3 HEONErOYHON
apTepuun, yMEPEHHO BblpaXXeHHbIN. Peryprutaumna Heonero4Hon
aptepun, 2 ctenenn. HK 2A ctenexu.

@oH: Cnnopom KaprareHnepa.

Conymemeyrowut: lepsuyHas LunmapHas ANCKMHE3NS.
XPOHUYECKNN DPOHXUT. [1BYCTOPOHHUIN BPOXAEHHbLIN CTEHO3
HOCOCNE3HOoro NpoTtoka. epuHatansHoe cMmellaHHoe nopaxenue LIHC
1 cteneHun, nogocTpbIv NeEpPUod, CUHOAPOM MbiLLEYHOW OUCTOHUMN.
CHMXeHMe TonepaHTHOCTU K consmndeckon Harpyske. benkoBo-
9HepreTnyeckasa HegoctaToYHOCTb Il CT.

Onepauuu: AHrnokapguorpadusa. PeHTreHaHOOBacCKynsgpHas
Koppekuusa-b6annoHasa atpuocentoctoMmus (npoueaypa PawkmnHaa).
PeseKkuunsa koapKktaumm aopTel C aHacTomMo3oM. ApTepuarbHoe
nepekntoyeHue (onepauus XXaraHe). YwumBaHue gedekra
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AMHNYECKIA)




KANHNYECKIAA GV

AunarHo3 KY «I'OKBNe 5 r. JoHeuka» (Bo3pacTt pebeHka 1 rog 1,5 mecsua):
OcHogHou: OcTpas pecnmpaTopHasa MHMEeKUNS, HEYTOYHEHHAS.
Conymemeyrowiud: lNepBnyHas umnuapHasa GUCKUHE3NS: CUHOPOM

KapTareHepa.
- Situs inversus totalis.
- BpoxgeHHbIM nopok cepgua:  [JekcTpokapaus. TpaHcnosuyusg

MarucTpasrbHbIX COCYAOB, KOoapKTauus aopTbl, OTKPbITbIM apTepuanbHbIv
npoTok. CocTosiHMe nocre onepauun: npoueaypsl - PalluknHoa, pesekuuun
KOapKTauuu aopTbl, onepaumu apTepuaribHOro MepekaoveHmns, yumMBaHnUs
Aedpekta mexnpenecepaHou neperopoaku ¢ deHncTpaunuen, nepecedeHuns ¢
NPOLUMBAHMEM OTKPbLITOrO aptepuanbHOro. NpOoToKa. PekoapkTauum HET.
Pekananunsauum OTKPbLITOrO apTepuansHoro NpoTOKa HeT.
[locrneonepaunoHHbLIN CTEHO3 HEONEeroyHou aprtepun, c peryprutauven |
cTteneHn. HepocTaTtoyHOCTL  HeoaopTanbHOro  KnanaHa | cTeneHw.
Hepoctato4yHOCTb TpUKycnnaanbHOro knanaHa | crenedn. iunatayust npaBblX
kamep cepaua. MexnpencepaHoe coobuieHune (peHnctpaums). XCH 2A.

- XPOHUYECKNN PUHNAT.

-XpOoHu4yeckmnn opoHxuT, OH 2.

-[1ByCTOPOHHUI BPOXXOEHHbLIN CTEHO3 HOCOCIIE3HOMO NPOTOKA.

- JIOXXHbIN KOMYUKOBLIN XO[,.

-JlononHuTenbHasa AonbkKa CEne3eHKn.
[MnocTatypa.
[MNepunHaTanbHoe nopaxxeHne LUHC. BoccTaHOBUTENBHbBIV Nepuod. CUHOADOM




K TMHUM EC IR

® OCcoB6eHHOCTbIO IaHHOM0 KNIMHUYECKOoro
cNyvasa ABNnAeTCA Hanuume y pebeHKa C
CUHAPOMOM KapTareHepa
MHOXE€CTBEHHbIX TAXE/IbIX BPOXAEHHbIX
NOpoKoB cepaua (TpaHcno3nymsa
MarucTpasibHbiX COCyZ0B, RoapKTauus
aoptbl, OTKpbITbIM apTEpUaIbHbIM
NMPOTOK), KOTOPbIE 1 onNpeaenAloT TAXECTb
COCTOAHUA U OCOOEHHOCTHU BEAEHMUA
nayMeHTa.
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