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BBEJAEHUE

Cunnpom KaprareHepa wiv TnepBUYHAs LWIMApHAs AWCKUHE3Us - 3TO TpUala
CUMIITOMOB, BKJIIOYAIOUIUX OOpaTHOE paCHOJIOKEHUE BHYTPEHHUX OPraHoB,
OpOHXO3KTa3bl M XPOHHYECKOE 3a00JIEBAHME HOCAa W MPUIATOYHBIX Ma3yX

(CUHYCUTHI).

BriepBbie coob1ieHne o 00JIbHOM C BPOKICHHBIM OpOHXO3KTa3aMU U OOpaTHBIM
PacroJOKEHUEM BHYTPEHHHMX OpPIaHOB IPEJCTaBICHO poccuiickuMm BpauoM A.K.
3uBeptoM B 1902 r. B 1933 rogy M. Kartagener onucan 4 OOJIbHBIX, Y KOTOPBIX
oOpaTHOE pPacloNOkKEeHHE BHYTPEHHUX OPraHOB COYETAJIOCh C OPOHXO3KTa3aMH,
XPOHUYECKUM 3a00JI€BaHHEM HOCAa W NPHUAATOYHBIX nazyx. B 1977-78 romax R.
Elliasou u B. Afzelias oOHapyxunu BpOXACHHBIA AEPEKT CTPOCHUS PECHUYEK
MEpLATENBHOIO SIUTEIUS CIU3UCTOM PECHUPATOPHOIO TPAKTA, MPUAATOYHBIX
na3yx Hoca, CpEIHEro yxa U CIyXOBOIO MpOXOJa, NPHUBOAAIIMNA K HUX
HENMOABWKHOCTH. OH 3aKII0YaeTCsd B AHOMAJIBHOM CTPOCHMM M HapyLICHUU
JIBUTATEIbHOW AKTUBHOCTH PECHUYEK: JUCIOKAIMU TYOYJISPHBIX CTPYKTYp,
OTCYTCTBUM JUHEHWHOBBIX pYy4Ye€K, B KOTOphIX pacnonoxkeHa ATd-aza,
ofOecnieunBaomas ux JBWXKeHHe. HemaBHue wuccienoBaHUS [OKa3ajld, YTO
TSDKEJIbIE 1I€MM YEJIOBEYECKOr0 IUTOMIa3MaTHYECKOTO JWHEHWHA KOJAUPYIOTCS
T€HOM, KOTOPBIN ObLI KapTHpoBaH B 14 xpomocome. Takum o6pa3om, B HacTosIIEE
BpEMsI MPUHSTO CUYUTATh, YTO TCHETHMYECKOM OCHOBOM cuHiapoma Kaprarenepa
ABJIIETCSI MyTalMs YKa3aHHOrO reHa. BBIpaKeHHOCTh M3MEHEHHM Kak MpaBuiIo
HEOJMHAKOBA HA PA3HBIX y4YacTKax CIM3UCTOW. HemoaBHKHOCTh pECHHYEK WIIN
pE3KO€ CHW)XEHHE WX OHEHUs TMPUBOJUT K HAPYLIEHUIO MYKOIMJIMAPHOTO
KJIMPEHCa, 3aCTOI0 OpPOHXHMAIBHOTO COJAEPKUMOI0, CO3/1aBasi MPEINOCBHUIKHA IS
HACJIOCHUSI MH(EKIIMU U MOCeayomero (GopMUpPOBaHHUS XPOHUUYECKOTO OpOHXO-
JeroyHoro mpouecca. Hapsiny ¢ yabTpacTpyKTypHBIMA HU3MEHEHUSIMU PECHUYEK
JBIXaTEeNIbHBIX IyTeH MJIEHTUYHbIC W3MEHEHHUS HaONI0aloTCd B CTPOCHHUU

JKTYTHUKOB CIICPMATO30MA0B, YTO ABJIACTCSA HpI/I‘II/IHOI‘/JI MYKCKOT'O 6CCHHO)II/I$I.



Yacrora BcTpewaemoctu otT 1 Ha 2 265 no 1 na 40 000 nacenenusd. IlepBuunas
HUIMapHas JUCKUHE3Us oOHapyxuBaerca B 13% ciydaeB cpeau MAlMEHTOB C
OpoHxo3KTazamu. Tun HaciiemoBaHUs - ayTOCOMHO-pELECCHMBHBIA. B pamkax
OJTHOM CEMBU BO3MOYKHBI PA3JIMYHbIE BAPUAHTHI 3a00JIEBAHUA - KaK KJIAaCCUUECKUN
cuaapom Kaprarenepa, Tak u 06e3 situs inversus. OOpaTHOE pacHoOJOKEHUE
BHYTPEHHUX OPraHOB MOXKET OBITh CIy4aiiHON HaXOJKOW, OJIHAKO OTMEUYEHO, YTO
OpOHX03KTa3bl B 3TUX Cllydasix oOHapyxuBaroTcs B 5-10 pa3 yarie, yem B CpeJHEM

B IIOITYJIALIMH.

W3meHeHust yabTPACTPYKTypbl MEpLATEIBLHOTO JIHTENUs B IOJHOM Mepe
OOBSCHAIOT Pa3BUTHE XPOHUYECKOTO BOCMAJICHUS B JbIXaTEIBHOW CHCTEME:
TUMAYHBIM  JUISI TIEPBUYHOM IWJIMAPHOM JTUCKUHE3WU SIBISIETCS TOTAJIbHOE
MOPKEHNE PECIUPATOPHOTO TPaKTa, UYTO KIMHUYECKH TIPOSBISICTCS B BHUIE
OpoHXHTa, CHHYCHTa, €BCTaXEUTa, OTUTA C paHHEH MaHU(ECTAMeH CHMIITTOMOB.
[TopaskeHue JIeTKUX, KaK MPABUIIO, BHISBISIETCA B MEPBbIC THU >KU3HU peOCHKA U
OOBIYHO pACIICHUBACTCS KaK IMHEBMOHHUS C BBIPOKCHHBIMH CHMIITOMaMH
JIBIXaTeIbHOW HEIOCTATOYHOCTH. TedeHne BOCTAIUTENILHOTO Tpoliecca B OpOHXO-
JETOYHOM  CHCTEeME€ U HOCOTJIOTKE  XapaKTepu3yeTcs  HEeNpepbIBHBIM
peuuauBupoBaHueM. Y OosibIIMHCTBA O0JbHBIX (90%) yke B mepBbie 2 rojaa

XKU3HU POPMUPYETCS XPOHUUYECKHUI OPOHXO-JIETOUYHBIN IPOLECC.



IIpencraBiienue o 3a00/1eBaHUHA

[lepeuunas  mwmapHas  guckunesust (IIIIJ[) — peakoe  reHeTHYecKu
JNETEPMUHUPOBAHHOE 3a00JIeBaHWE, MPU KOTOPOM TOPAXKAIOTCS TMOJABUKHBIC
CTPYKTYpbl KIETOK (pecCHHMYKHM U KryTuku). Haumbonee uacto mnposBisercs
PEIUANBUPYIOMAMH ¢ XPOHWYECKHUMH HWHQPEKIUSIMH BEPXHUX U  HIDKHHX
npixarenbHblX myTted U B 40-50% ciydaeB 3€pKaJbHBIM  PACIOJIOKEHUEM

BHYTPCHHHX OPIraHOB HJIN FeTGPOTaKCHCﬁ.

3aboJsieBaHUEe OTIMYAETCS T€HETHYECKOM T'e€TEpPOreHHOCThIO. Twm HaclieqoBaHMS:
garie ayTOCOMHO-PEIICCCHUBHBIN, OIHAKO, OMNHCaHbl H Ooyiee peakue X-
crerieHHble ¢hopmbl 3aboseBanus. Hanbosnee dacto 3aboseBaHre 00YCIIOBICHO
OTCYTCTBHEM WJIHU Je(PEKTaMH CTPOCHHS BHYTPEHHUX M HAPY)KHBIX JTHHCHHOBBIX
pydeK B CTPYKTYpPE PECHHYCK M >KTYTHKOB. MOTYT OOHapyXKHBAaThCSA IC(HEKTHI
paauagbHBIX CIHII U MHUKPOTPYOOUYEK (B TOM YHCIIe, UX TPAHCIIO3UIIMS), a TaKKe
€CTh CIy4Yad IOJHOTO OTCYTCTBHSI PECHHYCK. Y HEKOTOPHIX OOJBHBIX HUMEIOTCS
COYETaHUSI HECKOIbKMX Je(ekToB. PeCHMYKHM W JKTYyTMKHM MOTYT HMETh U
HOPMAaJIbHYIO YIBTPACTPYKTYpPY, OJHAKO IMPHU ITOM, KaK MPABHIIO, OMPEACISACTCS

aHoMaJus OejKa TKEIoH OCIIM aKCOHCEMAJIBHOI'O JMHCHUHA.

B opranusme 4enoBeka peCHUYKH U KTYTUKH IPUCYTCTBYIOT BO MHOTHUX OpTraHax U
CUCTEMAaX. JTO M MEPLATENbHBIM JIUTEINNA PECHUPATOPHOTO TPAKTa, U KIETKH
KoprueBa opraHa yxa, ¥ JKTYTMKH CIIEPMaTO30MUJI0OB, U PECHUTUYATHIC KIIETKU
AMEHAUMBI JKETYJIOYKOB TOJOBHOTO MO3ra, (POTOpenenTopbl CEeTYaTKH TIjasa,
KJIETKH, BBICTUJIAIOIIUE >KEIYEBBIBOAALIME IIYTH, KJICTKH IMOYEYHBIX KaHAJIBIIEB,
KJIETKH, BeICTUJIatoNME (asonueBbl TpyObl. Kpome Toro, CyiecTByOT peCHUYKH,
pacrojo’KeHHblE Ha SMOPHOHANIBHOM Yy3J€, KOTOpbIE O00€CIEeYMBAIOT ITOBOPOT
BHYTPEHHUX OPTraHOB B NEPUOJAE BHYTPUYTPOOHOTO Pa3BUTHs, COOTBETCTBEHHO,
BCJICZICTBUE WX AHOMAJIBHOTO (PYHKIMOHUPOBAHMS, Y MOJOBUHBI O0nbHBIX [TLJ]

HaOmoaeTcss oOpaTHOE  pacloyioKEHUE BHYTpeHHUX opraHoB. [lonHas



HEIOABW)XKHOCTh WJIM HEAJCKBATHASI AKTUBHOCTb PECHUYEK MEPLATEIBHOTO
DOUTENNSI PECIMPATOPHOIO TPAKTa MPUBOJUT K HAPYIICHUID HOPMAJIBHON
ounmaromed (QyHKIUN ABIXaTEIBPHOW CHCTEMBI, CEKPET 3aCTaWBaeTCs, a 3aTeM
uHpuuupyercs. opMUpPYIOTCS PELUIUBUPYIOLINE PECIMPATOPHBbIE UHPEKIUH, a
BIIOCJICZICTBUM - XPOHUYECKHA OpOHXHUT, XPOHHUYECKUH CHUHYCUT, Ha3aJdbHBIN
nonumno3. M3-3a MOCTOSIHHOTO BOCHAJICHUS CIyXOBOW TpyOBl - HEpPEAKO U
XPOHUYECKUN CPEIHUN OTUT CO CHWXKEHHEM cilyxa. HemoaBmwxkHOCTh (edekTHas
NOJBW)KHOCTB) cHepMaro3ouoB y OonpHbix [IIJ] num Myxckoro mnona B
pPENpOAYKTUBHOM IE€pHOJE 4YacTo oOycinoBiauBaeT Oecruioaue. Ddumbpuun
¢dannonueBblx TPYO y JKEHUIMH TaK)K€ MMEIOT aHOMAJIbHOE CTPOEHUE, MPH 3TOM
cilydau >KeHCkoro Oecmiomusi y OosibHbBIX ¢ II[JI eguHu4yHBI, HO HEPEAKO
HAOJI0JaeTCsl BHEMATOYHas OEpeMEHHOCThb. AHOMaJIbHOE (YHKIIMOHHPOBAHUE
PECHHMUYEK, PACIIOJIOKEHHBIX B JPYIMX OpraHax H CHCTEMax BeAeT K
(GOpMHpPOBAaHMIO TaKUX KpalHE pEOKUX TMPOSBICHUN Kak MUIMEHTHas
peTHUHONaTus, OWIMapHBIA IMPPO3 TMEYEHHW, BHYTPEHHAs Tuapouedamvs,

ITOJINKHNCTO3 ITIOYCK.

Puc. 1. YapTpacTpykTypa pecHUUKH (KTYTHKA): TIONIEPEYHbII pa3pes.

HapyxHana JUHEeMHOBasn py4ka
BHYTpeHHAR AUHENHOBASA pyyKa

MukpoTpy604KU

PaauanbHasa cnuuya

LleHTpanbHbId gynner
MUKPOTPYO6O4EK




Knaccudukanus

OOwmenpuHaToOil  KiIaccuUKalMi TEPBUYHOM [MIMAPHON JUCKUHE3UH HE

CYIIECTBYET.
JInmarnocruka

B HacCcTOoAImCC BpEMsda HCET CAUMHOIO MCTOJa — «30JIOTOI0 CTaHAaapra» —

nuarHoctuku [T/, [Ipu ycTaHOBIIEHNMN IHMArHO3a YYUTHIBAKOTCS:
* XapaKkTepHasi KJIMHUYECKas KapTUHA,;

* pe3ylnbTaThl CKPUHUHIA: HCCIelnoBaHUE YpoBHS okcuga azora (NO) B
BBIJIBIXaEMOM Ha3aJlbHOM Bo3ayxe (y OosbmmHcTBa mnauueHtoB c¢ IIJ[ on

CHUXEH);

® aHaJIM3 4aCTOThI U IIATTCPHA oneHus PCCHUYCK B ouonTaTe U3 MOJOCTH HOCA HJIN

OpoHXa € MOMOIIBIO CBETOBOW MUKPOCKOIIHH;

* 3JIEKTPOHHAs MHUKpOCKonus (0OHapyKeHHE aHOMAJIMHA CTPOEHUS PECHUYEK B

ouonTaTe CIN3UCTON 000JIOUKH HOCA UM OpOHXA).

Jns moaTBEpXKIAEHHS JAMAarHo3a PEKOMEHJOBAHO HCCIEIOBAaHWE TNATTEpHA H
4acTOThl OHEHHS PECHUYEK B COYETAHUU C OJJIEKTPOHHOW MHUKPOCKOIHUEH Y
MAIMEHTOB C MOPAXXEHUEM BEPXHUX U HUKHUX JBIXATEJIbHBIX MYTEH B COCTOSIHUU

PEMHUCCHH JUIUTEIIBHOCTBIO HE MEeHee 4—06 He.

Oyenka no npeduxmuenou wikane PICADARI nnst BbISIBIEHHS IPU3HAKOB
NEPBUYHON LIMJIMAPHOU JUCKUHE3UH Y NMAIUEHTOB, UMEIOIINX XPOHUYECKUE

pPECIIUPATOPHBIE CUMIITOMBI C pAaHHETO JIETCKOTO Bo3pacTa >5 0ajioB.



Ta6n1/1ua 1. Hpe,Z[I/IKTI/IBHaH mIKaJjia JJIs BBISABJIICHHSA CHMIITOMOB HepBH‘lHOﬁ I.IPIHHapHOﬁ JANCKHHE3NU

NmeeTca nu y naumeHTa exxegHeBHbIN BNaXKHbIN Kallenb
C paHHero AeTckoro Bospacra?

OA: npogomkutb 3anonHexuve wkansl PICADAR

HET: nauvieHT He yaosneTteopsieT ycnosusam Lwkanbl PICADAR

Bonpoc OtBet Bann
Popuncs nauveHT JOHOLWEHHbBIM UM HEAOHOLLEHHbIM? [loHOoLLIEeHHbIM 2
Bbinv nny naumeHTa pecnmpaTopHble CUMNTOMbI B paHHEM HEOHaTalbHOM [la 5
nepuoge (TaxunHo3, Kallenb, THEBMOHUS)?
BbIn Ny naumeHT rocnuTanMaMpoBaH B OTAENEHNE MHTEHCMBHON Tepanum [la 5
HEeOOHOLLEHHbIX?
MmeeTcs nny naumeHTa aHoMarnbHOe pacnornoXeHve BHYTPEHHUX OpraHoB [la a
(situs inversus unureteportakcus)?
ViMeeTcsl K y naumeHTa BPOXAEHHbIM AedekT cepaua? [a 2
ViMeeTcsl M y naumeHTa KpyrinoroguyHbli pUHUT? Oa 1
MmetoTcs nuy naumeHTa XpoHUYeCKne CUMNTOMbI CO CTOPOHbI OpraHa criyxa:
3KCCYAATMBHBIN OTUT, CEPO3HbIV OTUT, CHXXEHME crnyXa, nepdopaums 6apa- Oa 1
6aHHON NEePenoHKN?
Cymma 6annoB*

Ilpumeuanue. * — TyBCTBUTENHFHOCTD U CIIEMU(UIHOCTh CyMMEBI 0aJlIOB >5

7Kan00b1I 1 aHaMHe3

Benaymum mnposinenuem Oonesnn 'y gered ¢ IIIJ] sBasitoTcss  4dacteie
BOCHAJIUTENIbHBIC 3a00JI€BaHNs BEPXHUX U HIDKHUX JBIXaTEIbHBIX IMyTEH, KOTOPHIE
PETUCTPUPYIOTCS Y JIOCTATOYHO OOJIBIION KOTOPTHI JETE, 0OCOOEHHO B paHHEM
Bo3pacte. OgHako, ocBeAOMIEHHOCTh Bpaueut o [1L{/] kpaliHe HEBBICOKA, B CBSI3U C
4YeM JUArHOCTUKA JAHHOW MaTOJOTHUU B OOJBIIMHCTBE CIy4yaeB HECBOCBPEMEHHA.
CornacHO JaHHBIM 3apyO€KHBIX HCCJIEIOBaHUM, 3HAUCHHE MeEJWaHbl BO3pacTa
ycraHoBiieHnst aumarHos3a IIL[JI B crpanax 3anmagHoin m Bocrounoit EBpomsl
cocTaBisger 5,3 TOoja, MNpU OTOM TMPU HAJUYUHK Situs Inversus Juarfo3
yCTaHABJIMBAETCS paHblie (MeauaHa 3,5 roaa), YeM TMpU HOPMaJIbHOM
PacIOJIOKEHUU BHYTpeHHUX opraHoB (5,8 ropa). Ilo Hammm nanaeiM, B Poccun
MeauaHa Bo3pacTa ycraHoBiieHus jguarHoza III[JI y gereit ¢ oOpartHbIM
PacIo0oKEeHUEM OpraHOB MPUOIU3UTEILHO COOTBETCTBYET €BpOICHCcKOM (4 roaa),
torna kak guarHoctuka [II[J[ y marmuenToB 06e3 situs inversus MpOU3BOIUTCS
no3xke (Menuana Bo3pacta 7,6 roma). Ilpu cObope aHamHesa cieayer oOpaTUTh

BHUMAHHUC Ha TUIIMYHLIC KIMHHUYCCKHUC IIPOABJICHUSA H]_Ul JJIA 3THUX OOJIBHBIX
8



IPAKTUYECKU C POKICHUS XapaKTEPHbI TOPIUIHbIE K TEPAIIUU PUHUTHI, MHPEKIUH
HIDKHUX JIBIXaTEJIbHBIX MYTEH, COMPOBOXK/IAEMbIE XPOHUYECKUM KaIlllIEM HEPEIKO
y’)K€ B HEOHATaJIbHOM IIEPUOJE, WIM PEUUIUBUPYIOIIME OPOHXUTHI B pPaHHEM
Bo3pacte. Kpome TOro, y MHOrMX OOJBHBIX OTMEYAIOTCA PELUIUBUPYIOLINE
DKCCYAATUBHBIE OTUTBI CO CHWXEHUEM ciyxa. CoueTaHue XpOHUYECKOTO
(peUUAMBHUPYIONIETO) CUHYCUTA C XPOHUYECKUM (PELUAUBUPYIOMIMM) OPOHXUTOM
CIIy’)KUT OCHOBaHUEM J/Jisl YIIIyOJIEGHHOro oOciienoBaHusi pebeHka. B cemeliHom
aHaMHE3€ MHOIZAA yJaeTcsd OOHApYKHUThb CiIy4aum MYXKCKOTro Oecrionus,
XpPOHUYECKUX OpOHXUTOB WJIM CHHYCUTOB, AaHOMAJbHOE  PpAaCIOJIOKEHUE

BHYTPEHHHUX OpraHoB, Hepenku cirydau [11J] y cubcos.

PduzukaabHoe 00cIe10BaHNe

OOmmit ocMOTp mMoOJpa3yMeBaeT OIEHKY oOmero (Qpu3nyeckoro COCTOSHMS,
bu3MYecKoro pa3BUTHA peOeHKa, IOACYET YaCTOThl JIBIXaHHS, CEPIACTHBIX
COKpAIIIEHU, OCMOTP BEPXHUX JBIXaTEIbHBIX MyTEH U 3€Ba, OCMOTP, MAJbIIAINIO U
MEPKYCCUIO TPYIHON KIETKH, ayCKYyJbTAIMIO JIETKUX, NaNbMaIUi0 >KABOTA.
[Ipossnenus ILJ] 3HaUNTENTLHO BapbUPYIOT B CBSI3U C BBIPAYKEHHON T'€HETUYECKOU
HEOJTHOPOJHOCTHIO. B aHTeHaTampHOM MEepHoJe MOXKHO OOHApYKUTh OOpaTHOE
PacCIOJIOKEHUE BHYTPEHHUX OpPraHoB (Situs inversus) WM TeTEPOTAKCUIO (Situs
ambiguos) mpumepHo B 40-50% ciuydaeB, pexe — IepeOpaIbHYIO
BEHTPUKYJIOMETAIMIO TI0 JAHHBIM YJIBTPa3BYKOBOI'O MCCIEAOBaHUA. Y HETEH C
reTepoTaKCUE OTMEYAeTCs HEMOJHOE aHOMAaJbHOE PACIIOIOKEHUE BHYTPEHHHX
OpraHoB (IEKCTPOTracTpus, NEKCTPOKAPIUS, aHOMAIBHO PACIIOIOKEHHAS TEUEHB),
WHOTJIa B COYETAHWW C BPOXACHHBIMH TOpOKaMu cepana. OmnucaHbl ciydau
MOJIUCIUICHUH, ACTIJICHUH, THIOIJIA3UHA TIOJDKEITYJOUYHON IKeJe3bl, MalbpOTaIluu
KUIlIeuHUKa. B mepuose HoBopoxkaeHHOCTH Oonee 75% nonomeHHbiXx ¢ [T/

Pa3BUBAIOT PECHUPATOPHBIN TUCTPECC-CUHAPOM C MOTPEOHOCTHIO B KUCIOPOJIE OT



1 nus no 1 Hen. IlpakThyecku ¢ mepBOro AHS KU3HU XAPAKTEPHBI TOPIHUJIHBIE K
Tepanuu puHUTHL. Peiko — BHyTpeHHss runpouedanus. B crapmem Bo3pacte —
IIEPCUCTUPYIOLINE PUHUTBHI, XPOHMYECKHME CHUHYCUTBI, HA3aJIbHBIM IOJIUIO3.
XpOHUYECKUN MPOAYKTHUBHBIM Kallleib C THOWHOW WM CIM3UCTO-THOMHOU
MOKPOTOM, MOT'YT HAOJIIOJaThCA PELUIMBUPYIOUIUE OPOHXUTHI, THEBMOHUU WIIU
aTeJNeKTa3bl. Y OTHENbHBIX JeTell OoOHapyXkuBaroTcs OpoHxodkTas3bl. Ilpu
ayCKyJbTallUd B JIETKUX BBICIYIIMBAIOT Pa3HOKAIUOEPHBIE BIIAXKHBIE XPHUIIbI, KaK
IIPABWJIO, JBYCTOPOHHEH JIOKAIM3allMM, y HEKOTOPBbIX ITAalMEHTOB — CYyXHE

CBUCTAIMEC XPUIIBI HA (I)OHe YAJIIMHCHHOTO BbIAOXA.

XapaKTepHBI TAaKKC OTHUTBI C BBIIOTOM JXHJAKOCTH B IIOJOCTH CPCAHCIO yXa H
KOH,Z[YKTI/IBHOfI TYIOYXOCTBIO. B IMOAPOCTKOBOM IICPHUOAC TaAKIKC Ha6HIOIIaIOTCSI
OIMMCAHHBIC BBIMIC KIIMHUYCCKUC ITPOABICHMUA. IIame BCTPCHANOTCA 6pOHX03KTa3BI
1 Ha3aJIbHBIN ITOJIMIIO3. HpI/I BBIpa)KCHHOﬁ TSKCCTU TCUHCHUA MOI'YT OTMCEUATBLCS
KOCBCHHBLIC ITPU3HAKH XpOHI/I‘{CCKOﬁ THUIIOKCHHN — I[G(I)OpMaIJ;I/IH KOHICBBIX (1)aJIaHF
najabOcB 110 THITY <<6apa6aHHBIX majaiblOeB» KW HOITCBLIX INIACTHUHOK IIO0 THITY

«4aCOBBIX CTEKOID.
JlaGopaTopHasi IMarHOCTHKA

PekomeHnyeTcss npoBeAeHUE MHUKPOOMOIOTMYECKOTr0 HccaeAoBaHus (IoceBa)
MOKpOTBI WJIM TpaxealbHOr0 acmupara B TMEpUOJ 00OCTpeHHs 3a00JeBaHMUA.
HccnenoBanue nOpoOBOAAT i  HMACHTU(GUKALIUA MHUKPOOHBIX MATOTEHOB U

OIIPpCACICHUA UX YYBCTBUTCIbHOCTH K AHTHOMOTHKAM.
I/IHCprMeHTa.HLHaH ANArHOCTHKA

Jlnst yrouHeHus oObeMa MOpaKeHUsT OPOHXMATBLHOTO JIepeBa M JUHAMUYECKOTO
KOHTPOJISI pEKOMEHAyeTcs TmpoBefeHue KommbioTepHoi Tomorpaduu (KT)
OpraHoOB TpyAHOU moJjiocTH, peHTreHorpadguu unu KT npuaatoyHbix mazyx Hoca.
[Tpu pentrenorpaduu OpraHoB IPyAHOM KJIETKU HAXOAT MPU3HAKH XPOHHUUECKOTO

OpoHXHTa, WHOTJA arenekrasbl, Aekcrpakapauio. Ilpu KT opranoB rpynHoi
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MOJIOCTH MOTYT BBISIBIATHCS MMHEBMOCKJIEPO3, MOUYTH B TMOJOBUHE CIIy4aeB —
OpOHXODPKTa3bl  pa3IWyHOM  Jokanu3anuu. [lpu nydyeBOM  HcclieJOBaHUU
MPUJATOYHBIX MAa3yX HOCA BBISBISETCS MAHCHUHYCHUT, HEPEIKO — HEIOpPa3BUTHE
Jo0HbIX ma3yx. B mocnegnume roxsl kak anpTepHatuBa KT paccmarpuBaercs
MarHuTHope3oHaHcHas Tomorpadus (MPT) opraHoB rpyiHON MOJIOCTH, OCOOCHHO
JUJISi MOHUTOPUPOBAHUSI COCTOSIHUSA JIETKUX, T. K. UCCJICIOBAHUE HE HECET JIy4YEeBOU
Harpy3ku. Hegocratkom MPT sBnsiercs Oosblliasg JJIUTENBHOCTh MPOBEICHUS

HCCICOAOBAaHU:.

PexoMeH10BaHO NpoBedeHUE HCCJIeI0BAHUA (PYHKIUM BHEIIHEIO0 AbIXaHUS.
[IpoBeneHne CriMpoOMETPUM BO3MOXKHO Yy JETeM ¢ 4—5 Jer B TOM cilydae, eciu
NAlMEHT MOKET BBIMOJHUTH MaHeBp (opcupoBaHHOro  BbIgoXa. [lpum
COUPOMETPUYECKOM  HCCIIEOBAaHUU  CIEAYET  MPOBOAMTH  MpoOy  C
OpOHXOJIMTUYECKUM TIpenapaTtoM, T. K. y psaa mauueHTtoB ¢ I/ omHum wu3
KOMIIOHEHTOB NaTOreHe3a OpPOHXUAIbHONW 0OCTPYKIIMH MOKET ObITh OpOHXOCIA3M.
Y gereit ¢ 6 jner BO3MOXKHO mpoBeAeHue Oomuruietusmorpaduu. Ilpu
UCCIENOBAaHUM  (PYHKIIMM  BHEIIHETO  JbIXaHWS  HaumOoJiee  XapaKTEpHbI
OOCTPYKTHBHBIE, PeKe KOMOMHUPOBAHHBIC HAPYIIIEHUS BEHTUJISIUHU, Y HEKOTOPHIX
OOJBHBIX TapaMmeTpbl (PYHKIMU BHEIIHETO JbIXaHHSI OCTAIOTCAd HOPMAJIbHBIMHU.
OOCTpyKIIUS y psija IMAlMEHTOB HOCUT OOpaTHMBIA WM YaCTHYHO OOpPATHMBIM

XapakTep: mpoda ¢ GPOHXOIUTUKOM MOJI0KUTENTbHA Y 50%.

Pexomenayercsi mucciieloBaHHEe Ta30B KpoOBH wu/uiam carypanuu. Jid

HOI[TBep)KI[eHI/Iﬂ/ HCKIIIOYCHU TNIIOKCCMHUH.

Pexomenayercsi nUarHocTudeckasi M/MiaM JieyeOHAsi TPaxeoOPOHXOCKOMUS.
[IpoBomuTcs 11  TIOJNIYYCHHS OpOHXOATBBEOSPHOIO JlaBaka C  IICJIBIO
UAeHTUGUKAIIMN MUKPOOHOTO BO30OYIUTENsI, a TaKXe JUIsl TPOBEICHUS OWOTICUU
CIIM3UCTON 000JI0UKK OpOoHXa C MOCJEAYIONIeH CBETOBOM (Pa30BO-KOHTPACTHOU U

ANEKTPOHHON MuUKpockonued. C 1enpl0 U3ydeHHs] NaTTepHa OUEHUsT pPEeCHUYEK
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MCPHATCIBbHOI'O JIIUTCINUSA TAKKC MOKCT OBITH HCCJICO0BaH OuonTar CIM3UCTOMN

000JIOUKH HOCA.

Pexomenayercsi mpoBeieHue 3X0Kapauorpaguu ¢ J0NIJIEPOBCKUM AHAJINU30M
(u3MepeHue  rpaJMeHTa JaBJCHUS Ha  JeroyHod  aprepuu). [ommkHa
KOHTpoupoBaThes y nanueHToB ¢ [1IJ], T. k. mpu 3TOM nmaroaoruu, 0COOEHHO MPU
pacrpoCTpaHEHHOM  TMOPAXXEHUHM JIETKUX, BO3MOXKHO pPa3BUTHE JIETOYHOU

TUIICPTCH3UN U (i)OpMHpOBaHI/IG JICTOYHOT'O CCpaua.

Pexomenayercs MOHUTOPUPOBAHHME COCTOSIHMSI CJOYXOBOM (YHKOuUM C

IMMOMOIIBI0 AYINOJIOI'HICCKUX TECTOB.

['enetnueckuit ananu3 y nauueHtoB ¢ [11[/] BO3MOXk€EH, HO HE PEKOMEHIOBAH KakK

pYTI/IHHBIﬁ MCTOA MJId YCTAHOBJICHUA AUAT'HO34.

KaKkME NaumeHTal A0 HHkel BkiTh H3NPaEeA BHLI SAR AME FTHOCTHER NE PEFHHDE WA ME pPHOA SMckkHe2 A [MTL)?

1. FexkomeHA0EaHOORCISA083TE NEALHEHTORHE HAAMY He ML, & CHy HHE N pH oy TOTEY S THECKIA BRO HE 2P &4 H C12H HEE TP RTEH HH;
*  NepcHCTHRYHOUWKA BAZHHBIM KW e b
*  ZHOMEAHH p3TI0A04EHKHA BHY TR @HHHX OpraHoe
*  BpOMAEHHBbIE gedEnThl CO CTOpOH BICER AL
*  NepCHCTHRYRAMEPHHHTE
*  XpOHHYECKHECPEHHEOTHTBICO CHHM eHHe M ciyxalan Ges Takoeora)
*  H@AMHHE peJIHPETOPHER CHMNTOMOE CADKRIHE 3UHE HBBR PXHHE HAH HHAHHE L EE TR BHEE Ny TAX
*  [DCMHTENM23UHA B OTOENEHHE MHTEHCWEHOA TEQENHH HOBOPOMIEHHEL [rLRT pesouesdouuy 1, pooacys domoaspmoriy dousss- eenema B
2. TMauMeHTsl C HOpMAAEHBIM PECT LA D4 &H e W BHY TP &HHHE OprEHOE, HO HM e KWHe 4pyTHE CHMMTO M), NpeAnLaaamowd e Haamdre MUA (ow.n. 1)
A0 HE GEME HanpaaneHel Ha 06 Ced0BaHHE AR AHErHOCTHKH 4aHHOH NaTOAOMH If v pesoverdousy I, poosere S0cma- gepnomy
dowgzmeascea £
3. CuBamdarvnawenacNUanmxHeSeme0b cies0BaHBIHaHEA M e TOr0 230002 BaHKA, 0CODeHHOE CAM Y HHX WM EKITCR CH M MTO M Bl 53 03 KTE pHEE
AA JaHHSA naronorkv o, 0. 1] fpuss perouvesduuy 1, poosess domcgepnomy doxgsmessna B
4, FekOMeHSyeTHR NPHPeWeHHH BONPOCA 0 HeoBXO04HMOCTH HANPEEASH HA Ha AHErHO0CTH Ky ML 4 HTEIBE TE Kak KO MEHH aLA Ko 3p aKTR P- HEE 5T
MU cHMNTOMOBE, TAKH NP e 4K KTHBHYIOW Kany, Hanp Hmep FICADAR (FrimaryCilidny Dy knesat Ruole (ow. Taba. 1)
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CnepnyeT nv Ucnonb3oBaTb U3MEPEHUE YPOBHS OKCMAA a3oTa B BblAblXxaeMOM HasanbHoM Bo3gyxe (NNO) y nauneHToB
c nogo3peHveM Ha Mug?

1. WN3mepeHne nNO pekoMeHayeTCs NCNonb30BaTh B Ka4eCTBe aTana AMarHoCTUYECKOro nomcka y naumeHToB B BO3pacTe cTaplue 6 net
¢ nopgospenunem Ha MU, MNpepgnovTuTensHee NCNonb3oBaTb XEMUMIOMUHECLIEHTHDBIV aHaNM3aTop C BO3MOXHOCTbIO MPUMEHEHNS TEX-
HWKN OrpaHNYeHnsi NOTOoKa, CMOCOBCTBYIOLLLEro 3aKPbITUIO BXOAA B HOCOMMOTKY MSATKMM HEGOM (4yBCTBUTENBHOCTL U CneunduyHOCTb
0,90—1 1 0,75—0,97 cooTBETCTBEHHO) (cuna pekomeHlayuu 1, ypogeHb docmosepHocnu doka3amesnbeng B)

2. Y peten mnaguwe 6 net ¢ nogo3peHnem Ha lMLI[] BO3MOXHO n3MepeHne ypoBHS OKCKAA a3oTa B Ha3arnbHOM BbibIXaeMOM BO3AyXe C
ucnons3osannem Tidal-Tecta (cuna pekomeHdayuu 3, ypogeHs docmogepHocnu 0oka3amenbcng B)

Kommenmaputi. Ecnun y naumeHTa nmeeTcs Yyetkas knnHnyeckas kaptuHa ML v xapakTtepHbin aHaMHes, Aaxe npu HopManbHOM YpoBHE

oKcmaa a3oTa B BblblxaeMOM BO3yxe CrefyeT NpoBecTu AanbHeliwee obcneaoBaHmne 4ns noatTBepxaeHns/ncknovenuns MU

CriegyeT nu ncnonb3oBaTh UCCreAoBaHve BruonTaTta Crm3ncTor 060104KN C MOMOLLbIHO BbICOKOCKOPOCTHOW BUAEOMUKPOCKOMUN
\0Ns AMarHOCTUKM Y MauMEHTOB C npeanonaraembim guarHosom MUg?

1. BbICOKOCKOPOCTHYIO BUAEOMUKPOCKOMMIO C OLEHKON YacTOThl U NaTTepHa GueHus pecHndek cnedyeT UCMonb3oBaTh Kak aTan ava-
rHOCTMYECKOro noucka y nauneHToB ¢ npegnonaraembiM guardosom MUM (cuna pekomerdayuu 3, yposeHs docmosepHocnu dokasa-
mesbcng C)

2. CnepyeT oueHvBaTb O4HOBPEMEHHO 1 4aCTOTY, M NATTePH BUeHNsa pecHUYeK (4yBCTBUTENBHOCTb U CNeLMMUYHOCTL OAHOBPEMEHHOTO
uccneposanms 0,95-1,00 1 0,93-0,95 cooTBETCTBEHHO). He cnedyeT orpaHn4MBaThCs TONBbKO MCCNefoBaHNeM YacToTbl bueHus pec-
Hudek (cuna pekomeHdayuu 1, yposeHb docmogepHocnu doka3amenscng C)

3. CuenbloMCKIOYEHNA NTOXHOMOMOXUTENbHbLIXPEe3YNbTaToB A5 MOBbILLIEHUS JOCTOBEPHOCTUN Pe3yNbTaTOB BbICOKOCKOPOCTHOW BUAEO-
MWKPOCKOMUM, crieyeT NOBTOPHO NCCMNeAoBaTh OLEHKY YacTOTbl M MaTTepHa BUeHNs pecHUYeK B KyNnbType KNeTok (cuna pekomeHoa-
yuu 1, yposeHb 0ocmogepHocmu 0oka3amesscing C)

KommeHnmapuu.

hd I/Iccne,qOBaane cnegyet NpoBOAUTb HeE3aMeaNMMTerbHO Nnocrie NonyvYeHns 6uonTarta n nocne KyInbTUBUPOBAHUA KNETOK

= [lpnHeKkoTOpbIX reHeTu4ecknx aedektax usMeHeHns BueHns nnaTTepHa peCHNYEK HAaCTONBbKO Marsibl, YTO MOTYT ObITb MPAKTUYECKN
HepasnnyMMbl Aaxe Npu BbICOKOCKOPOCTHOWN BUAEOMMKPOCKONMUM (Hanpumep, myTaumsa GASS8)

= [lo HacTosiLLero BpeMeHu He pa3paboTaHbl eaviHble CTaHAaPTU3NPOBaHHbIE MPOTOKOSbI N0 AAHHOMY UCCNEA0BaHMI0 Y NaLMEHTOB
chnun

hd |_|pl/l OTCYTCTBMM BO3MOXHOCTW NpoBeaeHNs BbICOKOCKOpOCTHOI7I BUOEOMUKPOCKONUN AN OUEeHKM YaCTOoThbl U naTtTepHa breHus
pecHUYeK mepLaTenbHOro anMTenns BO3MOXHO UCMOMNb30BaHWE CBETOBOW MUKPOCKONUN

CnepayeT nu Mcnonb3oBaTb TPAHCMUCCUOHHYIO 3NEKTPOHHY MuKkpockonuto (TOM) buontaTta pecHuYek B kayecTBe
ANarHOCTUYECKOro TecTa y nauMeHToB ¢ npegnonaraemon MUA?

1. YnbTpacTpyKTypHbI aHanu3 pecHUYeK cneayeT UCMofb30oBaTh Kak 3Tan AnarHoCTUYECKOro Nnoucka y NauneHToB ¢ npeanonaraemoi
MNun (cuna pekomeHoayuu 1, ypogeHb docmogepHocmu dokazamesscng C)

2. Tpwv oBGHapy>XeHUN HOPManbHON yNbTPACTPYKTYPbl PECHUYEK MEPLATENbHOroO ANUTENNS Y NauueHTa ¢ ABHbIMU KIMHUYECKUMW Npn-
3Hakamu ML cnegyeT npogomkutb AnarHOCTUHECKUIA MOUCK B OTHOLLEHWUM AaHHOro 3aboneBaHus (cuna pekomeHoayuu 1, yposeHb
docmosepHocmu 0okadamesibcmes C)

3. Y naumeHTacgunarHoctudecku sHauumbivu Ans MU gedpekramm ynbTpacTpyKTypbl pECHUYEK MepLaTENbHOro 3aNUTenus AanbHEenLWnx
nccnefoBaHU NS NOATBEPXKAEHUA AnarHo3a He TpebyeTcs (cuna pekomeHdayuu 1, yposeHb docnosepHocmu dokalamesnscmg C)

Kommenmaputi. TOM — BbicokocneLmmnyHbIi MeToa uccnegoBanmsa ansa auarHoctukm MU: 0,92—-1,00 (4yBcTBUTENBHOCTL 0,71-1,00) C

HU3KOW YaCTOTOM NOXHOMOSOXMTENbHbIX PE3yNbTaToB, O4HAKO crieayeT UMEeTb B BUAY, YTO HEKOTOpbIe naumeHTsl ¢ ML no gaHHbIM TOM

MMEIT HopMarbHOE CTPOEHWE PECHUYEK, YTO, BO3MOXHO, CBA3aHO C TeXHMKON TAOM, OOCTYNHON B HAcTosILLIee BPEMS]

CnenyeT N BKINO4YaTb B ANArHOCTUKY reHeTu4yeckmue nccrieoBaHna y nauMeHToB € Nogo3peHnemM Ha

nua?

B HacTosiLLee BpeMsi HET OKOHYaTENbHOro OTBETA Ha iaHHbIN BONpOoc, ofHako Paboyas rpynna no reHeTuke chopmmnpoBana psf noroxe-
HVIN Ha OCHOBE COrMacoBaHHOTO MHEHWS 3KCMEPTOB B 3TOW 06nacTu.

1. TeHeTunyeckoe TeCTUpOBaHUE ANA NOATBEPXKAEHNS AMarHo3a MoXeT ObITb PEKOMEHA0BaHO NaLuneHTam, NpoaANarHoCTUPOBAHHbIX APY-
rMMU MeToAamMu (BbICOKOCKOPOCTHasi BUuaeoMukpockonusi, TOM, uMMyHoyopecLeHLs), Unu NaumeHTam C BbICOKOBEPOSTHbIM Ana-
rHo3om MU (TMNUYHBIMY KITMHUYECKMMU NPOSIBNEHUAMM, HU3KMM ypoBHEM NNO) Npy yCrnoBUM HeAOCTYMHOCTU APYTUX UCCNeA0BaHUIA
(BbICOKOCKOPOCTHAsA Buaeommkpockonus, TOM, ummyHodnyopecueHums). OTpuuatenbHbIi pedynbTaT reHeTUYECKOro TECTUPOBaHNS
He nckntoyaeT Hanmuve MU y naumeHTa B criyyae, ecriv oocrnefoBaHbl He BCe reHbl, MyTauum B KOTOPbIX onvcanbl ans MU

2. W3BecTHbI He BCe reHbl, onpegenstowme passutue ML

3. [eHeTuyeckoe TECTMPOBaHME TakkKe MOXET OblTb MPUMEHEHO AN YTOUYHEHWS AMArHOCTUKM Y NAaLMEHTOB C BbICOKON BEPOSITHOCTbLIO
AvarHosa U oTtpuuaTenbHbIMy pesyrnbTaTamMuy no 4aHHbIM BbICOKOCKOPOCTHOM BuageoMukpockonum, TOM, MMyHodyopecLeHumu,
4YTO MOXET ObITb B Cryvasx Hanuums y naumeHToB Mytaumi B reHax DNAH11, CCNO, MCIDAS, RSPH

4. T[eHeTuyeckoe TECTUPOBAHWE 1 €0 HTEepPNpeTaLns [OMKHbI COOTBETCTBOBaTb MeXAyHapOoAHbIM peKOMeHAaLmaM

5. TeHeTuyeckui AnarHo3 JOIMKEH COrMacoBbIBaTbCS C KMMHUYeCKUMmn 1 nabopatopHbiMu (TOM, cBeTOBast MMKPOCKOMUS, UMMYHOMYyO-
pecLeHTHast MUKpOCKonus) peHoT1namu, Nbo amarHo3 nepecmaTtprBaeTcs B Criyvae HeCOBMNaZeHUs KapTUHbI

6. AwnanusannenbHou cerperaumu (0653atenbHoe obcnefoBaHne 00onx poauTeneit) BaXeH A8 NOATBEPXAEHUSA NaTOreHHOCTU FeHOTH-
nay npobaHga (ans guddepeHUMpPoBKN Mexay roMo-/ reTepo-/ reMM3MroTHOCTBIO, @ TaKXKe B ClyYae KOMMIEKCHbIX annenen)

7. TeHeTunyeckoe TeCTMPOBaHWE NPOBaHA0B M UX POACTBEHHUKOB LIeNIeco0bpasHo ANsi FeHETUYECKOW KOHCYbTaLMM NP NaHMpoBaHUN
cembMm

8. B nepcnekTuBe reHeTU4eCKoe TECTUPOBAHNE MOXET ObITb MPUMEHMMO ANS cneLndUYecKon reHoTUNMYECKon Tepanum
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BricokoBeposiTHblil quarno3 I

Hetn ¢ cumnromamu, noxoxumu Ha cumnromel I[IIJ[, u co crenyrommmu

pEe3yNbTaTaMH TECTOB:

1) odeHb HM3KHII YPOBEHb OKCHJAA a30Ta B BBIIBIXAEMOM Ha3aJbHOM BO3JayXe +
HOJIOKUTENBHBIN PE3yibTaT MpPU CBETOBOM MMKPOCKONMM OMONTaTa >MIUTEIUS
JBIXaTEIbHBIX IyTEH (HEMOABUKHBIE PECHHUYKH WM LUPKYJISIPHOE JIBUKEHHE

PECHHMYEK);

2) o4eHb HU3KHI YPOBEHb OKCHJA a30Ta B BBIIBIXAEMOM HAa3aJbHOM BO3JayXe +
IIOJIOKUATENIBHBIA  PE3yJIbTaT IMPU CBETOBOM MHUKPOCKOIIMM KYJIBTYPBl KIIETOK
ouonTara SOUTENUs JAbIXaTE€JIbHBIX MyTeH (HEMOJABM)KHBIE PECHUYKH WM

[UPKYJISPHOE IBMKCHHUE PECHUYCK).
BbicokoBeposiTHOe ucKiIOYeHue quarno3a I

JleTn ¢ HEJOCTaTOYHO YETKUMHU KIMHUKO-aHAMHecTHYecKuMH mpuszHakamu [111J]
IIPY HOPMAJIBHOM/TIOBBIIIIEHHOM YPOBHE OKCHJIa a30Ta B BBIIBIXa€MOM Ha3aJIbHOM
BO3JlyX€ M OTPHUIATEIBHBIM PE3yJbTaTOM CBETOBOM MHKPOCKOMHUHU OHOITAaTa
(KyIbTypbl KJIETOK) DMHTENUs JbIXaTeIbHBIX TyTel. [lpum Hamuuuu cuHapoma
Kaprarenepa u cymmapnoro Oamna mo mkaine PICADAR 6Gonee 10 guarnos

MIPABOMOYEH JAXe MPU OTPULIATETILHOM PE3yIbTAaTe BCEX OCTAIBHBIX TECTOB.
Aaroputm guardoctuku I

PexoMeH0BaHO TMpUMEHEHHUE cleayromero ainroputma auardHoctukud [ILJ]
Crynensb 1. OmnpezneneHue ypoBHSI OKCHAA a30Ta B BBIJBIXa€MOM Ha3aJlbHOM
BO3/yX€ U CBETOBAas MUKPOCKOIMS: — IIPU HOPMAJIBLHOM YPOBHE OKCHJA a30Ta U
OTCYTCTBUM HW3MEHECHUW IO JAHHBIM CBETOBOW MHUKpPOCKONMM auarHo3 I[IL1J]
KpallHE MaJIOBEpPOSTEH, MO3TOMY JajbHENIIEEC TECTUPOBAHUE MOXKHO HE
MPOBOANTh; — IMPU HU3KOM YPOBHE OKCHJIa a30Ta W/WJIM MATOJIOTHU YacTOThI U

naTTepHa OHEHHs pPECHUYEK, OOHApy>KEHHOW NpHU CBETOBOM MHUKPOCKONUH, a
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TaKKe XapakrepHou kimHudeckon kaptuHe I[ILJ] guarno3 IILJ[ MoXHO cuuTaTh
MOATBEPAKACHHBIM, IPU COMHEHUU CIEAYET MOBTOPUTH TECThl CTYNEHH | H

NEepPEerTH K TECTaM CTYIEHU 2.

Crynenp 2. TpaHCMUCCHOHHAs JIEKTPOHHAs MHUKPOCKOIHS: — IIPU OTCYTCTBUH
NaToJIOTMM MO JaHHBIM TOM  paccMoTpeTh BO3MOXHOCTb — MPOBEIACHUS
IEHETUYECKOr0 TECTHUPOBAHUS HA IPEIMET IOMCKAa T'€HOB, aCCOLMUPOBAHHBIX C
HOPMAaJbHBIM CTPOCHUEM PECHHYEK WM TOHKMMH IOBPEKIACHUAMHU LUIUAPHOTO
AIUTENUS; — MpU OOHAPY)KEHMHM NATOJOTMM IO JaHHIM TOM paccMOTpeTh
BO3MO>KHOCTb IIPOBEACHMSI TEHETUUYECKOTO TECTUPOBAHUS ITPU HEOOXOAUMOCTH; —
IIPU OTCYTCTBMH BO3MOKHOCTH NpoBeneHuss TOM paccMOTpeTrb BO3MOXKHOCTH

TCHECTUYCCKOI'O TCCTUPOBAHMUA.

Crynens 3. ['eHeTHyeCKOE TECTUPOBAHUE U MTOBTOPHAsI CBETOBAasE MUKPOCKOMUSA (£

KJIETOYHAsI KYJIbTYpa).
JAuddepenunanbHblii AUATHO3

JubdepeHnnanbHO-TMATHOCTUYECKUH ~ TIOMCK ~ BKJIFOYA€T  MYKOBHCITUO3,
MEePBUYHBIE UMMYHOJE(MUIIUTHBIE COCTOSHUSI, BPOXKICHHBIC AHOMAJUU CTPOCHMUS
OpOHXHMAJILHOTO JiepeBa, OPOHXOAKTA3bI APYTOTO MPOUCXOKIACHUS, OPOHXUATHHYIO
acTMy, PSSl BPOXKICHHBIX aHOMAIMHA CEPACYHO-COCYAMCTOW CHCTEMBI —
TPAHCIO3UIIUI0 MaruCTPaIbHBIX COCYIOB U T. M. llunuapHas nucyHKIMS MOXKET
TaK)Xe OBITh MPUIMHOW JPYTHUX COCTOSIHUH, TAKMX KaK MOJIMKUCTO3 TICUCHH W/HWIIN
MOYEK, aTpe3usl KETYHBIX MyTEeH, pEeTUHOMATHUS, KOTOPbIE MOTYT MpOTEKaTh 0Oe3
pECTTUPATOPHBIX TMPOSIBICHUN M HEPEIKO PACIEHHUBAIOTCS KaK CaMOCTOSITEIbHBIC

reHeTuueckue cuuapomsl (Cennopa—Jlokena, Ansctpéma, bapne—buas).
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JIEUEHUE

[Tonxox k Tepanuu nauuenta c¢ [1IJ] nomkeH ObITH MyJIbTUAMCUUILIMHAPHBIM B
CBSI3U C IIOJIMOPTAaHHOCTBIO MOpaxkeHUH. OCHOBHBIMM LIEJISIMU TEPANMM SBIISIOTCS
MaKCHMaJbHO BO3MOXKHOE NMPEAYIPEKIECHUE NMPOTrPECCUPOBAHMS W/HUIN Pa3BUTHUSA
OpOHX03KTa30B M BOCCTAaHOBJICHUE/COXpPaHEHNE HOPMAIBbHOM JIErOYHOU (QYyHKIIUH,

a TaK)K€ HOCOBOT'O JIBIXaHUA U CITyXa.
KoHncepBaTuBHOE JieueHune

e PeKkoMEH/JI0BaHO HCIHOJB30BaHUE PA3IMYHBIX METOAMK, CIHOCOOCTBYIOLIUX
OUHUCTKE JbIXaTelbHbIX TNyTell. KuHe3uTepamus SBISETCS OCHOBHBIM
Je4eOHO-peaOUIUTAIIMOHHBIM ~ MeporpusitueM  ana  aerei ¢ TILJI.
PekoMeHnyl0TCS  NMPOMBIBAHUE  HOCOBBIX  XOJOB  T'MIIEPTOHHUYECKUM
pacTBOpOM HATpusl XJIOpUAA, Ha3albHbIM aym. MppuraimoHHas Teparnmus
OKa3bIBAa€T IMOJIOKUTEIBHOE BIUSHHE TIPU  HA3AJIbHBIX CHUMIITOMAX
(3a105%KEHHOCTh HOCA, TIOCTOSIHHOE BBIJICIICHUE CITH3H).

e [lpu  oOocTpeHHMM  XPOHMYECKOr0  OpOHXOJErOYHOro  Mpouecca
PEKOMEHAYETCSI  Ha3HAUEHUE  aHmubaKmepuaibHulX  Npenapamos B
COOTBETCTBUM C  YYBCTBUTEIBHOCTBIO  BBIJCJIIEHHBIX  BO30yauTeNeH.
AHTuUOaKTepuanbHas Tepanus MPUMEHSETCS Takke Mpu OO0OCTPEHHUIX
CUHYCHTAa B Clydae OTCYTCTBUS 3(pPeKkra OT HUPPUTALUOHHOTO JICYEHHUS.
Haubonee xapakrepHbiMu MUKpOOHbIMU maToreHamu npu [TIJ] sBisitoTCst
Haemophilus influenzae u Strep tococcus pneumoniae, pexe Moraxella
catarrhalis, Staphylococcus aureus. Pseudomonas aeruginosa y pgerei
BBICEBAETCA PEIKO, OJHAKO C BO3pacTOM 3HAYEHUE OTOr0 IaTOreHa y
oombubIx ¢ III{J] mocremernHo Bo3pacrtaer. IIpemapaThl B COOTBETCTBUH C
YYBCTBUTEJIBHOCTbIO  BBIJEICHHBIX  BO30yJuTeNed  Ha3HayalT B
MaKCUMAJIbHO JOMYCTUMBIX JJIsl JaHHOTO BO3pacTa J03aX U HUCIHOJb3YIOT

NapeHTepaqbHO WM BHYTPb (B 3aBUCUMOCTH OT COCTOSIHUS TMAalUEHTA),
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TaK)X€ MCIOJIb3YeTCs CTYMEHYAThli MeTo/ BBeJAeHUs. [[MUTenbHOCTh Kypca
neuenus — oT 1 o 3 Hex. Ilpu BoiceBe P. aeruginosa teparnus nIpoOBOIUTCS
aHAJIOTMYHO  MPOTOKOJAM  JIEYeHHS  OOJBHBIX  MYKOBHUCLHIO30M.
[IpoTuBOMUKpOOHAsE TEepamnusi MPOBOAUTCS B COOTBETCTBUM C pe3yjibTaTaMu
MUKPOOUOJIOTHUYECKOTO  HuccienoBanus.  IIpemapatom  BeiOOpa B
OOJNBIIMHCTBE CIYy4YaeB ABISIETCS AMOKCHLWUIMH +  KJIAByJaHOBas
KHCIIOTaX, BK, MOTYT OBITh UCIOJIb30BaHbl 1eQasoCOpuHbl 2—3-TO
MTOKOJICHHS.

e Pekomenayercs paccMOTpETh Ha3HAYCHUE UHTAIALIMOHHON
OpOHXOCTAa3MOJUTHYECKON Tepanuu (umpatponusi opomun + ¢enorepod,
canp0yTamo, caJaMeTepo, dbopmoTepon) npu HaJIMYuu
OpOHXOOOCTPYKTUBHOTO CHUHJIpOoMa. PeKoMeHyeTcst poBeIeHHE KypCOBOTO
JIeYEHUs IEPOpabHBIMU MYKOJUTUYECKUMU TpernapaTaMu (HanboJsee 4acto
UCITIOJIB3YIOTCSL aMOpOKCOJI, alleTHWIILUCTENH, KapoouucrtenH). EcTe 1aHHbIE
00 >(pQPEeKTUBHOCTH HWHTAIALMUA THUIEPTOHUYECKOTO pPacTBOpa HATPHs
xynopuaa. He pekoMeHI0BaHO MHTalsITOPHOE MPUMEHEHUE JOPHA3bl anb(a,
U alleTWINUCTenHa. D(PPEeKTUBHOCTh UHTAIATOPHOTO MPUMEHEHUST JOPHA3bI

asib(pa 10 HACTOSIILEr0 BPEMEHH HE 10Ka3aHa, a aleTHILNUCTEMHA — HU3KAas.
Xupyprudeckoe jJe4yeHue

OrnepaTUBHOE JIEYEHNE HWKHHUX JbIXaTEJIbHBIX IMYTEW PEKOMEHAYETCS KpanHe
penko. Pezekuun JIeTKMX B HACTOSAIIEE BPEMS NMPAKTUYECKU HE IIPOU3BOIATCS.
Omnucansl cnydan nanueHToB ¢ [IIJ[, koTopsIM TpOBOAMIACH TPAHCIUIAHTALUS
JIETKUX, OJHAKO OHM KacalTci B3pOCHbIX OoyibHBIX. [lonmumakTOoMHIO
PEKOMEHAYETCSI NPOBOAMTH TOJBKO B  CIy4dasX TSDKEJIOW  HA3aJbHOM
OoOCTpYKIIMU. XUPYPrUue€CKOE€ BMENIATENIbCTBO IMPH HA3aJbHOM IOJIMIIO3€
OKa3bIBaeT JIUIIb BPeMEHHBIA d(Pdekt, T. K. moyumnbl y mamueHToB ¢ [TIJ]
OBICTPO ~ peUMIuBUPYIOT.  Tepamusi  TONWYECKUMH  HHTPaHa3aJIbHBIMU

CTCporuJaMU MOKET OBITh PCKOMEHAOBAHA ITalMCHTaM C COIIYTCTBYIOIIKUM
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aJUIEPrUYECKUM pUHUTOM. He peKkOMEHIyeTCs pYTUHHOE YCTaHOBJIEHUE
TUMITAHOCTOMUYECKON TpPyOKHM B CBSA3M C MPOTUBOPECUYMBBHIMU JaHHBIMH 00
3¢(EeKTUBHOCTH JaHHOTO MeToAa JiedeHus. Ilpu dYacThIX 000CTpEeHHUAX
XPOHUYECKOTO CUHYCUTa PEKOMEHIYETCS PACCMOTPETH BOMPOC O MPOBEACHUH

OTEpalliy C LETBI0 YIYUIICHUS a’pallii U JPpeHaka NapaHa3aJIbHbIX CUHYCOB.
HNHoe JeueHue

B cBs3u ¢ BO3MOXHBIM pPa3BUTHEM THUIOTPOPHUH Y HEKOTOPBIX MAlMEHTOB C
[TL/] pexomenayeTcs HHAMBUAyaIbHAS KOPPEKLUS PAallMOHA HA OCHOBE OLICHKU
HYTPUTHUBHOIO cTaTryca. Jluera qoikHa oOecrieunBaTh aJIEKBaTHOE KOJIMYECTBO

SHEPreTUYECKUX U MTUTATEIbHBIX KOMIIOHEHTOB.
Benenune nanmueHToB

[lepBuyHasi auarHocTuka W MOAOOP TEpanuHu OCYIIECTBISIIOTCA B YCIOBUAX
CHEUATN3UPOBAHHOTO  MYJbMOHOJIOTHYECKOr0 CTallMOHapa WA OTACJICHHS
(MalMeHThl C HETSDKEIbIM TEYEHHEM, OCOOCHHO TpU KaTaMHECTHUYECKOM
HaAOJIOICHUH, MOTYT OBITh FOCIHUTAIM3UPOBAHBI B IHEBHOW CTALIMOHAP); BEACHUE
NAlMEHTOB COBMECTHO CO  CIEHHUAIUCTOM-OTOPHHOJAPUHIOJIOIOM U, IO
MIOKa3aHUsM, C CypAOJIOroM, IPH HAJUYUU NPU3HAKOB JIETOYHOW TMIIEPTEH3UHA — C
JNeTCKUM Kapauoiorom. Cpok mpeObIBaHUS B CTAllMOHAPE B CPEIHEM MOXKET
coctaBuTh 14-21 nenb. B aMOynaTOpHO-TIONUKIMHUYECKUX YUPEKICHUAX TPHU
nono3penun Ha IIIJI yyacTkoBble Bpauu-nieAuaTpbl HAMpPaBiSAIOT OOJNBHBIX Ha
KOHCYJIBTALMIO K Bpauy-IyJbMOHOJIOTY. YacToTa BUSHTOB NAMEHTA C IEPBUYHOM
LIUJIMApPHON JUCKWHE3UEN YCTaHABIMBAECTCS WHIWBHIYAJIbHO B 3aBUCUMOCTH OT
TSDKECTU TeYeHHUs. B cpetHeM KOHTpOJIbHbIE OCMOTPHI nanuueHToB ¢ IILJ1 noiskHbI
MPOBOJIUTECA HE pexke 1 pasa B roa (Mo MOKa3aHUSM 4allle), C €KETrOIHbIM
UCCIEeIOBaHUEM (PYHKIMM BHEIIHETO JbIXaHUs, caTypaluu, 3XoKapauorpapuu c
JOMIUIEPOBCKUM AHAJIM30M U Nepuoandeckum koHTposiem KT opraHoB rpyaHoi

noJsiocTty (B cpenneM 1 pa3 B 2 rona).

18



Hcxoabl ¥ poruos

OnpenenstomyMu (pakTopaMu ABISIOTCS CBOEBPEMEHHOE YCTAHOBJICHHE JMAarHo3a
U ajZiekBaTHas Tepamus. [IporHo3 3aBUCHUT OT oObeMa M XapakTepa MOpaKeHUs
JEeTKUX W, KaK IMpaBWIO, MpPHU MPaBHILHOM CHCTEMAaTHUYECKOM JICYEHUH U
pEeryJisspHOM TPOBEACHUN pPEaOUIUTAIIMOHHBIX MEpONPHUATUN OTHOCHUTEIHHO
OnmaronpusTHbIA. Jls  B3pOCIBIX MAIMEHTOB MYKCKOTO II0jla XapaKTepHa
CHIDKEHHass  (epTUIBbHOCTh  BCJEACTBUE  HEJAOCTATOYHOCTH  (OTCYTCTBUS)
HOJBM)KHOCTH ~ CIIEpMaTo30uI0B. JKEeHIMHBI MOTYyT o00JagaTh HOPMAaJIbHON
(GepTUIBLHOCTBIO, OJIHAKO B HEKOTOPBIX CIy4yasX CIIOCOOHOCTb K JETOPOXKACHUIO
CHW)KEHA, TIPU 3TOM BEPOSATHOCTh Pa3BUTHsI BHEMATOYHOW OepeMeHHOCTH Oosee

BBICOKA I10 CPAaBHCHUIO CO CPCAHMMHU 3HAUYCHUAMU B IIOITYJIATUH.
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