HAYKA U 31paBooxpanenne, Ne5, 2010

CJIYyYaMi M3 NIPAKTHKHU

YK 616.313-007

CNYYAA CMHOPOMA KAPTAIEHEPA Y HOBOPOXAEHHOIO PEBEHKA
K.K. xxakcanbikoBa
FocydapcmeeHHbIl MeduyuHckull yHusepcumem 2.Cemel

Cpean HacneaCTBeHHbIX 3aboneBaHuit y OeTed CuH-
Apom KaptareHepa BcTpeyaetca ¢ yactoton 1 Ha 30000-
50000 HOBOpOXTEHHbIX AeTel. ITO BPOXOEHHBIA KOMOM-
HWPOBaHHBIA MOPOK Pa3BUTUS C TPUAZOA CUMNTOMOB: 06-
paTHOE PacrnonoXeHne BHYTPEHHNX OpraHoB (situs viscerus
iNversus), XxpoHu4eckasi GPOHXONeroYHast naTonorus u cu-
HyCopuHONaT us.

OtHocutcs  k  3aboneBaHnsM € @yTOCOMHO-
peLieccMBHbIM TUMOM HacnegoBaHus ¢ 50% -1 neHeTpaHT-
HOCT b0 NaTONOrMYECKOro reHa.

Mopmpo6Hoe onucaHWe [aHHOTO CMHAPOMA NpeacTaBne-
HO LuBeruapckum TepanesTom KapTareHepom B 1933 roay.

B ocHoBe natoreHesa cuHgpoMa KapTareHepa nexut
AEeKT pecHUYek MepLiaTenbHOro ANUTENNs AblXaTeflbHbIX
nyTei, NPensTCTBYOWMA UX HOPManbHOMY ABVMKEHWIO, YTO
MPUBOONT K HAapYLUEHWID MyKOLMIMAPHOrO TpaHcnopTa y
BOnNbHbIX C AaHHBIM CUHAPOMOM.

Yacto a10 3aboneBaHuWe AMarHOCTUpYKT Yy pebeHka
Mo3gHO MOCMEe 4acTblX OPOHXMTOB, MHEBMOHWIA, KOTAa
HapyLUeHUe OfHOTO M3 OCHOBHBIX MEXaHW3MOB CaMOOYM-
LeHnst OpOHXOB MPMBOAMT K Pa3BUTUIO XPOHUYECKOTO
BPOHX0NEro4yHoOro NPoLecca, PUHUTY U CUHYCUTY.

MpuBOAMM BBLINMUCKY M3 MEAMLIMHCKOM KapTbl CTauuo-
HapHoro 6omnbHOro, KOTOpOMy AMarHo3 cuHgpoma Kaprare-
Hepa ObIn BbicTaBneH Ha 10 AeHb Nocne poxaeHus.

HoBopoxpaeHHas [1. nocTynuna B oTAenexHne narono-
UM HOBOPOXOEHHbIX Ha 8-0M AeHb XW3HW U3 POAUIBHOrO
Joma ¢ xarnobamu Ha 6eCnoKonCTBO, Kallenb.

W3 aHamHe3a 3a6oneBaHua pebeHok nepeseaeH 13 po-
JMINbHOTO oMa C AnarHo3oM: BpoxaeHHas nHeBmoHus, BINC?

W3 aHamHe3a xu3HKM: feBouka oT 1 BepemeHHoCTH, 1
CpOYHbIX POoAoB B cpoke 42 Hepenu. Hactoswas bepemeH-
HOCTb NpoTeKana Ha (OHe XPOHUYECKON (heTonnaleHTap-
HOW HeJoCTaTOYHOCTH, 3yTupeosa. Pofbl OCROXHUIUCH
paHHUM W3MUTMEM OKONMONMOAHbIX BOA. Bec npw poxaeHuu-
3900r., pocT - 52 cM, OKPYXHOCTb rOfioBbl - 36 CM, OKpYX-
HOCTb rpyan - 35 cM, C oOueHkoi no wkane Anrap — 7-7
6annos. B pogunbHOM gome npodunakT Myeckue NpuBMBKA

He nonyyuna. OTArOLEHHON HacneaCcTBEHHOCTH, CO CrOB
MaMmbl, BbISICHUTb HE YAanochb.

Uepes HECKONbKO 4YacoB MOCME POXKLEHUS COCTOSIHUE
pebeHka yXyawmnocs, NosIBUNMUCH CAMNTOMbI JbIXaT €NbHOM
HEeOCTaTOYHOCT M, AMarHOCTUpOBaHa BPOXAEHHas MHEB-
MOHWSI, NPOBOAMMOCH NleyeHne. Ho B guHamuke y pebeHka
COXpaHsica Kalenb, 6ecrnokoiicTBo No nooay 4ero 6onb-
Has Obina nepeBefeHa ANS [anbHEWLEro NevyeHns u go-
o0cnenoBaHus.

06bektnBHO: CocTosiHue pebeHka cpeaHen CTeneu
TspkecTU. [paBUNbHOTO TENOCMOXEHWS, YAOBNET BOPUT Eflb-
HOro nuTaHms, Bec — 3711r. Koxa uucras, bnegHas, nerkui
LMaHo3 HocorybHOro TpeyronbHuka npu OECnoKoicTBe.
KocTHo-MbilweyHas cuctema 6e3 natonorun. [iBuratensHas
aKTWMBHOCTb M MbILLEYHBIA TOHYC CHWKEHbI, pednekchl
BPOXOEHHOrO aBTOMATU3Ma Bbi3bIBaKTCA. [pyaHas kneTka
LunmMHapMYeckon (popMbl, B akTe AblxaHnsi obe nonoBuHbI
y4yacTByloT paBHOMepHO. [pu ayckynbTauum nerkux - abl-
XaHWe NpOCIyLUMBAETCS, B HKHUX OTAENax NeBoro Nerko-
ro pasHokanmbepHble BMaxHbIE U cyxue xpunbl. MepkyTop-
HO NMEroYHbI 3BYK C YKOPOUEHMEM B HUKHUX OT[enax cre-
Ba. YacToTa gbixaTenbHbiX ABWKEHWUA - 48 B MUHYTY. [Npu
nepKkyccun ceppue onpegensieTcst cnpasa. [paHuLbl 0THO-
CUTEMbHON CEepAeyYHON TYMOCTW B npefenax BO3pacTHOM
HOpMbl. YacToTa cepgeyHbix cokpawleHun - 148. Xusot
msrkui, 6e360ne3HEHHbIN, NeYeHb NanbnaTopHO onpege-
naeTca cneea, ceneseHka cnpasa. [lynoyHas paHka yu-
cras. lMornosble opraHbl pasBuThl N0 XeHckomy Tuny. Mo-
yeucnyckaHue cBoOOAHOE, CTYN XenTbid, Kawmueobpas-
HbINA.

MpoBeneHo ob6cnenoBaHme:

PeHTreHorpamma opraHoB rpyAHOIA KNETKM B NpSAIMOW
npoekumu. OnpegenseTcs NpaBOCTOPOHHEE MOMOXEHWE
cepaua M rasoBoro ny3blpsi xenygka. JIeroyHbl pUCyHOK
ycuneH, oboratyeH. KopHu nerkux paclumpeHbl, 6ecctpyk-
TypHble. Kynon guacparmbl pOBHBIiA, CUHYCbl CBOBOAHI.

3akntoueHue: [ekctponosnums cepaua.
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Y3W ceppua: MonocTHble pasMepsl cepaya He yBenu-
YeHbl, KnanaHHbI annapat He uameHeH. CokpaTuTenbHas
CNoco6HOCTb MUOKapaa NeBOro kenyaouka yOoBMETBOPU-
TenbHas. [lekct ponosvums.

Y3W opraHoB GptowHoii nonoctu: ObpaTHoe pacno-
NIOXEHWe opraHoB OPHOLIHONA MOMOCT M.

KoHcynbTaums HeBponora: [vMnokcuyeckoe nopaxe-
Hue LUHC, uepebpanbHas viwemns 2 cTeneHun, MuaToHuY e-
CKUIA CUHAPOM.

KoHcynbTauus otonapuHronora: puHogapuHruT.

KoHcynbTauus reHetuka: CuHgpom KaptareHepa.
AyTOCOMHO-PELMCCUBHBIA TUM HacneLoBaHWs.

06K aHann3 KPoBM:

e Oputpoumtbl - 4,86*10/12 /n.

e [emornobuH - 158 r/n.

e LiBeTHon nokasarerns - 0,98

e Tpombouutsl - 291 *10/9 /n.

o [leikouuntbl - 8,6*10/9/n., n-4%, ¢-54%, n-39%, M-3%

e (CO3-2mm/ yac.

e Bpewms cBepTbiBaHus - 3 MUH.20 cek.- 3 MuH.40 cek.

O6wwmit aHanu3 Moum:

e [lnoTHocTb - 1010

e benok - HeT
e Caxap - oTpuLaTenbHbIi
o JleiikounThl - 2-3 B none 3peHuns
Konporpamma 6e3 ocobeHHocT el
Bak.noceB MOKpPOTbI - OTpuULATENbHbIA
3akniounTtenbHbIi guarHo3: CuHapom KaprareHepa,
ayTOCOMHO-PELECCUBHBIA TUM HACMEAOBaHWS!, OCTOXHEH-
HbIl NHeBMOHMeN. [unokcuueckoe nopaxerue LHC, uepe-
OpanbHas Wwemust 2 CTENeHW, MWaTOHUYECKUA CUHOPOM,
OCTPbI Nepuof
MpoBeneHo neyeHue:
'pyab no TpeboBaHmMo
Amnuumnmve no 120 Teic. 3 pasa
LlecbasonmH no 80 mr 3 pasa
Nuneke no 0,5 kancynbl 3 pasa
®eHobapbuTan no 0,003 Ha Houb
Iubaszon no 0,0003 1 pas3
[MocTypanbHbIi ApeHax.
. Maccax rpyaHoi knetku.
CocTosiHMe nocre NeyYeHuns ynyywmnocs, pebeHok bbin
BbINMCAH AOMON Yepe3 21 aeHb nog HabntoaeHue yyacTko-
BOrO NeauaTpa, HeBposora M reHeT vka.

PN oA WM

Hopectepe KapTtareHep cuHAPOMbIHLIH Ke3gecyi
K.K. XXaxcbinbikoBa
Ochbl xyMbICTa HopecTefie KapTareHep CMHOPOMbIHbIH aHbIKTanybl Typarbl XasbinFaH. byn cupek ke3geceTiH TykbiM
KyananTbiH aypy. AyTocomabl-peLeccuBTi onMeH bepineai XoHe yLTik CAMNTOMMEH cunaTTanagpl: ilki MyLuenepaiy
kepiciHLe opHanacybl, cosbinManbl BpoHXeKnenik NPOLEeCce XoHe CUHYCUTTep,puHonatuanap.

The case of Kartagener syndrome of the newborn child
K.K. Jaxalykova
In this work shows the case of detection of Kartagener syndrome of the newborn child. This is a rare hereditary disease,
route of ransmission is autosomal recessive and is characterized by a friad of symptoms: the reverse arrangement of inter-
nal organs, chronic bronchopulmonary process and sinusorinopatya.
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CNy4AWn CUHOPOMA 3NIOKAYECTBEHHOW APTEPWANBHOW rMMNEPTEH3UU
U.B. ®omunbix, M.K. KacbimbekoB, b.K. MykaH6aeBa, A.ll. Bonkos
YupexdeHue OB 156/15, 2. Cemeli

Croikas apTepuansHas runepTeHsus nHoraa npuobpe-
TaeT NpOrpeccupyioLLMin U Aaxe 3MoKayecT BeHHbIN Xxapak-
Tep, XOT$ NPY CBOEBPEMEHHO HAYaTOM JIEYEHUM TaKoe Cly-
4aeTcs peako. 3nokayecT BeHHas apTepuanbHas runepT eH-
315 pasBuBaeT ca MeHee YeMy 1% BomnbHbIX apTepuanbHoi
TUNEepTEH3NEN 1 B HACTOALLEE BPEMS BCTPeYaeTcs peako.
[laHHas naTonorns 4acTo HAYMHAETCA B MONIOAOM U Jaxe
[eTCKOM BO3pacTe, valle y MyxuumH. Kak npaBuno, oHa nme-
€T 3HAOKPUHHYH0 NaTONOrMI0 U NPOT eKaeT 0YeHb Taxeno. M3
BCEX CNy4yaeB 3M0KaYeCTBEHHOW apTepuanbHON rmnepTeH-
3um: 40% npuxoauTca Ha 40N BOMbHBLIX € hEeOX POMOLMT O-
moit, 30% - peHoBackynsipHoi runepTeHsun, 12% - ¢ nep-
BUYHBIM afbaocT poHn3MoM, 10% - ¢ napeHxumaTo3HbIMU
OonesHsmu nouek, 2% - 3CCEHLMANbHOIA apTepuanbHo
runepTeHsnen, 6% - Ha Ao BOMbHLIX C OCTaNbHLIMM
thopmMami CUMNTOMATMYECKON TUNEPT eH3un. KnnHuyeckyto
KapTUHY OnpenensioT ABa HE3aBMCUMbIX MPOLIECCa: pacLum-
peHue LiepebpanbHbIX apTepuii U reHepanu3oBaHHbIn Gpud-
PUHOMAHBIA HEKPO3 CTEHOK apTepwuon. Kputepusmn guarHo-
3a 3r0KayeCcT BEeHHON apTepruanbHON r1nepT eH3nn ABNI0T-
cst: noblweHne Al Bbiwe 220/140 mm. pT. cT. OpHako 3no-
KayeCTBEHHOCTb OnpefenseTcs He abcomoTHbIM YPOBHEM
apTepuanbHoro AaBneHns, HO U CTENeHbI0 NopaXeHun op-
raHoB — MULLEHEN, B TOM YmCre, Kak NpaBuno, CepbeaHbIMM
HapyLLEHUsIMM MEXaHW3MOB ayTOperynsuum mosra, noyex,
cepaua, COCyZOB IMasHoro AHa (OTeK AWCKOB 3PUTEMbHBIX

HEpBOB B COYETAHUM C KPOBOM3MUSHUSIMM M 3KCCyaaTamu).
[ns 3noka4ecT BEHHOW apTepuanbHOi runepTeH3nn xapak-
TEPHbI NPU3HAKK rMNepTOHNYECKON aHLedbanonarumu: Cunb-
Hasl ronoBHas 6onb, pBOTa, HapyLLEHWE 3peHus, Npexoas-
e napesbl, SNUNENTUYECKME NPUNAZKM, COMOpP U KOMa.
OTU CUMNTOMbI BbI3BaHbI CNasMoM LiepebpanbHbIx apTepuit
1 OTEKOM rofTIOBHOMO Mo3ra. Ha ayToncum y Takux 60MbHbIX
nHoraa oBHapYXVBAIOT C MHOXECT BEHHbIE MENKMe TPOMObI
B LepebpanbHbix apTepusix. BoamoxHbl Takxke AekoMneHcu-
pOBaHHas cepAeyHast HeJOCTaTO4YHOCTb U BbICT PO Nporpec-
cUpytoLLas noYeyHas HeLoCTaTO4HOCT b, MUNepTpodus ne-
BOrO enyaouka, HapyLleHus puTma cepaLa, CKMOHHOCTb K
hnbpunnaLmm xenyao4uKoB, NOXy AaHWe, HapyLLeHKe peono-
TMYECKUX CBOWCTB KPOBW, BNMOTb 40 cuHapoma [1BC, remo-
nuTuYeckoin aHemun. Ho kak 6yaeT pasBuBaThCA 3rokave-
CTBEHHas apTepuanbHas runepTeH3uns, kakue opraHbl OHa
3aTPOHET - 3TO NPaKTMYECKN Henpeackasyemo.

B TakTuke neueHnst 60MbHBIX CO 3MOKAYECTBEHHOI M-
nepTeHsueln o0bs3aTenbHO OOHOBPEMEHHOE Ha3HayeHue
koMbuHaLMM M3 3-5 aHTUrMNepTeH3MBHLIX NpenapaTos B
[OCTaTOYHO BbICOKMX A03aX: MHrMOUTopbl AMN®, aHTaroHu-
CTOB Kanblys, beTa — 6riokaTopos, ANYPETUKOB, a B psae
CryYaeB Takxke aHTaroHUCTOB anb@a -2 U MMMAA30nMHO-
BbIX peLienTopoB, 6110kaToOpoB peLenTopoB aHrMoTeH3NH I,
anb@a1l — briokatopoB. [pyn OTCYyTCTBUM aAEKBATHOTO aHT U-
rUnepTeH3nBHOrO adypekta Ha (poHe KOMOUHMPOBAHHOM
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