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BBenenne ;

[epBuunas nwmmapHas muckuHesws (ITI{J]), wim CHHAPOM HENOABMXHBIX PECHHYEK,
XapakTepu3yeTcss BPOXKAEHHBIM HapylleHueM MyKonwnuapHoro kimupenca (MIIK). B ocnose
CHHJIPOMa JIE)XMT OTCYTCTBHE PECHUYEK B JIbIXaTENbHBIX MyTAX (MEpIATEIbHAs allIa3us) | f_inx
nehekT, KOTOpbI JieaeT HEBO3MOXXHBIM  OCYIIECTBIECHHE  KoiueOaHHH (uMnHapHAs
HETIOJIBHKHOCTb) WM TPaBHIBHOTO OWEHHUs (IUIMapHas JUCKUHE3Hs). 3ab0IeBaHHe OTHOCHTCS
K HAacCleJCTBEHHbHIM (OpMaM MaTOJOTHH, BCTPEYaeTCs BO BCEM MHpPE C OJMHAKOBOM
PacIpOCTPaHEHHOCTHIO CPEIIH JIUI MYKCKOTO M JKEHCKOTro mosa. YacTtoTa BcTpedaeMocTs oT 1 Ha
2 265 no 1 na 40 000 nacenenus. I/ obnapyxuBaetrcs B 13% ciydaeB cpelid HAIlMEHTOB C
6ponxoskrazamu. [{unuapHei 1eeKT MOKET KacaThCs HE TOIBKO PECIIMPATOPHOTO TPAKTa, HO H
3aTparuBaTh SMOpPHOHANBHBIE PECHHYKH, TOrJa B IIPOIECCe PaHHEro 3MOpHOreHesa:y jﬂ%
60JIbHBIX HapyIIaeTcs IOBOPOT BHYTPEHHUX OPraHoB, BIUIOTh O MX IOJHOM TPAHCIIO3UIIHH.

Onpenenenne
ITepeuunas nummapras quckuaesus (MKB10: Q33.8 - JIpyrue Bpo)XIeHHBIE aHOMAJIHH JIETKOTO.
Q89.3 - Situs inversus. J98.0 — Bone3nn 6poHX0B, He KJIaCCHOHUIMPOBAHHbIE B IPYTHX PyOpHKax)
— penKoe TEeHETHYECKH JeTepMUHUPOBaHHOE 3aboieBaHHe, IPH KOTOPOM IIOPAXKAKOTCH
MOJIBUKHBIE CTPYKTYPHI KJIETOK (PECHUYKHU M KTYTHKH). e
Haub6onee 9acTo mposBIseTCS PEIUIABHPYIONIAMH H XPOHHUECKAMH MHQEKLUAMH BEPXHHUX U
HIDKHHMX JIbIXaTeNbHBIX nyTed u B 40-50% ciydyaeB 3epKaJbHBIM PaCHOJIOKEHUEM BHYTPEHHHX
OpraHoOB MJIU re€TEPOTAKCHEH.
Cunonumsl: cuzipoMm Kaprarenepa (3uBepra-Kaprarenepa), CHHIPOM HETOIBHKHBIX PECHHYCK,
JIBUTaTeNIbHAs IIMTAONIATHS.

ITHOJIOTHS H MATOreHe3 T 1
3aboneBaHMe OTJIMYAETCS TIE€HETHYEeCKONW TIeTepOreHHOCThIO. THI HacluenoBaHHs: 4Yalle
ayTOCOMHO-PEIIECCHBHEIH, OHAKO, ONHMCAHBI M 0olee pelkWe X-CIeTUIeHHbie (OpMEI
3aboJieBaHMUSI. ‘
Hau6o1ee uacTo 3a60/1eBaHHe 06YCIOBIEHO OTCYTCTBHEM HITH Ae(eKTaMH CTPOSHUS BHYTPEHHHX
¥ HapyXHBIX JUHEHHOBBIX PYYEK B CTPYKTYPE PECHHYEK U XKI'yTHKOB. MoryT oOHapyKHBaThCH
neheKThl paJuaIbHBIX CIHIl H MHKPOTPYOOYEK (B TOM YHCIIE, HX TPAHCIO3HUIMS), & TAKKe egfrs
CIIy4aH IOJTHOTO OTCYTCTBHSI peCHHYEK. Y HEKOTOPBIX OONBHBIX HMEIOTCS COYETAHHUS HECKOIBRUX
Je(EeKTOB.

PecHWuKH M KTYTHKM MOTYT UMETh U HOPMAIBHYIO YJIbTPacTpYKTYpy, OJHAKO IIPH 3TOM, Kak
IPaBUIIO, OIIPE/IeNIieTCss aHOMalHs Oelka TSDKEIIOH IeTTH aKCOHEMAIbHOTO TUHEHHA. !

B opranu3me uyenoBeka pECHHUYKH ¥ KTYTHKH IPUCYTCTBYIOT BO MHOTMX OPraHaX M CHCTEMax.
OT0 M MepLaTelbHbIH SMUTENNH pecCIMpaTOpHOro TpakTa, U KieTku Kopruepa oprana yxa, u
JKTYTHKH CIIEPMATO30U/I0B, W PECHHTYATHIC KIETKH SIEHIUMBI JKENyI0YKOB IOOBHOIO Mo?ra
¢oToperienTopel CeTYaTKH I1a3a, KIETKH, BBICTHJIAIONIME JKETYEBBIBOASAINME IIyTH, KIETKH
IIOYEYHBIX KaHANIBIIEB, KJIETKH, BHICTUIIAIOINHE (GasIONHUEBHI TPYOBL. g
KpomMe TOro, cymecTBYIOT PECHHYKH, PAcHOIOXKEHHbIE Ha SMOPHOHAILHOM Y3Ii€, KOTOPbIE
obecneynBaoT IOBOPOT BHYTPEHHHX OpPraHOB B II€PHOAE BHYTPHYTPOOHOIO pa3BUTHSA,
COOTBETCTBEHHO, BCIIEACTBHE UX aHOMAIBHOTO (GYHKIIMOHUPOBAHHUS, Y IOJIOBHHBI GOHBHBIX HI_UI
HabmogaeTcsi 00paTHOE PacIoIOKEHNE BHYTPEHHUX OPraHoB.



[TonHas HEMOABMIXKHOCTh MM HEaJeKBaTHAas aKTHBHOCTb PECHHYEK MEPIATEIIHOIO SIHTOHAS
PECTIMPAaTOPHOTO TpaKTa IPHUBOAMT K HapyIIEHHI0 HOPMAaIbHOM ouMmaromedl QyHKuy
IIBIXaTeJbHOM CHCTEMBI, CEKpeT 3acTaMBaeTcs, a 3aTeM HHQUIMPYETCS. (DopMprKrrca
PeLMIMBADYIOIIHE PECIUPATOPHbIE HH(EKIMH, a BIOCICACTBHM - XPOHHYECKHH OGPOHXHT,
XPOHUYECKUM CHHYCHT, HAa3aIbHBIH TOJIKI03. M3-32 MOCTOSHHOTO BOCHIAICHHS CITyXOBOH TPY®EI -
HEpEIKO U XPOHHUUYECKUH CPeTHUH OTUT CO CHH)KEHHEM CIIyXa.

HenoemxHOCTE (edeKTHAs MOABIKHOCTE) crepMaTo3ouaoB y 6onbpnbix TILJT muip Myxckore
noJia B PeNpOyKTHBHOM IepUOJiE YacTo obycnonuBaer Oecruionue. OumOpuu hasnonmeBsx
TpyO y XEHIIUH TaKKe UMEIOT AHOMAJILHOE CTPOCHHUE, IIPH 3TOM CJIyYaH KEHCKOTO ecroans y
60mbHBIX ¢ [T1]J] enuHUYHBL, HO HEpenKO HabMoJaeTCss BHEMaTouHas OEpEeMEHHOCT. . |
AHOMasTbHOE (HYHKIIMOHMPOBAHHE PECHHYEK, PACIOIOKEHHBIX B JPYTHMX OpraHax M CHCTeMax
BeleT K (HOPMMPOBAHMIO TaKMX KpaiHE peIKMX NpOSBICHMH KaK INMIMEHTHas PETHHONATHA,
OuMapHbI IIMPPO3 EUSHHU, BHYTPEHHss TUApoIiedanus, IOJIUKUCTO3 IOYEK.

Kiaccndukauns - oOLenprHsITOd KIacCH(QUKANMK [epPBUYHON IMIHAPHOM TMCKUHE3HH He
CyIIECTBYET.

IIpumepsl 1HarHo30B:

INepBuunas nuuapHas quckunesus: Cunapom Kaprarenepa. IToHoe obpatHoe .
pacHoyioXeHHe BHYTPEHHUX OpraHoB. XpoHWYecKuit OpoHXHT. [THEBMOCKIEPO3 4 M 5 CETMEHTOB
JIEBOTO JIETKOr0. JIByCTOPOHHUH rHOWHBIN SHI0OPOHXHUT. JIByCTOPOHHMM XPOHUYECKUH CHHYCHT.
HazanpHpit mommno3. J[ByCTOpPOHHHMH  XpOHMYECKHH OKCCYy[JAaTHBHBIA  CPEIHHH  OTHT.
I'mneprpodust aneHonnoB 2-3 creneHu. [[ByCTOPOHHS KOHIYKTHBHAS TyTOyX0CTb 1 CTeneHn

JInarsocruka )
B Hacrosiiee BpeMsi HET €IMHOTO METO/IA - 30JI0TOro» cranaapra auarnoctuky ITLJL. I
[Ipu ycraHOBIEHHMH AMArHO3a YYUTHIBAIOTCS:
- XapaKTepHasi KJIHHAYEeCKasi KApTHHA U ouneHka no IpexukrusHoi mxane PICADAR s
BBISIBICHUS CHMITOMOB I€PBUYHOM I[WJIMAPHOM MJUCKMHE3HWM Yy NAIMEHTOB, HWMEIOUIMX
XPOHHYECKHE PECITHPATOPHBIC CHMITTOMBI C PAHHETO IETCKOT0 BO3pacTta >5 6aiios;
pe3yJbTaThl CKPHHHHIra - HCCieloBaHHWe YpoBHs okcuma aszora (NO) B BBEIIBIXaeMOM
Ha3aJIbHOM BO31yxe (y mojaBistoiiero 6ompmuHcTBa namueHToB ¢ [T/ on cHMXKEH, IpH YToM
O HACTOSINEr0 BPEMEHH HET EJHHOr0 MHEHHS O pehepeHCHBIX nonoxcmenﬁHw(ir ‘U
OTpHIIATEIbHBIX 3HAYCHUSIX JAHHOTO mokaszarens y naruentoB ¢ [I1[J]). JlomycTuMo B ka4e¢TBe
OPHEHTHPOBOYHOTO CKPMHHMHIA WCIIOJNB30BaTh METONWKH ONpEJEIeHHs OKCHIa a30Ta B
BBIIBIXa€MOM BO3/yX€, B T.4., C TOMOIILIO IIOPTATHBHBIX TPUOOPOB;
- QaHAJIM3 YaCTOTHI H NATTEPHA OMEeHUsI peCHHYEK B OHMoNTaTe H3 MOJIOCTH HOCA MJIH 6pouxa
¢ IOMOMIBIO CBETOBO# MHUKPOCKOIHH (TSI MUHUMH3AIHHU OITHOOK (II0JIy4EHHE TOBPEXKAEHHOTO
SMHUTENHS WM 00HAPYKEHUE BTOPUUHOM IIIMAPHON HEJOCTATOYHOCTH ) OMOIICHIO CIEAyET Gl?aTB
He paHee, 4eM 4depe3 4-6 Hellelb Mocie OCTPO pecTupaToOpHOi HHMEKINH); - ir
- TPAHCMHCCHOHHAS JIeKTPOoHHasa MuKpockomus (TOM) - o6Hapy X eHHuEe aHOMAIMK CTPOSHHA
peCHUYEK B OHOIITaTe CIU3UCTOM 000JI0UKH HOCaA UM OpoHXa. .
- TeHeTHYeCKOe TEeCTHPOBAHHME — K HACTOSIIEMY BpPEMEHH TE€HETHYECKOe nomnepmem/le
B03MOXHO y 50-75% nanuenTtos c [T1IJ].
HecmoTps Ha 1ocTaTOYHO GONBILION apceHall UCCIEOBAaHUM, UCTIONB3YEMBIX IS IO TBEPKICHHS
muarHo3sa 111, ne o0s3aTenbHO nNpoBeeHre aOCOTIOTHO BCEX METOJOB KOHKPETHOMY NAHEHTY.



[Ipu 5TOM B HacTosIee BpeMsi HA OAWH W3 TECTOB WIIM MX KOMOMHAIMM HE MOTYT IOJHOCTBIO
HCKJTIOYHTh JTAHHBI AHATHO3. S
Kpumepuu noomeepaicoennozo ouaznosa ITL[/, evicoxo eéepoamnozo ouaznosa ITL[/] u evicoxko
6epoAmHO20 uckrodenun ouaznosa I/ :

- lloaTBepxnennsniit quarnos IIJI:

JleTH ¢ SBHBIMH KIMHHKO-aHAMHECTHUYECKMMH mnpu3Hakamu ¢ IIIJJI u co cremylommmu
pe3yJibTaTaMu: ;

1. O6napyxenue npu TOM xapakrepabix 1s [111J] negekToB cTpoeHHs peCHHYEK (mcy’rm:g_ne
HApY)XHBIX [MHEWHOBBIX PY4YeK, OMHOBPEMEHHOE OTCYTCTBHE M HApYXHBIX, U BHYTPEHHHX
JMHEMHOBBIX PyUYeK, OTCYTCTBHE BHYTPEHHUX AUHEUHOBBIX PYUeK B COYETAHHM C HAPYLICHUAMHU
CO CTOPOHBI MUKPOTPYOOUEK);

2. ObHapyxeHue OUaICTbHON MyTaI[ii TeHOB, MaTOrHOMOHUYHBIX 1yt TTLJT,

- Boicoko BeposiTHbIH Auaraos III:

Jletn cumnitomamu, moxoxxuMu Ha cuMntoMsl [T 1 co criegyromumu pe3ysibTaTaMHi TECTOB:

1. OueHb HU3KHH yPOBEHb OKCH/IA a30Ta B BBIIBIXAEMOM HA3aJbHOM BO3IyXe+IIOJIOKHATEIbHBIH
pe3yJIbTaT P CBETOBOM MUKPOCKOIIMH OHOIITaTa SITUTENHUS AbIXaTeIbHBIX TyTeH (HEIOABHUKHBIE
PECHUYKH WITH LUPKYISIPHOE TBUKEHUE PECHUYEK); '

2. OYeHh HU3KHUI YPOBEHBb OKCH/IA a30Ta B BHIIBIXAEMOM HA3aJTbHOM BO3IyXE+TOJIO0KUTEIbHBIN
pesyJbTaT MPH CBETOBOW MHKPOCKONHMH KyJIbTYPhl KJIETOK OMOITATA SIUTETUS JBIXATEIbHBIX
MyTel (HENOoIBUIKHBIE PECHUYKH WITH IIUPKYJIIPHOE TBUKEHAE PECHUYEK).

- Beicoko BeposiTHOe Hcka0ueHne quardosa ITII: netu ¢ HEIOCTaTOYHO YETKUMH KINEHAKO-
aHamMHecTHyeckuMu nipusHakamu T1LIJ] npu HopMaibHOM /MOBBIIEHHOM YPOBHE OKCHIIA a30Ta B
BBIIBIXaEMOM Ha3aJbHOM BO3JyX€ W OTPHIATENFHBIA pe3yibTaT CBETOBOM MHKPOCKOIIHH
OuonTata (Ky/IbTYphl KJIETOK) SITUTENHUS IbIXaTeNIbHBIX Ty TEH.

[Tpu vanmuuu cuaapomMa Kaprarenepa u cymmapaoro 6auia no mkaine PICADAR > 10 - nuarao3s
MMPAaBOMOYEH AK€ IIPH OTPHUIATEIbHOM PE3YJIbTATe BCEX OCTAIBHBIX TECTOB. v
Pexomenoosano npumenenue cmynenH4yamozo anzopumma ouaznocmuxu II[J/1:

Cryness 1: onpeneneHre YpoBHs OKCHJIa a30Ta B BBIABIXaEMOM Ha3albHOM BO3JyX€ M CBETOBas
MUKPOCKOTIHSI
-Ilpy HOpMAaTbHOM YpOBHE OKCHIa a30Ta H OTCYTCTBHHM HM3MEHEHHMH IO NaHHBIM CBETOBOM
Mukpockonuu - auarHo3 I111J] kpaitHe ManoBeposiTeH — JajbHEHIEE TECTUPOBAHUE MOXKHO HE
MPOBOJUTH '

[

-ITpy HU3KOM YpOBHE OKCHJIA a30Ta H/HIIM TATOJOTHMH YaCTOTHI M NAaTTepPHA OMEHHs PECHHUEK,
OOHapy)XEeHHOW TpPH CBETOBOW MHKPOCKOIHMH + XapaKkTepHOW KiIWHWYeckoW kapruHe ITiIJI
muarHo3 [11[J] MoXXHO cuMTaTh MOATBEPKACHHBIM, TIPH COMHEHHUH - CIEAYET IMOBTOPUTH TECTHI
CTyNneHH | U nmepelTH K TecTaM CTYIIEHHU 2.

CryneHs 2: TpaHCMHCCHOHHAS 3J1eKTpOHHAS MUKpockonus (TOM)

-IpH OTCYTCTBUHM MATOJIOTHU MO AaHHBIM TOM - paccMOTpeTb BO3MOMKHOCTH npOB¢ne.iInﬂ
TeHEeTHYECKOT0 TECTHPOBAHUS Ha INPEIMET MOMCKAa T'eHOB, aCCOIMMPOBAHHBIX C HOPMAJIbHBIM
CTPOEHHUEM PECHHUYEK WM C TOHKUMH MTOBPEXICHUSIMHU IIMITHAPHOTO SITHUTEIIHA
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-pu 0OHApYXKEHUU TATOJNIOTHH MO AaHHBM TOM — paccMOTpeTh BO3MOXKHOCTH npomenegm
reHEeTHYECKOTO TECTUPOBAHUS IPH HEOOXOJUMOCTH '
-[IPH OTCYTCTBHH BO3MOMKHOCTH IpoBeieHnst TOM — paccMOTpeTh BO3MOKHOCTb FE€HETHYECKOTO
TECTHPOBAHUS

Crynenp 3: I'eHETHUECKOE TECTUPOBAHHE M IIOBTOPHAs CBETOBAs MHKPOCKOIHS (+KIEeTOYHAs
KYJBTYpa). b
3
Kanobw u anammnes A
Beaymmm mnposiBienrneM 6ojesan y gered ¢ IIIJ[ sSBISIOTCS dYacThle BOCHATHTENLHBIE
3a00JIeBaHMsI BEPXHUX U HUKHUX JIBIXATENBHBIX IyTEH, KOTOPHIE PETUCTPHPYIOTCA Y JOCTATOYHO
GOJIBIION KOTOPTHI JIeTel, 0COOEHHO B paHHeM Bo3pacte. OIHAKO, OCBEIOMIIEHHOCTh Bpauei o
LT xpaifHe HEBBICOKA, B CBSI3H C YEM JTHACHOCTHKA JAHHOM NATOJOTHH B OOJIBIIMHCTBE cnyqaeB
HECBOCBPEMEHHA. v

CornacHo aHHBIM 3apy0eXXHBIX UCCIETOBAHUM CpeIHUH BO3pACT YCTAHOBIICHHUS Jmarnoaa HIUI
B cTpaHax 3ananHoii 1 BocTounoit EBponsl cocTaBuser 5,3 €T, M 3TOM IIPU HAJIWYHMH Situs
inversus aWarHo3 ycraHaBiMBaeTcs pasbiie (3,5 roma), uem 6e3 oOpaTHOro pPacIOOXKECHHS
BHYTpeHHUX opranoB (5.8 net). [To HammuM maHHbM, B Poccuu BO3pacT yCTaHOBIIEHHS THArHO3a
[T y nereii ¢ oOpaTHBIM paclOJIOKEHHEM OpraHOB INPHOIM3HTENBHO COOTBETCTBYET
€BpOIIEHCKON ¥ COOTBETCTBYET 4 rofam, Toraa kak auarnoctuka [11[J] y manueHToB 6€3 qitus
inversus pou3BoIUTCS M03%ke (7,6 1er).
ITpu cbope anamHe3a cnenyeT oOpaTUTh BHUMAaHUE Ha TUITHYHBIEC KIMHUYECKUE NIPOSBICHHS |
[TLJT: noast 5TUX OONMBHBIX XapaKTEPHBI TOPIHIHBIEC K TEPAITii PUHUATHI IIPAKTHUECKH C POXKACHUS,
HHGOEKITNH HIKHAX JBIXaTeNbHBIX MyTEeH, COIIPOBOXKIAIONIMECS XPOHUUYECKUM KallllleM, HEPEIKO
y)Xe€ B HEOHATAILHOM TIEPHOJIC WM PEIMJIUBHPYIOIKE OPOHXUTHI B PAaHHEM BO3pPAaCTE. Kpowme
TOTO, Y MHOTUX OOJIBHBIX OTMEYAIOTCS PEIUANBHPYIONINE YKCCYJATUBHBIE OTUTHI CO CHHKCHHEM
ciyXa. -
Coueranne XpOHUYECKOTO (PELHIMBUPYIOIIETO) CHHYCHTA ¢ XPOHHYECKUAM (PELMIUBHPYIOIIHM )
OpOHXUTOM SIBJISIETCSI OCHOBaHHEM [UIs yriybOieHHoro obcnenoBaHus pebenka. B ceMelHOM
aHaMHe3e WHOT/IA YAaeTCs OOHAPYKHUTH CIIydand MY>KCKOTO GeCIionusl, XpPOHHUECKHX OPOHXHUTOB
WIA CHHYCHTOB, aHOMaJbHOE PAaCIIONOKeHHe BHYTPEHHHX OpraHoB, Hepemku ciydad [T y
cubCoB.

Dusuxanvroe obcredosarue 2
OO6mmii OCMOTP MOJAPa3’yMeBaeT OIEHKY OOLIEro (U3UYECKOro COCTOSIHHS, (QH3MYECKOrO
pa3BUTHs peOCHKa, TMOJCYET YacTOTHI JBIXaHHUS, CEPJEYHBIX COKPALICHHH, OCMOTP BEPXHHX
JIBIXaTEJIBHBIX ITyTEH U 3€Ba, OCMOTP, NMaJbIAIMIO U IEPKYCCUIO TPYJHON KIIETKHU, aYCKYJIbLTAIlHIO
JIETKUX, MAIBIAIHIO )KUBOTA.

IMposinenus III[J] 3HAYMTENFHO BapbUPYIOT B CBSI3H C BHIPQKEHHOW TI'€HETHYECKOH
HEOOJHOPOAHOCTBIO. v

B anTenaranbHOM neprosie MOXKHO OOHAPYKUTHh OOpaTHOE PacloIOKEHUE BHYTPEHHUX opranon
(situs inversus) WM TreTepoTakchio (situs ambiguos) mpumepHo B 40-50% ciydaes, pexe -
1epeOpabHyI0 BEHTPUKYJIOMErannio 1o naHEeiM Y3W. V nereii ¢ rerepoTakcuedl oTMedaeTcs
HETIOJTHOe aHOMAaJIbHOE PAcIoJI0KeHHe BHYTPEHHUX OPraHOB (IEKCTPOracTpHus, JIEKCTPOKapIus,



AHOMAJIbHO PAacIlOJIOKEHHAas NEYeHb), MHOTIa B COUETAHHM ¢ BPOXICHHBIMU IIOPOKaMH CEpAua.
OmnwucaHbl ClTyYau TOJTUCIUICHHH, aCTUICHHH, THITOTIIa3 MU IO KETy JOYHOM JKeje3bl, MaJlbpOTalluH
KHAIICYHHKA. o

B mepumozse HOBOpOXAEHHOCTH: Gonee deM y 75% IOHOIIEHHBIX HOBOpOxaAeHHBIX ¢ [ILU]
pa3BUBAETCS PECIIUPATOPHBIA JUCTPECC-CHHAPOM C IOTPEOHOCTHIO B KHcnopozae oT 1 aus jgo 1
Hezed. XapaKTepHbl TOPIHIHBIE K TEpAlMyd PUHUTHI IPAKTUYECKH C IIEPBOTO JIHS KU3HH. Pe):uco
BHYTPEHHSIS THIpoIiedamsi.

B crapiiieM Bo3pacTe: epCHCTHPYIONIHE PHHHATHI, XPOHHYECKUE CUHYCHTHI, Ha3aIbHBIA MOJTUII03.
XPpOHUYECKHH MPOIYKTHBHBIM Kalllelh ¢ THOWHOM WM CIM3UCTO-THOMHOM MOKDOTOH, MOTYT
HAOJIFOIAThCS PEMIMBUPYIOIIHE OPOHXHTEHI, THEBMOHUH MM aTeleKTa3bl. Y 4acTH JAeTeR
obnapyxuBatorcss Oporxodktaszel (b3J). Ilpm ayckynbramud B JIETKHX BBICIYIIHBAIOT
pa3HOKamMOepHbIe BIAXXHBIE XPHUIIbI, KaK IIPaBUJIO, IBYCTOPOHHEH JOKAIH3aIMH, Y HEKOTOPBIX
JieTel - Cyxue CBUCTSIINE XpUIlbl Ha (GOHE YITMHEHHOIO BBIIOXA. oy
XapakTepHbl TakXK€ OTHTHI C BBHIIOTOM JXHAKOCTH B IIOJOCTh CPEIHEro yxa M KOHIYKTHBHOM
TYTOYXOCTBIO.

B 1m10apocTKOBOM TIEPHOJIE: KIMHUYECKUE POSBIIEHHS, OMCaHHbIe BhIe. Yarne BcTpeyatotcs b2
Y Ha3aJbHBIA MMOJIUIIO3.

Ilpy BBIp@XEHHOM THKECTH TEUEHHUS MOTYT OTMEYAThCS KOCBEHHBIE NMPU3HAKM XPOHHYECKOH
THIIOKCHH: e(hOpMaITHsi KOHIIEBBIX (paTaHT MaIBIEB 110 TUILY «OapabaHHBIX NAIBIEB) U Horrex_smx
TUTACTHHOK IO THITY «9aCOBBIX CTEKOJD). o

Jlabopamopnas ouaznocmuka - MAKPOOHOJOTHYECKOe HCCIeNOBaHUE (IIOCEB) MOKPOTHI MM
TpaxeaJbHOTO aclupara B Mepuoj 000CTpeHHs 3ab0ieBaHus (Ui HACHTH(OUKAIMU MHKpOGHLIx
MATOT€HOB M OTIPEJICTICHUS HX YYBCTBHTEIBHOCTH K AaHTHOMOTHKAM ).

Hnuempymenmanvuas ouaznocmuxa

- KT opranos rpyaHo# monocTH, pentresorpadgus umu KT mpuoatounsix masyx Hoca - Gy
YTOYHEHUs 00beMa MopakeHus OPOHXHATBHOTO A€pPeBa U JUHAMHYECKOTO KOHTPOJIS.

B nocnexnue ronsl kak ansrepHatuBa KT paccmarpuBaetcs MPT opraHoB rpyaHON MOJOCTH,
0COOEHHO 111 MOHUTOPUPOBAHHS COCTOSIHHS JIETKHUX, TaK KaK UCCICIOBAHUE HE HECET JIy4EBYIO
HarpysKy. '

- BccaenoBanus GYHKIUY BHeIHero apixanus (OBJI).

[TpoBeneHue ciupoMeTpHH BO3MOXKHO y JIETeH ¢ 6, a B psjie ClIy4aeB U B 4-5 JIET, B TOM cnyqae,
€CJIi MAIHeHT MOXET BBITOJIHHTh MaHeBp (OPCHPOBAHHOTO BHIIOXA, y JAeTed Miaame 6 'ner
MOXHO Hcnonb3oBath Tidal-test. TIpu cimpoMeTpHYecKOM HCCIIENOBAHUM CIIEIYET MPOBOAMTH
npo0y ¢ OPOHXOJIMTHYECKUM IIpenapaToM, T.K. y psna aeted ¢ IILJ] oxHuM M3 KOMIIOHEHTOB
naroreHe3a OpOHXHaIbHON OOCTPYKIIMM MOKET OBITh OpoHxOCmasM. ¥ AeTei ¢ 6 JIeT BO3MOXKHO
nposesienre Oomumuetuamorpaduu. Ilpm  uccnenoBanuu OBJI: Hambonee xapakTepHBI
OOCTPYKTUBHBIE, PeXe — KOMOHHMPOBAHHBIE HApYLIEHHS BEHTHIIIMH, Yy YacTH OOIBHBIX
napametpsl ®BJ] octatorcs HopManbHEIMHA. OOCTpYKIUS y psifia AMEHTOB HOCUT 06paTPH\‘1Hﬁ
MM YaCTUYHO OOpaTHMBIN XapakTep: mpoba ¢ GPOHXOIUTHKOM HoNoxkuTensHa y 50%.

- MiCCTIeI0OBaHKe Ta30B KPOBHU W/HITH CaTypaliy (JUis MOATBEPKACHHUS/ HCKITIOUEHHUS] THTIOKCEMHEH).
- [MarHocTHYecKas ~ W/uiM  JiedeOHas ~ TpaxeoOpOHXOCKOmHs (UL IIOJTyYeHHS
OPOHX0ATBBEOJISIPHOTO JIABAXA C LEbI0 HACHTHGHUKAIMA MEKPOOHOTO BO3OYANTES, & TAKKE JIIst




8

IPOBEJICHHs OHOINCHM CIIM3MCTOM 000J0YKH OpoHXa Ui IOCHemyromeil cBeToBod (a30Bo-
KOHTPACTHOM U 3JIEKTPOHHOM MHUKPOCKOIIHH ). .

- ICCIIeIoBaHMe OHONTAaTa CITM3UCTOH 000I0UKH HOCA (M1 H3YYEHHs IATTepHa OMCHNUsT PECHAYEK
MEpIATENLHOTO SITHTEHS).

- Ox0KI (715t HCKITFOUESHHSI/ IO ATBEPIKICHUS aHOMAJTHH CTPOEHHS CEP/NA, JIETOYHOR rHHepTeH;;,Im
U GOpPMHPOBAHUS JIETOYHOTO CEPALA).

- QYINOJIOTHYECKHE TECTHI (11 MOHUTOPHPOBAHHSI COCTOSHHUS CIIyXOBOH (DYHKIIHH).

MuddepeHnnaibHbIi JHATHO3
JubdepeHnmanbHO-IMarHOCTUYECKHA ~ MMOMCK  BKIIOYAeT:  MYKOBHUCIHMIO3,  IEPBUYHBIC
AMMYHOIeDHUIUTHBIE COCTOSHHUS, BPOXICHHbIE aHOMAINH CTPOCHUS OPOHXMAJILHOIO JEpeBa,
OpOHXO03KTa3bl JIPyroro MPOUCXOXIEHUs, OpOHXHaTbHAas acTMa, psll BPOKIECHHBIX aHOMa;)inﬁ
CEepJICYHO-COCYTUCTON CUCTEMBI: TPAHCIIO3UIIUS MAarUCTPATBHBIX COCYOB M T.II. '
[lunuapHass TUCHYHKIUS MOXKET TakKe OBITh NPUYMHOM [PYrMX COCTOSHHM, TaKMX Kak:
TOJIMKUCTO3 TI€YEHH W/WIIM TI0YeK, aTpPe3Wsl JKENYHBIX IyTeH, PETHHONATHS, KOTOpbIE MOIYT
mpoTeKaTh 6e3 pecIMpaTOPHBIX MPOSIBICHUH W HEPEAKO PACIECHUBAIOTCS KaK CaMOCTOSTENIbHBIC
reHetuyeckue cuHIpoMel (Cennopa-Jlykena, Anscrpéma, bapner-bums).

Jleuenue o
OCHOBHBIMH ~IENSSMH TEpPalHH  SBISETCS MAaKCHMAIbHO BO3MOXHOE MpeIylpexIeHHe
NPOrPECCHPOBAHMS M/WIM pa3sBHTHS OpPOHXO3KTa30B M BOCCTAHOBICHHE / COXPaHOHHE

HOPMAJILHOM JIETOYHOM (YHKIIMH, @ TAK)KE€ HOCOBOTO JIBIXAHHUS H ClIyXa.

Koncepeamuenoe neuenue

- HUCIOJB30BAHHE PA3IUYHBIX METOJIUK, CIIOCOOCTBYIOIMMX OYHUCTKE [BIXATEIbHBIX ny:cﬁ.
Kune3urtepanus siBIs€TCSI OCHOBHBIM JIe4eOHO-peabHIMTAlIHOHHBIM MEPOIIPHATHEM JIJIA JIETEH C
310018

- IPOMBIBAaHHE HOCOBBIX XOJOB THIEPTOHHYECKAM pPAaCTBOPOM HATpHs XJIOpHIA, IIPUMEHEHHE
Ha3aJIbHOT'O JIyIa.

- anTHOaKTepUaIbHAs Teparnus pu 000CTPEHUH XPOHUYECKOT0 OPOHX0IErOUYHOr0 MPOoIecta, IpH
00OCTPEHHSIX CHHYCHUTA, B CIIydae OTCYTCTBHUS 3G (PEeKTa OT HPPUTALHOHHOTO JICYEHHMS. ‘
[IpenmapaTbl B COOTBETCTBHH C YyBCTBHTEIBHOCTHIO BBIIENCHHOH MHKpPOQIOpH Ha3HA4alT B
MaKCHMaJIBHO JOMYCTUMBIX (IUIsl JAHHOTO BO3pacTa) A03ax M HCIOJB3YIOT IapEHTEPABHO b
BHYTPb (B 3aBUCHUMOCTH OT COCTOSIHUS TAllMEHTA), TAKXKE UCIIONB3YyEeTCs CTYNEHYATBIA METOL
BBeJleHus. JTMTEIbHOCTE Kypca jtedenus oT 1 10 3 nenens. [1pu BoiceBe Pseudomonas aeruginosa
Tepamus MPOBOAUTCS AaHATOTHYHO MPOTOKOJIAM JIeYEHHUs OOJIBHBIX MYKOBHCIIMIO30M.
[Ipemaparom BbIOOpa, B OOJBIIMHCTBE CIy4yaeB, SBISETCS aMOKcnunnnHHﬂ(naByhéHoBax
KHCJIOTa, MOTYT OBITh UCIIOIB30BaHbI 1e()aTOCTIOPUHEI 2, 3 TOKOJIEHHS.

- MHTaBIHOHHAs OpOHXOCIA3MONUTHYeCKas Tepanus (Mmparponus OpoMmua+deHoTepon,
caib0yTamoJ1, caMeTeposa, (GOpMOTEPOIT) MPH HATHIMHA OPOHX00OCTPYKTHBHOTO CHHAPOMA.

Xupypzuueckoe neuenue

- ONIEPAaTHBHOE JIEYEHNE HIKHUX JbIXaTeIbHBIX ITyTeH PEKOMEHIYETCs KpalHE PENKO.

- TIOJTAIIPKTOMHIO ITPOBOJIAT TOJIBKO B CIIydasix TSDKEIIOH Ha3albHOKH 0OCTPYKIIMH (XMPYPrHHECKOE
BMEIIATENHCTBO UMEET JIMIIb BpEMEHHBIN 3G (eKT, Tak kak moaunsl y nanuentos ¢ I 6sicTpo

sy

t:



pelUIMBAPYIOT. Tepanus TONMYECKMMHM HWHTPAHA3aJIbHBIMH CTEPOMIAMH MOXET OBITH
PEKOMEH/I0OBaHa MAIMEHTaM C COMMYTCTBYIOIIUM aJIJIEPTHYECKAM PUHUTOM).

- IpH YacTOM OOOCTPEHHH XPOHHYECKOTO CHHYCHTAa PEKOMEHIYETCS pacCMOTPETH BONPOC O
IIPOBEJICHUH OTIEPAIUH C LEINBI0 YIYYIICHUS adpalliy U ApeHaXka apaHa3albHbIX CHHYCOB. g
IIpoduaaxkTuka u AucnaHcepHoe HAOMIOIEHHE

Llpodhunaxmuxa

I'eHeTHYEeCKOE KOHCYIbTHPOBaHHE poauTesei aeredt ¢ [I1[J] npu miaHMpoOBaHHH MOCIEAYIOMIHUX
OepeMEeHHOCTEH C 11eJTbI0 MUHEUMHU3AI[HH PHCKa POXKIeHHs O0JBHOTO pebeHKa.

Jlns yaydineHHss OOIIEr0 COCTOSHMS MAIMEHTAa CIeNyeT COOMI0AaTh Mephl IpOQUIaKTHKH
obocTpeHuid, a 1e4yeOHbIE MEPONPUATHS JODKHBI IPOBOAUTHCS KOMIUIEKCHO H B IIOJTHOM OGB?MG
BKITIOYATh PETYJISIPHBIE KYPChI peabuIuTalluH.

Baknunarus y namientoB ¢ 11/ mpoBoauTcs B COOTBETCTBUM ¢ HalMoHaIbHBIM KaJleHAapeM
IIPUBMBOK. PeKOMeH IyeTcs TaK)KE aKTUBHAS KMMYHM3aIKsl IPOTHB THEBMOKOKKA ¥ FeMO(GHIbHOH
HHQEKITUH, a TAK)Ke eKEeroJHas BAKIMHAIIMS OT TPHIIIA.

Beoenue nayuenmos

[lepBruHast THarHOCTUKa ¥ MOAOOD TEPAIIMK OCYIIECTBIIAETCS B YCIOBHAX cneuuanmnposamégro
MYJEMOHOJIOTHYECKOTO CTaIl[MOHApa WM OTACIEHHS B pedepeHCHbIX (elepallbHbIX IEHTPax
(MaIMEHTHI C HETSHKEBIM TEYEHHEM, OCOOEHHO IPH KATAMHECTHIECKOM HaOIIOIEHUH MOTYT GhITh
TOCIUTAIM3UPOBAHEI B THEBHOM CTAI[MOHAp), BEICHUE MAllUEHTOB COBMECTHO CO CIIELHAIUCTOM
OTOPHHOJIAPUHTOJIOTOM H, MO MOKa3aHHUsAM, C CYpAOJIOrOM, IPH HAIMYMU ITPU3HAKOB JIEFOYHOH
TUIEPTEH3HH — C JIETCKUM KaproioroM. Cpok npeOhIBaHus B CPEIHEM MOXKET COCTaBHTh 14-21
JIeHb. ‘
B amMOynaTopHO-MIOMHKIIHHUYIECKUX YUPEXKISHUAX IpH nogo3peHud Ha [1L1J] ysacTkoBbIE deim—
HeIMaTphbl HAIPaBJSIOT OOIBHBIX Ha KOHCYJIBTALUIO K Bpady-I1yJIbMOHOJIOTY.

YactoTa BU3WTOB MAlMEHTAa C IEPBHYHOM ITMJIMAPHOW [UCKUHE3MEH YCTaHaBIMBACTCH
WHIWBHIYATbHO B 3aBHCHMOCTH OT TSDKECTH TE€4YEeHHS. B CpeHEM KOHTPOJBLHBIE OCMOTPBI
nanenToB ¢ I11[J] J10DKHBI MPOBOAUTECS He pexe 1 pasa B rof (IO MOKa3aHWSAM - dame), ¢
exerogusiM HccienoBanueM DBJI, carypanmu, 39xo-KI' ¢ gommiaepoBCKHM aHATH30M H
nepuoueckum KouTposieM KT opraHos rpyaHoit mosoctd (B cpenHeM 1 pas B 2 roza).

3ak/0uenune

[TepBruHas [UIHAPHAS JUCKHHE3US OTHOCUTCS K opdaHHBIM 3a001eBaHUAM. CUMITOMBI JAHHOH
[IaToOJIOTHHA BapbHPYIOT, 4YTO 06ycn013neH0 reHEeTHYECKON HEOOHOPOAHOCTBIO 3a00JIeBaHus.
PacnipoctpaneHHOe HposiBiieHHe OOJIE3HH y OeTedl — 4YacThle BOCHAIMTENbHBIE 3a00/eBaHUs
BEPXHHX W HIDKHHX JAbIxaTelbHbIX myTei. Kmaccuueckoi ¢opmoi IILIJ] sBnsgercs cCHHAPOM
3uBepra-KaprareHepa, KOTOpbI BKIIO4aeT B cebsi OOpaTHOE pacIoJIOXKEHHE BHyTpeHHHX
OpraHoB, XpOHHYECKHE OPOHX0IKTA3b], THIOILIA3HIO MTa3yX HOCA UIIM CUHYCHT. F
ITporHno3 3aBUCHT OT 0OBbeMa U XapaKTepa HOPAKEHUS JETKUX U, KaK IPABUIIO, IIPH MPABUIBHOM
CHCTEMATHYECKOM JIEYeHHH H PEryJSIPHOM IIPOBEICHUH DPEeabMIUTAIMOHHBIX MEPONPUSTHA
OTHOCHTEJIBHO 0J1aronpUsTHBIN.

JI7st B3pOCTIBIX MAIMEHTOB MYXKCKOTO IOJIa XapaKTepHa CHUXKEHHas (QEepTUIBLHOCTh Bcnencmne
HEI0CTaTOYHOCTH (OTCYTCTBHS) MOIBMXKHOCTH CHEPMATO30HMI0B. JKEHIIUHEI MOTyT obnajgarh
HOPMaJIBHOW (EepPTHIBHOCTBIO, OJHAKO B HEKOTOPHIX CIydYasX CIOCOOHOCTH K neTopomelfino
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CHH)KEHA, TIPH 3TOM BEPOSTHOCTH Pa3BHTHS BHEMATOYHOH OepeMeHHOCTH 6oiee BBICOKA, 11O
CPaBHEHHIO CO CPETHUMH 3HAYCHUSAMH B TIOMYJIAIIUH.

Henocrarounast 0CBEOMIICHHOCTh Bpaueil MEPBHYHOTO 3BEHA O JaHHOH HO30JIOTHU npnmm}xr K
HECBOEBPEMEHHOM IIOCTAHOBKE J[MAarHo3a, 4Yr0 B JaJbHEHIIEM CII0COOCTBYET BBICOKOH
WHBAJIMIA3AIMH TalHEHTOB.
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