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The article contains review about actual conception of primary ciliary dyskinesia.
Sewert-Kartagener’s syndrome isdescribed as a clinical variant of primary ciliary dyskinesia.
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Bosesan nerkmx SBISIOTCS CaMOW 9YacTOW MAToOJOTHMed JeTrckoro Bo3pacta. OHu
MHOT000pa3Hbl MO CBOEH Npupoe, TeueHHro, mporaody. Cpeaun HUX OOJbIIOE BHUMAHHE
MEAUaTpOB MPHUBIEKAIOT HACJICACTBEHHbIE OOJIE3HH, K KOTOPHIM OTHOCUTCS IEpBUYHAA
unapnas nuckunesus (IMJT) - MKB — 10: Q.89.3.

[IIJ] — renernyeckn NeTEPMUHUPOBAHHOE 3a00JIEBAHME, HACIEAYEMOE 0 ayTOCOMHO-
peueccuBHoMy Tuny [25]. B ero ocHoBe nexuT AeEKT yIABTPACTPYKTYPHI PECHUYECK
MEpLATENFHOTO JIHTENUS, OOYCIOBIMBAIOMIMK HApyIIEHHE WX JIBUTATCIBHOW (DYHKIUH.
Knunndeckuil BapuaHT NepBUYHON LWJIMAPHOW NUCKUHE3WH - cuHApoM 3uBepTa-Kaprarenepa.
Pacnpoctpanennocts [111/], mo manHBIM pa3HBIX aBTOPOB, oneHuBaercs ot 1:15000 no 1:60000
HOBOpOX/eHHBIX [16, 15].

[TepBoe ommcanue I/ onydommkoBano B 1902 roxy B [leTepOyprckom exeHenenbHUKE
«Pycckuii Bpau». A.K. 3uBept, Tepanet u3 1. Kuea, onmcan 21-1eTHero MyX4uHy ¢ 00OpaTHBIM
PacnoJyioKeHUEM BHYTPEHHUX OPTaHOB, CHHYCUTOM M OPOHXO3KTa3uel, Ipy 3TOM OPOHXO3KTAa3bl
aBTOp cuntan BpoxkaeHHbIMU [3]. B 1933 roay cxoxue HaOI0JeHUS OAPOOHO OMKCAI Bpay U3
[seiinapuu M. Kaprarenep. OH Takke IpeanoJioKuI BPOXKIECHHBIA Xapakrep OPOHX03KTa30B

[21, 22]. C »rtoro MomeHTa, 3a0OJeBaHUE, XapaKTEPU3YIOIICECS COYETAaHHEM OOpPaTHOTO
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pACIIOJIOKEHHsT BHYTPEHHHX opraHoB (SItUS viscerum inversus) ¢ OpOHXOIKTasued u
MAHCUHYCUTOM, MMOJYYUIIO Ha3BaHUE CUHIpoMa 3uBepTa-Kaprarenepa.

B 70-x romax 20-ro Beka TpeCTaBICHUE O TPHUPOAC 3a00JICBaHMS KapUHATLHBIM
00pa3oM H3MEHWIOCh. bBBIJIO yCTaHOBIEHO, YTO Yy NANWEHTOB C CHHAPOMOM 3HBEpTa-
Kaprarenepa mMeeTcs BpOXKACHHBIH NEPEKT CTPOCHHS PECHUYCK MEPHATEIBHOTO AIUTEIHS
(MD), mpuBonsmmii k HapymeHuro ux nonaswkHocTH [11, 34]. Hapymenwe uunmapHOi
¢GyHKIMU OBUIO HA3BAHO KaK CHHJIPOM HEMOJBIKHBIX pecHHYeK. Ho Tak Kak MOABHIKHOCTH
PECHHYECK MOXKET HapylmaTbcs B pPa3HOW CTEMeHH, OT IMOJHONH WX HENOJIBIKHOCTH IO
HE3HAYUTEIIPHOTO 3aME/JICHUS] KOJICOaHWs, STOT CHHAPOM TMOJy4WJ Ha3BaHHE CHHApPOMA
NEPBUYHON HHIMAPHOU aucKuHe3uu [26]. B manbpHeiilem ObUIO YCTAaHOBICHO, YTO HEPBHYHAS
[UINapHasl TUCKUHE3WS MMEET MECTO M y Jojel 0e3 oOpaTHOTO pacroJioKeHHs BHYTPEHHHX
opraroB. [lpm srom ymme y 50% mnammentoB ¢ TIIIJ] umeeTcs oOpaTHOE pPacIOIOKECHUE
BHYTpeHHUX opraHoB (cuHapoM 3uBepTa-Kaprarenepa), a y mun ¢ Situs viscerum inversus ILIJT
umeeTcs ToNbko B 25% citydaes [17, 28].

[Mpuaunoi TILIJ] sBASIOTCS MyTallMUd TEHOB, KOTOPBIC KOHTPOIHPYIOT: 1) CTPYKTYpy
pecHuueK, 2) Tpolecchl, 00SCICUNBAIONINE ABUTATEIbHYI0 U COKPATUTCIBHYIO aKTUBHOCTB
pecanyek, 3) dakropsl, onpenenstomue hopmupoBanue Situs viscerum inversus. Blouin J.L. ¢
coanT. (2000 r.) noarBepanan cBsi3b I11J] ¢ HECKOJIBKUMH TEHETHUYECKUMH JIOKycaMu. | eHbI-
KaHIUIAThl PACIIONIOKEHBI Ha ydacTKax xpomocom 3p, 49, 5p, 7p, 10p, 11q, 13q, 15q, 16p, 17q,
19q [31]. 'eHOMHOE HCClIeIOBaHKHE Y MAIIMEHTOB C JOKA3aHHBIM JICKTPOHHO-MHKPOCKOMHYECKU
OTCYTCTBHEM JHHEMHOBBIX pYYEK NOATBEPAWIIO TMpeAnosiokeHue o cuemenun I ¢
ydacTKaMH Ha XpoMocomax 8Q m 16pter, Torma kak HCCIENOBaHHE B CEMbBAX C CHHIPOMOM
3uBepra-KaprareHepa BbISIBUJIO B KAYECTBE MOTEHIIUAIBHBIX JIOKYCOB-KaHINUIATOB Y4acTKu 80 U
19q [13, 20, 24].

Cuuraercs, uTo SItUS VisCerum inversus B 4eioBeYecKO# MOy SN BCTPEYACTCS 4acTo
u BeIsBIseTCS B cpeaHeM y 1 u3 8500 HOBOpoXaeHHBIX. B (hopMupoBaHHU JIeBO-IpaBOil ocH
TeJa W PACHPENENICHUST OTHOCHTEIBHO HEE HEMapHBIX OPraHOB Y MO3BOHOYHBIX Y4aCTBYIOT
CHTHAJIbHBIC MOJICKYJIBI, OTHOCSIIMECS K ceMmelcTBy (akropoB pocra (TGF-B) [19, 36].
VYCcTaHOBIIEHO, YTO HApPYHICHHWE DSKCIPECCHH HSTHUX MOJEKYIT NPHUBOAHT K (HOPMHPOBAHUIO
00OpaTHOTO PACHOJIOKCHUsT BHYTPEHHHUX OPraHOB. B CBsI3M C 3THM HHTEPECHBI PE3YJIbTAThI
uccienosanus Kosaki K. ¢ coast. (1999), usyuasmux reasl LEFTY A u LEFTY By 126 nun ¢
Situs viscerum inversus. I'enbl ObLIM KapTUPOBAHBI B JIOKYce 1042, OHAKO JIHIIE y 2 MAIHEHTOB

OBLIH BBISIBJICHBI MYTAIIMH B 00JIACTH UCCIEyeMbIX reHOB [14)].



Puc. 1. Cxema ynbTpacTpyKTYpHBIX H3MEHEHHMHA aKCOHEMBl PECHHUYKH  CIU3UCTOU
pecriuparopHoro tpakta npu ITIJ] (mo Cox D.W., Talamo R.C., 1979).

IIpumeyanue: A — HopMaibHOE CcTpoeHue pecHuYkd. b, B, I' — usmenenus npu IILUT:
orcyrcTBie nuHenHOBBIX pydek (B), pammameubix coun (B, T'), u3MeHeHue uucia u
TpaHchaokaius MUKpoTpyoouek (B, IT).

D — nunennoBblie pydkd; N — HEKCHHOBBIE CBS3KH;, S — pamuanbHble cnumbsl, C —
LEHTpaJbHAs Mapa MUKPOTpYyOouek; O — HapyKHbIe MUKPOTPYOOUKH.

Takum 00pa3oM, JaHHBIE JUTEPATYPHl CBUAETEILCTBYIOT O BBIPKEHHOW I€HETHYECKOM
rereporeHHocTy 3aboneBanus. s MOHUMaHUS MEXaHU3Ma pa3BUTHA OOJIE3HH, LieJIeco00pa3Ho
OCTaHOBUTBCS HA CTPYKTYpe U QyHKIMH pecHuTYaroro snurtenuonura (P3) [2, 5].

MepriaTenbHBIA AIUTEINI BBISBISIETCS B CIM3UCTOW NBIXATENBHBIX ITyTeW 10 OpOHXOB
16-17 nopsnka. KonmaecTBo peCHUTYATHIX KJIETOK YMEHBIACTCS OT Tpaxen K OporxuoiaaM. OHu
TPYNIHPYIOTCA B TaK Ha3blBacéMble MeETaxpoHalbHble MoJisi. Ha anukaipHOW NOBEPXHOCTH
kaxaoro PD umeercs 1o 200 pecaudek oauHaKoBo# MMHBI (0kost0 5-7 Mkm) u auametpa (0,2-
0,3 MkM). OCHOBHO# CTPYKTYpHO# CIMHHICH PECHUYKH SBISICTCS aKCOHEMAa — KOMILIEKC
MHUKpOTpyOOUeKk: 9 map pacmoJOKEHHBIX MO OKPYKHOCTH BOKPYT LEHTPATbHOW Maphl Kak

MOKa3aHo Ha pucynkel.

MukpoTpy0OUKH COEOUWHEHBI JPYyr C JAPYroM TMEPEKPECTHBIMH  «MOCTHKaAMHU»
(HEeKCHHOBBIC CBSI3KH), paIUajbHBIMH CIUIAMHU, HAPY)KHBIMH M BHYTPEHHUMH JUHEHHOBBIMHU
pyukamu. JIMHEMHOBBIC pY4YKH (BBICTYIBI) pacmpeAeiCeHbl BIOJIb MHUKPOTPYOOUYEK ¢
OTpeAeNeHHOW nepruoguuHocThio. OHM cocTosT M3 Oenka auHeuHa, cofepskamero ATd-azy,

00€ecTeunBaroero PECHUYKY SHEPTHel, HEOOXOAWMOW IS €€ JBHUraTeIhbHOW aKTUBHOCTH.



JIBI>KEHHE PpECHUYEK NPOUCXOAMT B peE3ylbTaTe AaKTUBHOTO CKOJBKEHHUS COCETHHUX
MUKpPOTPYOOUEK OTHOCHTENBHO ApYr Apyra, odecreunBaeMoro AT®d-3aBucuMON aKTUBHOCTBHIO
IMHEWHOBBIX pydek. I[lepekpecTHble «MOCTHKH», paaualbHbIE CHHIBI OTPAaHUYMUBAIOT
CKOJILKEHHE MEXNy nepuepuyecKuMrd TapaMH  MHKPOTPYOO4YeK H  00ecreunmBaroT
MPEUMYIIECTBEHHO cru0aHue pecHHYKd. B HOpMe yactoTa KojieOaHui pECHMYEK COCTaBISIET OT
7 no 12 B 1 cexynay. Llukibl OBMKEHUS COCETHUX PECHHYECK CMEMICHBI BO BPEMEHH. DTO
MPUBOJUT K BOJHOOOpPa3HOMY IMOTOKY CIHM3W. Tak Kak HalpaBleHUE KojeOaHWH pEecHUYEK
CKOOPAMHHUPOBAHO B MpeEZesiaXx TOJIBKO OJHOTO METaXpOHAJIBHOIO IOJIA, @ COCENHMUX MOJICH He
COBIMA/IaeT, CEKPET AbIXaTEJIbHBIX IyTEH IBUKETCS 3Ur3aroo0pasHo.

Takum 06pazom, cu3b TPAHCIOPTUPYETCS 3a CUET pabOThl MHOKECTBA METaXPOHAIBHBIX
noJiel, GyHKIMOHHUPYIOMNX HE3aBUCUMO APYr OT Apyra. CKOPOCTh MOTOKA CIU3U y 3A0POBBIX
JrOJIeH B MEIKUX OpoHxax paBHa 2 MMm/MuH. B Tpaxee oHa Bapwupyer B nuamazone 6,7 — 12
mMm/mMuH. braronapsi HopManbHOMY () yHKIIHOHUPOBAHHIO MYKOIMIMAPHOTO arapara, OaKTepuu
OpOHXHMaJIBHOTO cekpera Moryr 3a 1 cexynmy coBepmate myrb o 10 m Gomee kimeTkam
CIIM3UCTON 000JIOYKH. DTO CBOAUT BpeMs KOHTaKTa MHUKpPOOpraHu3MoB ¢ kietkoir mo 0,1
CEKYH/IBI U 3aTPYIHSCT UX WHBA3uI0 B anutenuii [1, 9]. CienoBarenbHO, pUTMUYHBIC KOJICOaHUS
PECHHYEK TIEPEMEIIAI0T CEKPET [bIXaTelbHbIX MyTEe B MPOKCHMAIbHOM HaIpaBJICHUH,
MOJJIEP KNBAsi TEM CaMbIM JPEHAKHYIO () YHKIIUIO OPOHXOB.

PD wnu aHanoruyHble CTPYKTYpPhI (KIYTHUKH) UMEIOTCS M B APYIHX OpPraHax U CHCTEMax
(opranbl penpoayKLuH, HOJIOCTh HOca, cpeaHee yxo). HopmanpHas mepuatenbHas (yHKIHS
pecCHHYEK B 3MOPHOHAIBHOM IIEPHOJEC OTBETCTBEHHA 3a POTAIMI0 BHYTPEHHUX OPIaHOB, B
OpraHax pernpoIyKTHBHOW CUCTEMBbl OHa 00ECIIEYMBACT JIBUKECHHUE CIIEPMATO30MI0B Y MYXYHH U
ramet y sxeHuuH [35]. BenencTBre reHeTHYeCKd IeTePMHUHUPOBAHHBIX CTPYKTYPHBIX 1e(EKTOB
PECHUUEK HAPYIIACTCS UX IMOJBHKHOCTh. DTO OTPENENsieT BO3MOXHOCTh (OopMUpOBaHus StUS
Viscerum inversus, BereT K MyKOIMJIMAPHOW HETOCTATOYHOCTH, SIBISICTCS. PUIMHON OECILIIO K s
Y MYXYMH U CHIDKEHHUS CLIOCOOHOCTH K 3a4aTHIO Y KEHILUH.

TsxecTh COCTOSIHUS MAIMEHTa U €ro Oyaylilee, Kak MpaBujio, 00YCIOBIEHBI HUIHAPHOU
JUCKUHE3UE  pecnupaTropHOil  cuctembl.  HapyiieHue  MexaHu3Ma  CaMOOYMILCHUS
pecMpaTopHOTO TPaKTa, CO3MAaeT YCIOBUS MU 3aTsOKHOW W XpOHWUYECKOW wHHEeKInu,
CIOCOOCTBYeT (OPMHPOBAHUIO XPOHUYECKOTO TMAHCHHYCHTAa M OpPOHXOJETOYHOTO Mpolecca ¢
aKTasueit oponxos [11, 33].

BreipakeHHasi TeHETHYECKass TeTepOTEHHOCTh 3a00JIeBaHMs IMOJpPa3yMeBaeT OOJBIIYIO
BapHa0eIbHOCTh YABTPACTPYKTYPHBIX AE(PEKTOB PECHHUYEK, M KaK CIEICTBHE — MHOTrooOpasue
KIMHAYECKHUX MPOSIBICHUN. MeXIy TeM, H3ydeHHE COOTBETCTBHS TeHOTHUIA (DEHOTHITY MAIlEeHTa

MOKa3aJio, YTO B3aMMOCBS3H MEXIY KaKOH-IMOO KOHKPETHOW MyTalued reHa W MpOsiBICHHUEM
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3a00y1eBaHUsl HE CYIIECTBYET, IO3TOMY TE€HOTHII HE MOXET HCIIOJIb30BaThCSI B KadecTBE
MPOTHOCTUYECKOTO TOKa3aTelIsl.

Beigeneno 18 OCHOBHBIX BapuaHTOB Je(EKTOB YIBTPACTPYKTYpbl pecHuuek [12].
HauGonee yacTeiM SIBIISICTCS TOJIHOE MM YaCTHYHOE OTCYTCTBHUE TUHEHHOBBIX pydek (80%),
peKe BCTpPEUArOTCs OTCYTCTBHE WJIM JUCIOKanus IeHTpambHoit mapel (10%), nedextsi
pamuaneHbix crul (6%), apyrue Hapymenuss mukpotpyoouek (3%) [37]. Kak mpasuio, B
PECHUTUYATBIX CTPYKTYpaxX pAa3jiMYHbIX CHCTEM OpraHu3Ma BBISBIAIOTCS  OJHOTHITHBIC
YIBTPACTPYKTYpHBIE aedekTsl. OgHAaKO HEpenaKo Yy OJHOTO MaIeHTa MOTYT HaOI0AaThCs
codyeTaHue ByX W Ooyiee BapuaHTOB Ae(EKTOB B OJHOM M 00Jiee OpraHax WM UX OTCYTCTBHE
IpU HAJIMYUU HETOJABMXKHOCTH pecHu4YeKk [2, 7, 23, 27]. YCTaHOBIGHO TaKKe, YTO CXOXKHE
KIIMHAYECKHE MPOSBICHUS MOTYT OBITh CIEICTBHEM Pa3HBIX CTPYKTYPHBIX 1e()EKTOB aKCOHEMBI.
B 10 e Bpems, Hammuue OOIIEro TeHETHYECKH JIETePMHUHHUPOBAHHOTO Ae(eKkra pPecCHUYKH Yy
YJIEHOB OJHOM CEeMbH MOXET NMPHUBOJIUTH K PA3BUTUIO PA3IMYHBIX KIMHUYECKUX MPOSBICHUN
ITLJ] (mampuMmep, ¢ Situs viscerum inversus u 6e3 uero) [4].

Hnsa  knuHudeckux  nposasiaeHud  IIJ]  xapakTepHO  TOTalbHOE  MOPAKECHHUE
pecrmpaTopHOTO TpaKTa ¢ paHHeld MaHHdecTanmuelr cuMmToMOB. [1o NaHHBIM JUTEpaTypHl U
HallMM HaOJIOJEHUSIM Yy MalMEHTOB HEPEIKO C MEPBBIX JHEH >KU3HU PA3BUBAIOTCS PUHUTHI C
THOMHBIMU BBIICTICHUSIMH W3 HOCA, CPEAHUE OTUTHI, TO3KE CHHYCUTHI (Yalle MOPasKarTCs
BEPXHEYCIIOCTHBIC MMa3yxH), NPUOOPETAIOIINE BHAYAC 3aTSHKHOM, 3aTE€M PEIHAMBUPYIOUIMN U
XpOHMYECKHH XapakTep Te4yeHus. Bcrpeuarorcs Takke Ha3ajdbHBIN IMOJUIIO3, KOHAYKTHBHAS
TYTOyXOCTh. Y’K€ B paHHEM JAETCKOM Bo3pacTe 3a00JieBaHHE IPOSBISETCS B BUJE 3aTSKHBIX,
PEUHMIUBUPYIOMINX OpOHXWTOB, OpPOHXMWOJMTOB, WHEBMOHUNA C OpPOHXOO0OCTPYKTUBHBIM
CHHIIPOMOM, TMO3Ke TPaHCHOPMHUPYIOUIMXCS B XPOHHYECKUH OPOHXOJICTOYHBIH TIPOIECC C
dopmupoBanuem OponxodKTasmii. [lepopmariuss OpoHXOB (OPOHXHON) M MHEBMOCKIEPO3 HOCST
JIBYXCTOPOHHHI XapakTep, mpeuMyiiecTBeHHO B HIKHUX Aoisix [30, 32]. CoueraHue nHBEpCUU
BHYTPEHHUX OPraHOB WJM H30JMPOBAHHOW JEKCTpakapAuu ¢ OPOHXOIKTa3aMU M CHUHYCHUTOM
Ha3zbiBaeTcst cuHapoMoMm 3uBepra-Kaprarenepa. Ilpum TILJI Hepenko BBIABISIOTCA Apyrue
aHOMaJIMM  Pa3BUTHUS. TIOPOKM BHYTPEHHUX OPTraHOB, TOJWAAKTHINSA, THUMO(YHKIHS
9H/IOKPUHHBIX JK€Je3 U JIp.

[Mopaxkenne opranoB neixanus npu IILJ], mo cpaBHeHHIO ¢ KHCTO3HBIM (puOpPO3OM
(MykoBHCcLUIO30M), Oosiee jerkoe, U nanueHThl ¢ [T/ uMeT GOBIIYI0 MPOIOKUTEIEHOCTD
XKHU3HU. DTO OOYCJOBIEHO TEM, YTO y JTOW KATErOpUU MALMEHTOB COXPAaHEH HOPMAaJbHBIN
KalUIeBON KJIMPEHC MOYTH Ha BCEM MPOTSHKEHUH KU3HU.

Huarno3 IIIJI ycraHaBIMBaIOT Ha OCHOBAHMM COYETAHUS CHUMIITOMOB ITOPaXXCHUS

HOCOTJIOTKM M OKOJIOHOCOBBIX IIa3yX, 6p0HXOJ’I€FO‘IHOI>i CHCTEMBI C YaCTHYHOM HJIN IIOJIHOM
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uHBepcuell BHYTpeHHUX opraHoB (cunapom 3uBepra-Kaprarenepa). Ilpu otcyrctBum Situs
viscerum inversus II/I moaTBepkaacTcs UCCIIEA0BaHHEM TTOABHKHOCTH PECHUYEK. B KayecTBe
CKPHHHUHTA UCIOJIB3YeTCS CaXapHHOBBIN TecT. DTOT MeTon pa3zpadoran B 1985 r. M Greenstone
et a. 175t olleHKU (PYHKIMOHAIBHOTO COCTOSIHUS HazanbHOTO KiupeHca [18)]. Tak kak cocTosiHue
HA3aJIbHOTO KJIMPEHCa XOPOIIO OTPaXaeT COCTOSHHE JIETOYHOTO KIHMPEHCA, B KIMHUYECKOMN
MPAKTUKE CaxapuHOBBIA TecT ucmojb3yercss st ckpunuara I[ILJI u apyrux 3aboneBaHui,
COCTOSIHUH, COTPOBOXKIAEMbIX HAapyIICHHEM MYKOUMJIMAPHOTO KIMpeHca. Meron mpocT, He
TpeOyeT IOPOTOCTOSIIETO TUArHOCTHYECKOro obopymoBaHus. OH 3aKIO4aeTcs B TOM, YTO
MAIMEHTY, CUAAIIEMY HEIOBIDKHO Ha CTYJE C HECKOJBKO HAKJIOHEHHOW BIIEpe] TOJIOBOH, Ha
MEINaJbHYI0 YacTh HIDKHETO HOCOBOTO XOZa Ha3aJdbHBIM NHHIETOM romeniaroT 1 tabierky
caxapuHa (PasMepoM NPHMEPHO 1 MM>) i H3MEpSIOT BPeMs OT MOMCHTA BBCICHWS CAXapHHA B
HOCOBYIO TIOJIOCTH JIO TMOSIBJICHHSI OLIYIIECHHs CIAaIKOTO BKyca BO pTy. Bo Bpems mpoBeneHus
TECTa TMalMeHTa MpOCIT HE BTATHBATh PE3KO BO3AYX HOCOM M HE 4MXaTb. B HOpMe 3TO Bpems
cocraBisier 5-8 munHyr. [Ipn mHOpEKIMIX, BO3ACHCTBUIX TOKCHYECKHX Tra30B, aTpo(uiIecKux
pUHHTAX, XPOHHYECKUX CHHycHUTax Bpems yBemmumBaercs a0 9-20-30 m Gonee mumuyt. Tect
MpOBOMUTCA HE paHee, yeMm depe3 2 Hemenu mnociae OPU wmmm o0oCTpeHHS XpOHHYECKOTO
mporiecca B peCHUPATOPHON CHCTEME M TO3BOJSIET OICHUTh MYKOIMIMAPHYIO aKTUBHOCTH B
TUHAMUKE.

BBICOKOYYBCTBUTEIILHBIM METOJIOM HCCIIEAOBAHHS MYKOIMIIHAPHOTO KIMPEHCA SBISACTCS
peHTreHorpadguaeckuii Meto. Tak, TepIOHOBBIE OHCKH nuameTrpoM 1 MM momemiaror depes
OpPOHXOCKOII Ha CIIM3UCTYIO TPaxelo W CIEMAT 3a WX JABIKCHHEM Ha MOHUTOpPE WIN (UKCUPYIOT
Ha BHJCOIUICHKE C peructpammeii BpeMeHH. CKOPOCTh HMX [BW)KEHHS BBIYUCISECTCS T10
MPOIIEHHOMY HMH PAcCTOSTHUIO.

B mocnennue roapr 6oree MpeanoOYTUTENFHBIM METOAOM BO MHOTHX CTpaHax SIBISIETCS
pamroa’po30bHBIA. DTO HEWHBAa3WBHBIM METOJM, OTHOCHUTEIBHO TPOCTOM W HEIOPOTOM,
BBICOKOMH()OPMATHBHBIM, JaeT BO3MOXHOCTh HANpsMYyK KOHTPOJMPOBAaTh COCTOSIHUE
MYKOLMJIMAPHOTO KJIMPEHCAa BO BCEX OT/AENAaX TpaxeoOpoHXuanmbHOTO nepeBa. OmHAKO 3TOT
METOZ, KaK M [Ba ONHCAHHBIX BBIIIE METOAA, JMJAaeT TPEACTABICHHE O CYMMapHOM
(GYHKIIMOHUPOBAaHUH MEPIATEIFHOTO SMUTEIHS W TPAHCIOPTa CIU3U IO PECHHPATOPHOMY
Tpakry [6, 8].

HccnenoBanne MOABMKHOCTH PECHUYEK BO3MOKHO B Opam-OuonTare CIM3UCTON
00onouykn OpoHXa WM HOCAa C MOMOMIBIO (ha30BO-KOHTPACTHOTO MHKpOCKOMa. Mexnay TeMm,
TaKO€ MCCIIEA0BaHNE TPEOYeT COUSTAHUS CIIOKHBIX METOIUK U JOPOTOCTOSIIET0 000PYyIOBaHHS,

KaKk B IPOLECCE INOATOTOBKHM Mar€pualia, TaKk U OJII MHUKPOCKOIIMYCCKOIO HCCICAOBaHUA H



M3MEpPEHUs 4acTOThl OMeHus pecHuuek. Hemoctatkom MeTosa siBIsieTCsl M TO, YTO UCCIIEAOBAHUE
MPOBOAMTCS IN Vitro, Koraa MeplaTeNabHbIN SMTUTEINH JIUIICH HEPBHO-TYMOPATbHON PETYIISIHH.

VY IIBTpacTpyKTypHBIE Je(PEKTHl PECHHYECK BBIABIAIOTCS C IOMOIIBIO 3JIEKTPOHHOU
MuKpockonmuu. OTHAKO 3TOT METOJ MCHOJb3YETCSl MPEUMYILIIECTBEHHO B HAYYHBIX LEJSX B CUITY
BBICOKOW CTOMMOCTH U CJIOKHOCTH 000pYyIOBaHUSI.

Jleuenue, ero o0beM, 3aBUCHT OT KIMHHYECKHX TposBieHuid. [Ipodunakrika u neqenue
XPOHUYECKON HMH(EKINN BKIFOYACT KOMIUIEKC MEPOTPUSATHI IO TOIEPIKAHUI0 TPOXOINMOCTH
JBIXaTeNbHBIX MyTEH U aHTHOAKTepHUATIbHYIO Tepartito [25, 26, 29)].

[IpoxomumocTs OpOHXHANBHOTO JiepeBa, MPEXKIEC BCEro, JODKHA 00eCHeurBaThCs
perymsipHoil kumHe3uTepanueil. OHa BKIOYaeT B ceOS pa3nMuHBIE METOMBI JIBIXaTeNbHON
TUMHACTUKH M JpeHaka OPOHXHMaJbHOIO [EpeBa, TMTMEHY BEPXHUX IbIXaTeNbHBIX MYyTEH,
o0myro JseueOHyI0 (GHU3KYIBTYPY, NPOBEICHHE WHTAAIMOHHOW Tepanud, (QU3NYECKYI0 H
CHOPTUBHYIO AaKTHBHOCTh ManueHTa. MHIWBHOyadbHO TMOAOOpAaHHbIE KOMIIOHEHTBHl U
J03UPOBAHUEC (IJIMTEIBHOCTD U YHCIIO CEaHCOB TEPANUU B CYTKH) BapbUPYIOT B 3aBUCHMOCTH OT
KIIMHUYECKOIO0 CTaryca TalMeHTOB, WX Bo3pacra, o0pa3a JKU3HH U TEPCOHAIBHBIX
MPEANOYTEHU B OTHOLICHUMHM KauecTBa TEepalud M KOMIUIAGHTHOCTH K Tepanuu. [lpu
000CTpEHHH JIeUeHHE MOXET ObITh 0oJiee MHTEHCHBHBIM M PACIIUPEHHBIM IO CPABHEHUIO C
0a3ucHOW NOJACPKUBAIOILIECH KUHE3WTepanuen. BakHO NOTYEepKHYTh, YTO KHHE3UTEpaIus
obecrieunBaeT 3pPEKTUBHOCTh MEIUKAMEHTO3HOTO JICUYCHHS] M HE TpeOyeT JOMOJHHUTEIBHBIX
(MHAHCOBBIX BJIOKEHHUH, YTO OUYEHb BXKHO KaK JIJII CEMBH, TaK U 00IIecTBa B 1esoM. KiroueBoe
3HaYEHUE MPUOOPETAIOT HENMPEPHIBHOE 00YYEHUE MALKUEHTA U YWICHOB €r0 CEMbH COBPEMEHHBIM
MeronaM KuHesutepanud. [lokazaHbl Kypchbl SKCHEKTOPAHTOB, OpPOHXOJHMTHUKH NPH HAIMYUHU
OpoHxocIa3Ma 1 TUIIEPPEAKTUBHOCTH OPOHXOB.

Jleuenne octpoii WM OOOCTpEHHME  XPOHMYECKOW  PECIHPATOPHOM  MHQEKINH
(OpoHxoJnerovHasi TMaTOJOTHs, CHHYCHTBI, OTHTHI) IMPEIyCMATPUBACT MPUMEHEHHUE arpeCCUBHOMN
MIPOJIOHTMPOBAaHHOW aHTHOMOTHKOTepanmuy. OHa TPOBOIUTCS C YYETOM BBIICTAEMOM  (IIOpHI,
BO3pacra M TSDKECTH MalMeHTa. BcieacTBue OmacHOCTH MPOTPECCHPOBAHUS OPOHXOJIETOYHOTO
po1iecca, OTEepPaTUBHOE JICUEHHE OTPaHUYEHO.

[IpyBonuM KIMHUYECKHM cioydall TO3AHEH JWMAarHOCTUKM CHHApoMa 3uBepTa-
Kaprarenepa y nmoapocrtka. Manpuunk, 16 jeT mocTynmuit B KIMHHYECKYIO OosbHHIY T.MUHCKa ¢
*anobaMy Ha Kallellb, HacMODK, IOBBbIIIEHHE TeMmIieparypbl. M3 anamue3a 3abosieBaHUS
M3BECTHO, YTO y peOCHKa 10 TOCTYIUICHWS B KIMHUKY B TEUEHHE 2-X HEAeNb OTMedalcs
HACMOPK M Kallellb, 3a HEJEII0 IO MOCTYIUIEHHs TOBbICHIach Temieparypa 10 40°C, kortopas
nepxanack Ha QeOpmibHBIX mudpax B TeueHue S nHeil. PebGeHOK amMOynaTopHO MOIYdHIT

AMOKCHITMJIMH, TOH3HJITOH, MOYKJIMH, 3HAYUTENbHOTO 3(dekra oT MpoBOIMMON Tepanviu He
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otMedanock. C TMarHOCTUYECKOH 1IeNbi0 OblIa BBITIOJIHEHA PEeHTTeHOTpadus TPYIHON KIETKU, U
C IMAarHO30M JABYXCTOPOHHSISI THEBMOHHUS PeOCHOK TOCIUTAIM3UPOBAH B KIMHUKY.

W3 anamHe3a >KW3HU M3BECTHO: PEOCHOK OT 2-0if OEpEeMEHHOCTH, 2-BIX CPOYHBIX POJIOB.
BepemenHocTs ¥ poapl mpoTekanu 0e3 maToyoruu. ManburuK pOAMIICS JTOHOLIECHHBIM C Maccou
3750 r, mmHo#t Tema 52 cm, no mkane Amnrap 7/8. Ilpu poxaeHuM ObUT JHATHOCTUPOBAH
acTUPaIMOHHBIA CHHIPOM, JabixatesbHast HeaocTarounoctsb (JJH) 1-2 crenenn. [IMK 1 crenenu.
Situs inversus. 13 pongoma peOEHOK ObLI BBIMUCAH B YAOBJICTBOPUTEIBHOM COCTOSHMU Ha 9
JeHb >KU3HH. HaclieAcCTBeHHOCTh HE OTSTOIICHA.

B teuenne mepBbIX 6 JeT KU3HU PEOCHOK OTHOCHICS K TPYIIE YacTO W JUTUTEIBHO
0oJemuUX AETEeH: 4acTO OTMEYAIMCh PUHUTHI, CpPelIHUE OTHUTHI, AIACHOMAWTHI, mepeHec 14
OponxuToB, n3 KOTOpbiX 10 ObutM 0OCTpyKTHBHBEIMH. B 7 jer oOcriemoBancs y ameprosiora,
AIJIEPrUueCcKUil TeHe3 PEeCIUPaTOPHBIX 3a00sieBaHUi ObLT UCKIIOUEH. B kimnHnyeckoit OonbHuIE
peOeHOK paHee He JISYHIICS U He 00CIe10BaJICs.

[Tpu ocMoTpe: peOCHOK acTEHMYECKOW KOHCTUTYLWH, (pU3MdecKoe pa3BUTHE CpeaHee
JAUCrapMOHUYHOE ¢ aeduuuToM Maccel Tena 9% (poct 177 cM, Bec 57 kr). KokHbie MOKPOBBI
OJleTHbIC, CIM3UCTO-THOWHOE OTAEIsIeMOe U3 HOoca. MUHIAMMHBI THIIEPTPO(GUPOBaHBI, PHIXIIBIE,
pyouoBo-usmeneHnble. Kapuosnsie 3yObl. (OcaHka HapyleHa: JIEBOCTOPOHHUH TIPYyIO-
nosicHUuHbI  ckommo3 1 cremenn. Kamens wyacTeiid, ManonpoAyKTUBHBIM. Opnpllika He
BeipakeHa, UJ[ 22 B 1 munyry. [Ipn mepkyccun NEeTKUX - KOPOOOYHBIN OTTEHOK 3BYKa, NMPHU
ayCKYJIbTallUK — Macca BIAXKHBIX PA3HOKATMOEPHBIX, CYXHUX CBUCTSILUX XPHUIIOB MO BCEM MOJISIM
JeTKuX, Oonbiie B HIWKHUX oTAenax. Cepame — mpaBo- PaclosiOXKEHHOE, TOHBI TPOMKHE,
PUTMHUYHBIE, CHUCTOJIMYECKUH IIyM Majlol WHTEHCUBHOCTHM B V TOuke, Ha Bepxymke. [Ipu
MalblIalliy KUBOTA MIEUYEHD ONPEACIsIACh ClIeBa Yy Kpas peOepHON AyTH.

[MarmenT KypuT, CTax KypeHus 2 roja.

[Mpu mocrymienuu B obmeM anamuze kpoBu (OAK) oTmevasncs IHib OTHOCUTENBHBIH
TM(OIITO3.

Ha penTtreHorpamme opraHoB TpYyAHO KJIETKH ObLIH BBISIBICHBI HHOWIBTPATUBHBIC TCHA
B 0a3aJIbHO-MeIUANBHBIX OT/AEIAX JISTOYHBIX MoJel Ha ()OHE BBIpaXKEHHOH M (U3EeMBbI JIETOYHOU
TKaHu. JlerouHoil  pucyHok  u30BITOYHO oOOOTamleH 3a CYeT IEPHUBACKYISIPHOH,
nepuOpPOHXUATBHOM peakuuu, KOpHH HEAO0CTAaTOYHO CTPYKTYPHBI. Cepaue
7eBOCc(OPMHUPOBAHHOE, IPABOPACIOIOKEHHOE, HOPMAIBHBIX pa3mepoB. Kymoma amadparmsr
POBHBIE, YETKHE, yIUIOIEeHbl. CHHYCBI CBOOOHBIE.

[Mpu cnmporpadudeckom 00CIEeIOBaHUHN - HapylleHHE (YHKIUU BHEIIHETO JIBIXaHHS
(®BJI) mo o0OCTpyKTHBHOMY TUIy yMepeHHOH cremeHu. IIpoGa ¢ campOyramosnom

IIOJIOKHUTCIIbHAA.



Ha ocHoBanmm aHamHe3a, KIMHHYECKOTO OOCIIENOBaHMSA, NAaHHBIX pPEHTreHorpaduu u
COUpPOMETPUU peOCHKY OBbLIT BHICTABJICH IUArHO3. ABYXCTOPOHHSAS O4aroBasi MHEBMOHHMSI, OCTPOE
teuenne. OOctpyktuBHbI cuHapoM, JIH O crenmenu. IlomHoe oOpatHOe pacmosiokeHHne
BHYTpeHHUX opranoB. Cunapom 3uBepra-Kaprarenepa?

Jlns yTo4HEHHWs quarHo3a ObUT MPOBEACH CaxapHMHOBBIA TeCT, KOTOpbIA coctaBmi 20
MUHYT, YTO CBHJAETEIbCTBOBAIO O HAapYIICHUHU TMOABMXKHOCTH pecHuuek. C momouisio
9XOKap Iuorpadun Obu1a MOATBEPKIEHA JEKCTpaKap st (meBochopmupoBaHHOE
MPaBOPACIIONIOKEHHOE  CEp/lie), MATOJIOTHYECKHX IOTOKOB B TOJIOCTSAX —Cepla He
3aperucTpUpOBaHO, KianaHel B HOpMe. Y3U opraHoB OpIOMIHOM MOJOCTH IOKa3ajio oOpaTHoOe
pacmoJio;keHHe BCeX OPraHoB, 0e3 cTpykTypHO#l narojoruu. [lanuent npokoncynsrupoBas JIOP
BpauoM, 3aKJIOYCHHE. XPOHUYECKHII PUHOCHHYCHUT, MEPHOJ OOOCTPEHHS, XPOHUYECKHUM
TOH3WJUIUT, HICKPUBJICHHE HOCOBOM MEPETOPOAKH.

BosnbHOI MosTydnn aHTHOHOTHKOTEpanuio (e TpUaKcoH, a3UTPOMUIIMH), OPOHXOTUTUKA
(canpOyTamost, Oeporyal), MyKOJUTUKH (aMOPOKCOIT), BUOpOMAccax, MacCaxk TPYIHON KICTKH.

Ha ¢one mpoBeneHHOTO JeYeHHs COCTOSHHE peOCHKa YIydIIMiIoch, OOJBHON HE
JTUXOpaani, Kalleidb YMEHBIIWICA, cTan 0ojee MPOIYKTHUBHBIM, OOJIbIIE OTMEYAJICS MO yTpam,
KOJIMYECTBO XPHIIOB 3HAYUTENIHHO YMEHBUIMJIOCH, OAHAKO Jake Ha 15-if genn 3aboseBaHus
COXPAHSUIMCh €IWHUYHBIC CyXHE€ XPHIIbI B HUKHHMX OTHAe’ax JerkuX. C KOHTPOJBHOW LEJbIO
ObLIa BBITIOJIHEHA PEHTTeHOTpa(us TPyIHONW KISTKH: BOCTAIUTENbHAS HHQMWIBTPALUS JIETOYHON
TkaHu B mpoekmuun 10 cerMeHTa HIDKHEH 0K JIEBOTO JIETKOTO YMEHBINWIACKH, JIETOYHOU
PHUCYHOK M30BITOYHO OOOTAIIEH 32 CYET MEPUBACKYJIIPHON, IEPUOPOHXUATBHON PEaKIK, KOPHH
HEIOCTAaTOYHO CTPYKTYpHbl. Ha koHTposbHO# crnuporpaduu (Ha 15-if nenp 3aboseBaHms)
coxpassuiachk norpannanas ooctpykuus. OAK — 6e3 natonoruu.

YyuuTsiBas yacTble pUHUTHI, CPETHUE OTUTHI, OPOHXHUTHI, B TOM YHUCIIE U OOCTPYKTHUBHBIE,
B aHaMHe3€ >KW3HH, JUHAMUKY JAHHOTO 3a00JICBaHMS. COXPAHSIOIIUECS CYXUE XPHIIBI B JICTKHX,
MPOAYKTUBHBIN Kallelb, norpannuHele HapymeHuss ®BJ[ nmo o0cTpykTuBHOMY THUNY U
M3MEHEHHs Ha PEHTreHOTpaMMe, Ha ()OHE HOPMAIBHBIX AHAIN30B MEpH(PEPHUIECKON KPOBH, a
TAKKE YBEJIMYCHHYIO UTMTEIBHOCTh CaXapWHOBOrO Tecta, SItUS iNVErsus, amarHo3 CHHIpoMa
3uBepra-KaprareHepa cran oueBUICH.

JUi1 yTOYHEHHS BBIPAKEHHOCTH M CTENCHW XPOHHYECKOTO MOPaKEHHUSI OPOHXOJIETOYHOM
cucTeMbl, peOeHKY Obuia BbImoNHEHA KommbioTepHas tomorpadus (KT) opranoB rpymaHo#
kietku (puc.2, 3). Ha KT nerkux B cpemneil o€ MpaBOro JETKOTO U SI3bIYKOBBIX CETMEHTAaX
JeBoro Jierkoro Ha (oHe (UOPO3HBIX WM3MEHEHHH BH3yaIM3WPOBAIMCH MHOKECTBEHHBIC
pa3zHOKaATMOEpHBIE OPOHXOIKTA3EI C PE3KO YTOMIEHHBIMU cTeHKamu. O0BheM AoJiel yMEHBIIIEH.

[MTaeBmMatu3amms cHMxeHa. B Syy 1eBoro sierkoro — siBnenus aegopmupyromiero oOponxura. B
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OPYTUX OTHENax JETKUX — 0e3 CyLIECTBEeHHbIX M3MEHeHUH. Onpenensics 3UsSOLUi TUIIEeBO/.
3axmoueHne. XpOHUYECKOe Hecmenuduyeckoe 3a00JeBaHUE JIETKUX CO CKICPOTHYECKOM
nedopMaiueii 1 OpOHX0IKTa3aMu B S .y ¢ 00CHX CTOPOH.

[IpoBeneHHbIE HCCIEAOBaHUA MO3BOJIMIM BBICTABUTh OKOHYATENbHBIM KIMHUYECKUI
auarno3. OCHOBHOW [JMarHo3: TEpBUYHAs IIMApHas AWCKUHe3us (CuHApPOM 3uBepTa-
Kaprarenepa): BTOpUYHBIA XPOHMYECKUI OOCTPYKTHBHBIH OpOHXHT B (haze O0OCTPEHHS.
BbponxoskTasel B Sy.v 000uxX JNeTkuX. XPOHWYECKUH PHHOCHHYCHT, IEPHOI OOOCTpPEHHS.
[TonHoe oOpatHoe pacroyiokeHue BHYTPEHHUX OpraHoB. CONMyTCTBYIOLIMI AMarHo3: JEBBIN
IpyLO-TIOSACHUYHBIA cKoimo3 1 crenenu. VckpuBieHHWe HOCOBOM meperopoiku. lactpo-
a30(areanshblii peduioke (mo manHbiM KT). XpoHHUYECKHM TOH3WILUIAT, CTaJUs PEMHUCCHH.
Kapuec nenruna.

Takum 00Opa3oM, HeJOCTATOYHASI OCBEIOMJICHHOCTh Bpauel O TakoM 3a00JIeBaHWH, KaK
cuagpom 3uBepra-Kaprarenepa, mnpuBena K TO3QHEH JOUArHOCTHKE 3a00JCBaHUS W
(dopMHpOBaHNIO HEOOpPATHUMBIX (HUOPO3HBIX M OpOHXOJIKTaTHUECKUX H3MEHEHHU B JIETKHX.
CrieioBaTeNbHO, B CIIy4asx HaJIU4Hs y peOeHka SituS iNVersus uim JeKcTpakapani HeoOX0IuMO
IMOMHHUTH O BO3MOKHOM COYETaHUH MX C LMIIMAPHON NUCKUHE3UEH. TOMbKO paHHss AUarHOCTHKA
3a00y1eBaHus, COOTBETCTBYIOILEE JIEUCHHE U peaduiuTanys IMO3BOJIAIOT MPEAOTBPATUTh
MPOTPECCUPOBAHNE ATOJIOTMUECKOTO MPOLIECCa U YIYUIIUTh Ka4€CTBO JKU3HHU OOJIBHBIX.
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