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MOTHUBAIIMOHHASA XAPAKTEPUCTHUKA TEMBI

Tembl 3ansaTuii: «HacnencrBeHHble XpOHUUECKHE Hecnenuduueckue 3a-
6oneBanus nerkux. [lopoku pazButus nerkux». «MuTepcTHIManbHbIe 0071€3HN
nerkux. KilmHuka, IMarHoCTUKa, ICYCHUE.

JlaHHBIE TEMBI paccMaTpUBaIOTCA B pamkax Iukia «llynbMoHOIOrmMs
JIETCKOTO BO3pacTa» Jyisi CyOOpAMHATOPOB-TIEANATPOB.

OO0mee Bpems 3ansaTuii: 14 u.

[Topoku pa3BuUTHS U HACJIEACTBEHHbIC O0JIC3HU JIETKUX SIBJISIOTCS BAXKHOM
MPUYMHOMN 3aTsDKHBIX W XPOHUYECKUX OpOHXOJIETOYHBIX 3a00JIEBaHUM, UMEIO-
IIUX Yallle BCETr0 TSKEI0e, PE3UCTEHTHOE K OObIYHOM Tepanuu TeueHue. [lep-
BbI€ CUMIITOMBI MOSIBIISIFOTCS, KaK TIPABUJIO, B MEPBbIEC TObI WIIH JAXKE JHU KU3-
HU. PaHHsS MuarHocTrKa Mo3BOJISET CBOCBPEMEHHO HA3HAYUTH MPOQIIIaKTHIE-
CKHE U JIeueOHbIE MEPOTIPHUATHS, 00ECTICUNBAIOIINE XOPOIIIEe KaYeCTBO KU3HH,
¢bu3nYecKoe pa3BUTHE, a IPU TOPOKAX PA3BUTHS — HANPABUTH peOCHKA Ha XH-
PYPTHYECKYIO KOPPEKLHUIO U CIACTU EMY KU3Hb.

HuTepcTunnanbabie 00JIE3HH JIETKUX, B TOM YHUCIIE MMOPAKEHUS] OPraHOB
npixanus npu auddy3aeix 6ose3Hsx coenuautenbHol Tkanu (JIBCT) u Backy-
JUTax y JAeTeH, CloXHas U Majio u3ydeHHas mpobiema. KomnuecTBo Takux
OOJIBHBIX C KaXIbIM T'OJIOM YBEJIIMUUBAETCSA M U3YYEHHUE ATOTO BOMPOCAa — OJIHO
W3 MPUOPUTETHBIX HAIPABJIECHUNA COBPEMEHHOM MYJbMOHOJOTMH. HTEpCTHULIN-
aJbHbIE 0O0JIE3HU JIETKUX UMEIOT TSDKEJIOe MPOTrpecCUpYIOllee TeUCHUE, Pa3BU-
BAIOTCSl y JAETEW C HACIEICTBEHHOW MpeapacnonokeHHOCThI0. JIbCT — Tske-
JIbI€ MBAMIU3UPYIONINE 3a00JICBaHMsI, MMOPAKEHUS JIETKUX TPU ATOM MATOJIO-
MU — MapKep BBICOKOM aKTUBHOCTH W Iporpeccupyromiero reuenus. C npyrou
ctoponsl, y nereid IBCT u BackynuThl MOTYT MaHU(DECTUPOBATH WHTEPCTHUIIH-
aJIbHBIMU JIETOYHBIMH TOPAXKECHUSIMU C TOCJIEIYIOIIUM Pa3BUTUEM TUIUYHBIX
KJIMHAYECKUX CHUMIITOMOB. 3HaHHE MPOOJIeMbl MHTEPCTUIUATBHBIX OOJIE3HEH
JIETKUX TIO3BOJIUT CBOEBPEMEHHO BBISBIISITH TAKUX MAI[UEHTOB, MPABUIBLHO Op-
TraHW30BBIBATh UX 00CIICIOBAHUE U JICUCHHE.

Heab 3aHATHI. HAYYUTHCS TUATHOCTUPOBATH MO KIMHUKO-1ab0OpaTop-
HBIM M PEHTT€HOJIOTUYECKUM IPU3HAKAM IMOPOKHU Pa3BUTHS U HACIECICTBCHHbBIC
00JIe3HU JIETKUX Yy JIETEeH, a TaKkKe Pa3IuyHble MHTEPCTUIIMATIbHBIC MTOPaKEHUs
JIETKUX; OMPEAENATh AITOPUTM IUATHOCTUKU W JICYEHHs, BKIIIOYAsi CBOEBpE-
MEHHOE HAIlPaBJICHUE HA XUPYPrUYECKOE JIEYEHUE; COCTABIATH MPOTPAMMBI
npodUIaKTUKA 000CTPEHUN U MPOrpecCUpoBaHus 3a00jeBaHul, peaduauTalu-
OHHBIX MEPOIPUATHI.

3agaum 3ausaTui. CTyJCHT J0JDKEH U3YUYHUTh.

- KJIMHUYECKHE MPU3HAKU HAanOoJiee YaCThIX TOPOKOB Pa3BUTHS OPOHXO-
JIETOYHOW CUCTEMBI Y JIETEW;

- TeHeTuyeckue AedeKThl, MaTOreHe3 MOPAXKEHUs JIETKUX MPU HEKOTO-
pBIX HACJIEACTBEHHBIX 3a00JIeBaHUSAX, a TAaKXKE XapaKTepHbIe KIWHUKO-
71a00paTOPHBIE U PEHTTEHOJOTHUECKHUE CUMIITOMBI,
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- TIATOr€HEe3 MHTEPCTUIUMATIBHBIX TOPAKEHUM JIETKUX, OCOOEHHOCTHU
KJIIMHUKH, TA00paTOPHBIC U PEHTICHOJOTHYECKUE N3MCHCHUS

- W3MEHEHHUs JabOpaTOPHBIX W PEHTICHOJIOTMYCCKUX JIaHHBIX, BO3HH-
Kalolllie MPU BOBJICUEHUHU JIETKUX B CUCTEMHBIA MMMYHOIATOJOTUUECKUH TPo-
1ecc.

CTyZIeHT JOJKEH HayYUThCS:

- JMarHoCTHPOBATh MOPOKHU IO JAHHBIM PEHTTEHOJIOTHYECKOro oOcie-
JIOBAHHUS JICTKHX,

- KOMIUICKCHO OIICHUBAaTh COCTOSHHE OOJILHOTO C IOPOKOM Pa3BUTHUS
OpOHXOJICTOYHOM CHCTEMBI, IOTPEOHOCTH B HEOTJIOKHOM ITOMOIIH, ITOKa3aHUs K
XUPYPrU4ECKOMY JICUEHUIO;

- Ha OCHOBAaHWM IOJYYCHHBIX JIAHHBIX MPABWIHHO OMPENENATh HACE-
CTBEHHYIO JICTOYHYIO IMATOJIOTHIO, COCTABJIATH IUIAH HAOJIOJACHUS W JICUCHUS
MalueHTa, NpoPUIaKTUYECKUX U peaOUINTAIIMOHHBIX MEPOTIPUSITHH;

- II0 KJIMHUYECKUM CHMIITOMAM BBISBIIATH MOPAKEHUS JIETKUX y 0O0JIb-
HbIX ¢ JIBCT u BacKkynuTamMu Ha paHHUX CTaJUsIX;

- COCTaBIIATH IJIaH HAOJIOICHUS M JICUCHHUS OOJBHBIX C HHTEPCTUIIHAIID-
HBIMU 0O0JIC3HSMM JIETKUX B TIEPUOJI Pa3BEPHYTHIX MPOSBICHUN U PEMUCCHUH;

- TIPaBWIbHO Ha3HA4aTh peaOUIUTAIIMOHHBIC U MPO(PUIAKTHYECKUE MEPO-
MIPUSITHSL TALIUEHTAM C Pa3IMUYHbBIMU UHTEPCTUIIMAILHBIMU O0JIC3HSIMU JIETKUX.

TpeGoBaHuss K HCXOAHOMY YPOBHIO 3HaHuWii. J[ns1 Gonee rirybokoro
W3Y4YEHUSI TeEM HE0OXO0IMMO MOBTOPUTH CIEAYIOIINM MaTepral:

- THCTOJIOTHS, ITUTOJIOTHS, SMOPHOJIOTHS. dIMOPHOreHe3 HIKHUX JIbIXa-
TEJIbHBIX MYyTEH, CTaIUU PAa3BUTHUSA JIETKUX, CTPOCHUE BO3yXOMPOBOISIIMNX ITy-
TeW U UHTEPCTUIUS JIETKHX;

- MHUKPOOHOJIOTHS, BUPYCOJOTHS, UMMYHOJIOTHSI: OCHOBHBIE IMaTOTCHBI,
BBI3BIBAIOIINE XPOHUUECKHE OpPOHXOJErouHble 00JIE3HU, XapaKTEPUCTHUKA pe-
CIIUPATOPHBIX BUPYCOB, UMMYHHAsI 3alllUTa OPTraHOB JbIXaHUS OT OaKTepualb-
HBIX U BUPYCHBIX MATOT€HOB, OCHOBHBIE HMMYHONIATOJIOTUYECKUE PEAKIIUH;

- HOpMasbHas (pu3HOIOTHS. (PU3HOJIOTHS BHEIIHETO JbIXaHUs, aJIbBEO-
JipHAsE BEHTUJIAIMS, JISTOYHBIN KPOBOTOK, BEHTUJISIIIMOHHO-TIEP(Y3HOHHBIC OT-
HoteHust, Tuddy3ust ra30B B JETKUX;

- TIpPOMEACBTHMKA JCTCKUX OO0JIe3HEH. aHaTOMO-(U3HOJIOTHYECKUE U
(yHKIIMOHATBHBIE OCOOCHHOCTH OPraHOB JIbIXaHUS Yy JETEil, MeToJauKa ooOcie-
JIOBaHUS JIETKUX Y JETeH, CEMUOTHKA MTOPAKEHUSI OPTaHOB JIBIXaHUS;

- marojoruyeckas (pU3MOJIOTHSA. HEJOCTATOYHOCThH JIbIXaHWSs, HapyIlle-
HUS aJIbBEOJIIPHOM BEHTWISLIUM, HAPYLICHUS JIETOYHOIO KPOBOTOKA, HapyIlle-
Hus T y3uH Ta30B B JICTKUX, BIUSHUE HEAOCTATOUYHOCTH BHEITHETO JIBIXaHUS
Ha OpraHu3M,;

- MaTOJIOTUYECKass aHATOMHUS. IMATOJIOTHYECKas aHaTOMUS IOPOKOB pas-
BUTHS JICTKUX, HACJIEJICTBEHHBIX 0OJIE3HEH C MOPaKEHHEM JIETKUX, UHTEPCTHU-
[UAIBHBIX JIETOYHEIX 3a00JIEBaHUM,



- (¢apmakonorus. KiraccupuKanus W MEXaHHW3M JCHCTBHUS TPENapaToB,
BIIUSIONMIMX HAa OPOHXUATBHYIO MPOXOJUMOCTh, aHTHOAKTEPHAIIbHBIX, IIPOTHBO-
BOCIIAJIUTENIBHBIX TPEapaToB,;

- JeTckue OOJIe3HU: ITUOJIOTHSI, MAaTOTeHe3, KIMHUKA, JUArHOCTHUKA U
neyenue [IbCT n cucTeMHBIX BaCKyJIUTOB.

KoHTpo/IbHBIE BONPOCHI U3 CMEKHBIX TMCIMUILINH:

1. Kak ycTpoeHbI BO3yXOMPOBOISIINE U Ta3000MEHHBIC OTACIIBI JICTKUX ?

2. Ctaguu pa3BUTHS JICTKHX.

3. Kakne mopoku BO3MOKHBEI TIpH HapyIIeHUH (HOPMHUPOBAHHUS JIETKHX B
3aBUCUMOCTH OT CTaJNH Pa3BUTHUS?

4. Kak ocymiecTBisieTcs ra3000MEH B JIETKUX ?

5. Kakue natodusnoniornyeckie Mpu3HAKU XapaKkTEPHBI MPU HAPYIICHUH
(hYHKITUU BHEIITHETO JbIXaHUS ?

6. Kakue cuMnTomMbl XapakTepHBI JUIsl IbIXaTebHON HEAOCTaTOYHOCTH ?

7. Kakue BUIIBI IbIXaTEIbHON HEIOCTATOYHOCTH PA3IUYaroT B 3aBUCHUMO-
CTH OT TTaTOTE€HEe3a U CTCTICHU TSHKCCTH ?

8. Kakue mMopdoornueckue MprU3HAKKA XapaKTEPHBI 71 IOPOKOB Pa3BH-
THS JIETKUX, HACJICJICTBCHHBIX OOJIC3HEH ¢ MOpa)KCHUEM JIETKUX, HHTCPCTHUITU-
aNbHBIX 00JIC3HEH JICTKUX ?

9. KakoB MexaHu3M JCHCTBHUS TPETAapaToB, YIIYUIIAIOIINX OPOHXHATBHYIO
MIPOXOAUMOCTD, TIPOTUBOBOCTIAIUTEIBHBIX U AHTHOAKTEPHAIILHBIX CPEICTB?

10. Kakuie OCHOBHbIE MPUHITUIIBI PECTIMPATOPHON MOJICPKKUA Y JETeH ¢
JIBIXaTEIHHONU HEIOCTATOYHOCTHIO ?

KoHTpoJibHBIE BONIPOCHI 10 TEMaM 3aHATHM:

1. Hapymienus smOpuoreHe3a Kak oCHOBa (pOpPMHUPOBAHHS MOPOKOB pa3-
BUTHSI OPOHXOB U JICTKHX.

2. Knaccudukaiysi TOpOKOB pa3BUTHUS JIETKUX.

3. KnuHrka W JauarHocTMKa TIOPOKOB, CBSI3aHHBIX C HEIOPa3BUTHEM
OpOHXOJIETOYHBIX CTPYKTYp (arcHe3us, aria3us, THITOILIA3Hs JISTKUX).

4. KnuHuKa ¥ TUAarHOCTHKA MOPOKOB PAa3BUTHUS CTEHKH Tpaxed W OpOH-
XOB (OrpaHUYCHHBIC U PACIIPOCTPAHEHHBIC BUJIBI TIOPOKOB).

5. KnuHnka 1 AMarHoCTHUKa KUCT M CEKBECTPAITUH JICTKHX.

6. Knuanka u AuarHoCcTHKa MOPOKOB Pa3BUTHS JIETOYHBIX COCYIOB.

7. IIpyHIIATIBI TEPAITUK TOPOKOB PA3BUTHS JIETOYHBIX CTPYKTYP.

8. HacnencrBennsie Hecnienmupruueckue OOJIC3HU JICTKUX . MEPBUYHAS IT1-
TuapHas AUCKUHE3us, cuHApoM KaprareHnepa, HaclieCTBEHHbIN JEQUITUT ajlb-
¢a-1-antutpuncuna (A-1-AT) — KJIMHHKA, TUAaTHOCTHKA, JICUCHHE.

9. IlepBHuuHbIE UHTEPCTUIIMATIBHBIE OOJIE3HH JIETKUX: MHTEPCTUITUATHHBIN
MyJIbMOHUT, aJbBEOJISIPHBIA MPOTEUHO3, abBEOJSIPHBIA MHUKPOJIUTHA3, JIETOY-
HBIN reMocuepo3, cuHapoM ['yanacuepa — KIMHUKA, JUATHOCTUKA, JICYCHHE.

10. BropuuHble MHTEpCTULIUATIbHBIE OOJIE3HU JIETKUX: TOpPaKCHHE JIer-
kux npu JJBCT (CKB, roBenunbHbIN peBmatouaabiii aptput (FOPA), nepmaro-
MHO3UT, CHCTEMHAs CKJICpOaePMHs, MOIMMHUO3UT) B Backyiautax (OPJI, Backy-
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aut Berenepa, y3enkoBbId niepuapTepuuT, cuHIpoM Yepmxa—CTpocca) — K-
HUKA, IUarHOCTUKA U IPUHLIMIIBI TEPAIIHH.

MOPOKHU PA3BUTHUA JIETKUX Y JETEH

YacToTa MOPOKOB pa3BUTHUS JETKUX HEU3BECTHA, OJHAKO OOJBIIMHCTBO
UCcreoBaTeNiell MmojaralT, 4YTo ¢ HUMHU cBsizaHbl Oosiee S50 % XpoHMUECKHX
OpOHXOJIETOYHBIX 3a00JICBaHUI Y IETCH.

CornacHo knaccudukainuu 00Jie3HEH OpraHoB JAbIXaHUS Y JAETEH, IPUHS-
Toil B Pecriybnuke bemapyce B 2012 1., pa3nuuaroT cileayrone MOpOKH pa3By-
THS Tpaxew, OPOHXOB, JICTKUX U JISTOYHBIX COCY/IOB:

1. ITopoxu, cBSI3aHHBIEC C HEOPA3BUTHEM OPOHXOJETOYHBIX CTPYKTYD:

- areHe3us, aruia3us, THIOIIA3Hs JICTKUX.

2. [Topoku pa3BUTHUSI CTEHKH TPaXeH U OPOHXOB!

a) pacrpoCTPaHEHHBIC MOPOKH

- TpaxeoOpOHXOMETaJUs, TPAXCOOPOHXOMAJIAIINSA, CHHIPOM BuibsiMca—
Kemnbenna, Oponxomansius, OpOHXHUOIOIKTaTUYECKas HMpur3ema.

0) orpaHMYCHHBIC TTOPOKHU:

- BpOXKJCHHBIE CTEHO3bI Tpaxeu, BpoxkKACHHAas JobapHas smbuzema, au-
BEPTHUKYIBI TPaXeu U OPOHXOB, TPAXeo- U OPOHXOMUIIICBOIHBIC CBHIIIH.

3. KucTter perkux.

4. CekBecTpanus JIETKUX.

5. [Topoku pa3BUTHUS JTETOYHBIX COCYIOB!

- areHe3usl W THIMOIIa3us JETOYHOW apTepuu U €€ BETBEH, apTepuoBe-
HO3HBIC aHEBPU3MBI U CBUIIIH;

- aHOMaJbHOE BIAJICHHE JICTOUYHBIX BeH (TPAHCIIO3UIIHS).

HEJOPA3BUTUE BPOHXOJIETOYHBIX CTPYKTYP

AreHe3us1, aluIa3usl U TUNOIUIA3MA JerkuX. [lon acenesueli mIOHUMAIOT
OTCYTCTBHUE JIETKOTO BMECTE C TIJIABHBIM OPOHXOM. Aniazus XapaKTepH3yeTcCs
OTCYTCTBHEM JIETKOTO TIPU HAIWYMH PYyIUMEHTAPHOTO TJIaBHOTrO Oponxa. [Ipm
eunonaazuu (ObIBa€T MPOCTON M KUCTO3HOW) MMEETCS OJHOBPEMEHHOE HEJO-
pa3BuTHE OPOHXOB M JIETOYHOM MapeHXUMBI. [Ipu MpOCTON TUMOIUIa3uyd UMeeT-
Csl pABHOMEPHOE HEJOPAa3BUTHE BCETO JICTKOTO, JOJIA WIA CETMEHTOB C PEAyK-
et OponxuansHoro aepera (5—10 renepanuii BMecto 18-24 B Hopme). [pu
KHACTO3HOHM THITOIUIA3UU HEIOPA3BUTUE JIETKOTO COIMPOBOXKAAETCS KHCTO3ZHBIM
NepepoKICHIEM PECIIUPATOPHOTO OT/AeNa. B OOJBIIMHCTBE CllyyaeB MOpaXKaeT-
cst meBoe Jsierkoe (77 %), HUXKHKE J0JIM B JIBa pasa 4vaile, YeM BepxHue. boiee
YeM B ITOJIOBHHE CITy4aeB HEJAOPA3BUTHE JIETKOTO COYETAETCS C JPYTUMH MOPO-
Kamu. nuadparmManbHON Tpbhkel, qedekTaMu MO3BOHOYHUKA U pedep, Mmopoka-
MU Cep/Iia ¥ MOYETIOJIOBOW CHCTEMBI. Pa3BUTHE THIIOIIIA3UU JIETKUX UMEET J10-
Ka3aHHYIO CBSI3b C ar€HE3MEH IMOYEK WIH Pa3pbIBOM IUIOJHOTO My3bIps. CTENEHb
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THIOIUTA3UH JIETKUX TeM OOJIbIlle, YeM paHbIIe MPOU3O0IIeN pa3phiB. B MO3IHHIE
CpOKH OEpEeMEHHOCTH pPa3pbIB IUIOJHOTO ITy3bIPS HE OTPa)KaeTCsl Ha Pa3BUTHUU
JIETKHUX. ATeHE3Hs TIOYEeK BCErja COMPOBOXKIACTCS TMITOIUIA3UeH Jerkux (ChH-
apom I[ottepa).

Knunuxka u ouaznocmuxa. [IByCTOPOHHSISI areHE3Usl W aruiasusl JErKUX
HECOBMECTHUMA C kH3HbI0. KilnHHYeckoe 3HaueHHe UMEIOT OJHOCTOPOHHUE IO~
paxenus. KnuHka areHe3wu, arja3ud W TUIOIUIA3UHM JIETKOTO OMPEACIIeTCs
KaK caMHM IOPOKOM, TaK U HaclauBaromeiics nHdeknueit. [Ipoctas rumorma-
3 JIETKUX YacTO TUATHOCTHPYETCS CIy4aiHO, MPU KHUCTO3HOW THIOILIA3UH
KIIMHUYECKHE CUMIITOMBI €CTh Bcerna. [lepBrie mpu3Haky MPOSBISIOTCS B paH-
HEM BO3pacTe OTCTaBaHUEM B (PU3MUECKOM pa3BUTHH, OABIMKON. C MEepBbIX JIET
KU3HU peOCHKa OTMEYAIOTCS MOBTOPHBIE MHEBMOHHUU U OPOHXHUTHI, MOCTOSH-
HBIN BIIXHBIN Kamienb. OOpainaeT Ha ce0s BHUMaHHE XapakTepHas nedopma-
Ul TPYJHOW KJIETKM — 3allajieHHe WM YIUIOIIEHHE Ha CTOPOHE MOpOKa, CKO-
JIMO3 C BBITYKJIOCTHIO B 3JJOPOBYIO CTOPOHY, MHOTJIa BCTPEUAETCs] KUIJIEBUIAHOE
BbIOyXaHHe B 00JIACTH TPYAHMHBI (KKYpPHHAs TPYIb»), YTO MOXKET OBITH CIICH-
CTBHUEM KOMIIEHCATOPHOTO B3JIyTHS 3JI0POBOTO JIETKOI'0, 4acTO Je(hOPMUPYIOTCS
MaJbIbl B BUJIE «OapabaHHBIX MaoueK». [lepKyTopHbIN 3ByK Ha CTOPOHE TIOPO-
Ka YKOPOYEH, JbIXaTEJIbHBIC IIYMbI OTCYTCTBYIOT WJIM PE3KO OCIA0JICHBI, Ha
ATOM (hOHE MPOCIYIINBAIOTCS BIIAXKHBIE XpUIIbl. [Ipu runomiasuu uimym amia3uu
HAJ COXPAaHUBIIUMUCS Y9aCTKaMH MOPOYHOTO JIETKOTO JIbIXaHUE MMEeT OpOH-
XHaNbHBIA XapakTep. Opranbl CpeJOCTEHUS] CMEIIEHBI B CTOPOHY Topoka. [Ipu
MIPaBOCTOPOHHEN MATOJOTHH CEPJIlle CMEIIEHO BIPABO, TaM K€ BBICTYIIHBAIOT-
Csl CepAICUHBIC TOHBI, 3TO MOXKET MPUBECTU K OMIMOOYHOMY JUArHO3Y JEKCTPO-
Kapauu win cuaapoma Kaprarenepa.

TUMUYHBIMA PEHTTCHOJOTUYCCKUMH TPU3HAKAMH SIBJISIOTCS YMEHBIIIE-
HUE 00beMa IpyIHOM KJIETKH Ha CTOPOHE MOpPOKa, MHTEHCUBHOE 3aTEMHEHUE B
3TON 00J1acTH, BBICOKOE CTOSIHME Kymona auadparmbl. Cepalie, opranbl cpeio-
CTEHMsI CMEUICHbI B IMOPaXXEHHYIO CTOpPOHY. [I03BOHOUHBIN €TONO MpH 3TOM
«oroznen». Habmonaercs nmpoiabupoBaHue 30pOBOIO JIETKOTO Yepe3 MepeaHee
cpefocTeHre B 0OJIbHYIO CTOPOHY (MeIMacTHHAIbHAS JICTOYHas IpbDKa). Are-
HE3Us U arJia3us MpaBoTo JIETKOTO MPOTEKAIOT TSXKellee, YeM JIEBOTO, U UMEIOT
XYAIKNA MPOrHO3 M3-3a OOJBIIEr0 CMEIICHHUS CPEIOCTeHHs M U3THOOB Maru-
CTpajbHBIX COCY/IOB.

B nmuarnoctuke u auddepeHnnaibHOl TUarHOCTUKE areHe3u , aria3uu
Y TUTOIJIa3UH JIETKOTO peliaroiiee 3HaueHne nMeeT OPOHXOJIOTHIECKOe Hcclie-
noBanue u KT nerkux. bpoHxockomnus mo3BoysieT KOHCTATUPOBATh OTCYTCTBHE
WIA PyIUMEHT TJIaBHOTO Oponxa. Ha OpoHxorpammax areHes3us XapakTepusy-
€TCsl OTCYTCTBHEM IJIABHOrO OpoHXa M Oudypkaluuu Tpaxeu, MpH arjia3ud uMme-
€TCsl KapuHa W pyJUMEHTapHbId OpoHX. B ciydae rumoruia3uul 3aroyHsSIIOTCS
KpyIHbIE OPOHXU MPHU OTCYTCTBUU MEJIKUX OpOHXHAIbHBIX BeTBeH. [Ipu Hemo-
pa3BUTUU JOJH JIETKOTO 00bEM €€ YMEHbLICH, OpOHXHaJbHbIE Pa3BETBICHUS B
ATOM 00JIaCTU OTCYTCTBYIOT UJTU CY>KEHBI, 1€()OPMUPOBAHBDI.
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JIns mcciaenoBaHus JIETOYHOTO KPOBOTOKA HCIIONB3YIOTCS METOMABI aH-
THOMYJIBMOHOTpAadUN U PaTuOU30TONMHON MTHEBMOCHUHTHTPA(UU. AHTHOMYIIb-
MOHOTpadus JaeT MPeICTaBICHHE O COCTOSHHM BETBEH JIETOYHON apTepuH,
cepAla U KPyIHBIX COCYI0B. MeTo/l THEBMOCIIMHTUT pa(HU MMO3BOJISET OLICHUTH
pPETHOHANBHBIN KpOBOTOK. [IpH 3TOM peructpupyercst OTCYyTCTBHE HAKOILIICHHS
panmon30Tora B HEIOPa3BUTON YaCTH JIETKOTO.

Jleuenue areHe3wy W armja3ud JIETKOTO KOHCEPBATHBHOE, BO3MOXHA
TPaHCIUIAHTAIMS JTaHHOTO opraHa. [Ipu KUCTO3HOHM THIOIUIA3UU JIETKOTO MpO-
BOJIUTCSI XUPYPTUYECKOE yTAICHUE TOPAKEHHBIX CETMEHTOB, NP HEOOJIBIIOM
nopaxennu (1-2 cermMeHTa) JeuyeHne KOHCEPBATUBHOE.

IIOPOKM PA3BUTUS CTEHKH TPAXEU U BPOHXOB

PacnpocrpaHeHHbIe IOPOKHM TPaxer U OPOHXOB

Cunapom Mynbe-Kyna (TpaxeoOpoHxomerajmsi) — BpOXJICHHOE
pacIIpeHre Tpaxeu U TJIABHBIX OPOHXOB, CBSI3aHHOE C UCTOHUYCHUEM XPSIIEH U
eUIMTOM 3JIACTUUYECKUX M MBIIICYHBIX BOJIOKOH B MEMOPAHO3HOM 4acTH Tpa-
xen. Bo3mMoxHO numib pacuimpeHue OpoHXOB 0e3 m3MeHeHus Tpaxeu. Yacrto
OTMEYaeTCsd COYETAHHE CUHIPOMA C APYTMMH MOPOKaMHU Pa3BUTHSI U HaCeAd-
CTBEHHBIMHU 3a00JIEBAHUSIMHU, B YACTHOCTH, C HACJEIACTBEHHBIMU CHUHAPOMaMU
JUCIUIA3UU COEIMHUTENIbHOM TKaHU. MI3BECTHBI ceMeHbIe clTydyan TpaxeoOpoH-
xomeranuu. llpenmnomnaraercs ayTOCOMHO-PELIECCHBHBIM MYyTh HAaclieIOBaHUS
MOpOKA.

Knunuka u ouaznocmuka. Knunudeckass kapTHHAa pa3HOOOpa3Ha: OT
0EeCcCHUMIITOMHOM J0 Iporpeccupyomiei Ha (oHe MPUCOCTUHEHUS HH(PEKIUH.
XapaktepeH rpyObIil «BUOPUPYIOMIUNA» KaIllesib ¢ THOMHOW MOKPOTOM, IIIYMHOE
«MypJIbIKarolee» apixanue. [lepBeie mpu3HaKu MPOTEKAOT B BUJE PEIIUIMBU-
PYIOIIETO Kpyra, 0OCTPYKTUBHOTO OPOHXUTA WJIM MHEBMOHHUU C 3aTsDKHBIM Te-
yeHueM. B panbHeiiieM MOryT GUpMUPOBATHCS OPOHXOAKTA3bl U AehOpMUpPY-
fomuid OpoHxut. JlMarHo3 TpaxeoOpOHXOMETaIMd BEPOSTEH, €CIU JHaMETP
Tpaxeu Ha MPsSMON PEHTreHOrpaMMe OOJIbIIE WIIM PABEH MONEPEUHHUKY TPYIHBIX
103BOHKOB. OH noATBepkaaetcs npu opouxockornuu u/minu KT. Bporxockomnu-
Yyeckasg KapTHHA XapaKTEepU3yeTCs HEOOBIYHO MIMPOKUM IMPOCBETOM TPaxeHw U
OpoHX0B 1—2-r0 OPSAIKOB WIIM TONBKO OpoHX0B. CTEHKH MX clla0ble, CIaIaroT-
csl pH BhIIoXe. Pasmep u pacnpoCcTpaHEHHOCTh paCIIUPEHHs YCTaHABIUBAKOTCS
npu oponxorpaduu wian KT. KoHTypbl CcTEHOK BOJHUCTBIE, MECTaMH 3a3yOpe-
HbI. YacTO BBISABISIOTCS TUBEPTHKYJIBI TPAXEH.

Jleuenue ipu cunapome MyHbe-KyHa KOHCEpBaTMBHOE, HANPABJICHO Ha
060pBrOy ¢ OPOHXOIYIBMOHAIBHON MH(EKIIEH. XUPYypruuecKoe JICUCHNUE B BUJIC
PE3EKIUU TOPAKEHHBIX yYACTKOB JIETKWX YaCTO MPUBOIUT K MPOrpeccupoBa-
HUIO 3a00JI€BaHUS .

TpaxeoOponxomassiniusi MPEACTaBISET COOOM TMOBBIINICHHYIO TOIBUXK-
HOCTh CTCHOK TpaxeH U/Wiii OPOHXOB, CBSI3aHHYIO C BPOXKICHHOH c1a00CThIO HX
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XPAILIEBOIO U COSAUHUTEIBHOTKAHHOIO Kapkaca. MoKeT MpoTeKkaTh B BUJIE He-
CKOJIbKMX BapHaHTOB. TpaXxeoMallsilus, 3aTparMBarolias AUCTaJbHBIA OTIEN
Tpaxeu; OPOHXOMAJISAIMS, 3aTParkBarOIIasi TOJILKO CTCHKH KPYITHBIX W/WIA Tie-
pudepuieckux OpOHXOB, M HAMOOJIEE YACTHIM BapUaHT — COUYETaHHAs TPaxeo-
Oponxomasiusi. TpaxeoOpoHXOMaAlKsg, Kak U TpaxeoOpoOHXOMeraiwus, Xa-
paKkTepHbl IJi1 KIMHUKH HACJIEACTBEHHBIX CHHIPOMOB IUCIUIA3UU COEAMHU-
TEJIbHOU TKAHMU.

Knunuka u ouaznocmuxka. 110BbIlIEHHAs] TOJIBU)KHOCTh CTEHOK JblXa-
TEJIbHBIX IYTE€W COMPOBOXKAACTCA MOTEPEN CTPYKTYPHOM PUTHMIAHOCTHA U HApY-
IICHUEM BEHTHWISAIUH JICTKUX: Tpaxes u/wim OpOHXH BO BpPEeMsl JbIXaTEILHOTO
LMKJIa MEHAIOT KaauOp — BO BpeMs BJOXa OTMEUYAETCA UX PACIIUPEHHE U
VIJIMHEHUE, a TIPU BBIIOXE — CY)K€HHE W yKopoueHue. OTeK ciu3ucToil 00o-
J0YKU Tpaxeu u/wnmm OporxoB npu OPU mpuBOAWT K HMX JOHOJIHUTEIBHOMY
CYXEHHIO, TSDKEJIOMY IIIyMHOMY JIBIXaHHUIO, TAKEION 3KCIUPATOPHON OJIBIIIKE.

TpaxeoOpoHXOMaNALKIO Y TPYJIHOTO peOeHKa cleAyeT 3al0J03pUTh MPU
coxpaHeHHH oOCTpyKIimu mociie okoHuanust OPU (uepe3 2 Hemenu u 6osee) B
BU/JIE SKCIIUPATOPHON OJBIIIKH, BTSDKEHUSI YCTYIMUUBBIX MECT IPYIHOM KJIETKH,
pedpaKkTepHON K CUMIIATOMUMETHKAM, KOTOPbIE YaCTO YCHJIMBAIOT OOCTPYKIIMIO
3a CUET JOTOJIHUTEIBHOIO CHUKEHUSI TOHYCa OpOHXOB. Y OOJIbHBIX COXpaHSET-
Csl BJIQXKHBIN KallleJb U ayCKyJIbTaTUBHBIC U3MEHEHUS B JIETKUX B BUJIE€ CBUCTSI-
MUX U TPyOBIX cyxuxX XpunoB. K 2—3 romaM BBIpa)K€HHOCTH OPOHXO00OCTPYK-
THBHOTI'O CUHJIPOMa YMEHBIIAETCS WM OH MCUE3aeT, U (YyHKIHS JIETKUX BOCCTA-
HABJIMBAETCS, T.€. HMEIOUIMIICS MOTEHIMal poOcTa XpsIIEBOro Kapkaca
JbIXaTENbHBIX MyTEeH y JAeTel JeslaeT MPOrHO3 MpY JTaHHOM MaToJIOTHH OJyaro-
NpUATHBIM. VICKIIIOYEHHE COCTaBIISAIOT JE€TU C PaclpOCTPAaHEHHON TpaxeoOpoH-
XOMAaJISIIHEeH U BTOPUIHBIMU U3MEHEHHUSIMHU B JICTKHX.

['maBHBIM METOAOM JUArHOCTHKH TPaxeOoOpPOHXOMAIALUU  SIBISIETCS
OpPOHXOCKOIMYECKOE UCCIICIOBAHUE TIPH CIIOHTAHHOM JIbIXaHHU (MHOpEIaKcaH-
Thl HUBEIUPYIOT OPOHXOCKOIHUYECKYI0 KapTHHY), B CIy4ae KOTOPOTO BBISBIIS-
eTCsl IATOJIOTHYECKasl MOIBUKHOCTh CTEHKU Tpaxew W/ OPOHXOB: TP BBIIO-
X€ MPOUCXOJIUT COJIMKEHHE CTEHOK, MX IPOCBET MPUHHUMAET LICJIEBUIHYIO,
CEpIIOBUAHYIO0 WJIHM TaHTEJIEBUAHYIO (opMy, BO BpeMs alHOd IMPOCBET Yalle
BCEr0 HOpPMaJbHBIA. PEeHTreHosiornyeckue W3MEHEHMs, KaK MpaBWIIO, OTCYT-
CTBYIOT.

HuddepeHumanbHplii TUarHo3 JOBOJIBHO CIIOKEH U MPOBOAMUTCS C Tpa-
xeoOpouxomeranued (cuaapomom MyHbe-KyHa), mpu KOTOpO#l OoTMeuaeTcs
pe3Koe pacIIMpeHue Tpaxeu u/uir OpOHXOB B JHO00H (a3e AbIXaHus, BUAUMOE,
B TOM YHCJI€, PEHTI€HOJOTUYECKH; a TaKkKe ¢ OpOHXHAIbHOM acCTMOM, B OTJIH-
Yyye OT KOTOPOH OpOHXOpaCIIMPSIOIINE CPeACcTBa HEe 3(D(PEKTUBHBI, OTCYTCTBY-
10T PU3HAKHU aJUIEPTUU, B TOM YUCJIE BBICOKUM YpoBeHb |gE.

Jleuenue BpOXJIeHHBIX (POPM MATOJIOTHU MIPU OTCYTCTBUU THIIOKCEMUU HE
MIPOBOJUTCS, B KAUECTBE OPOHXOMIIATATOPOB MOKHO HUCIOIB30BATh UIIPATPOIIHS
Opomu (aTpOBEHT), MaJIO BIUSIONIMKA HAa TOHYC OpoHXOB. VMmeeTcs mMmojoxu-
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TeNbHBIA 3PPEKT OT KOMIUIEKCHOM Tepanuu, BKIOYarolel aHTHOaKTepralibHbIe
Y IIPOTUBOBOCIIAIMTEIBHBIE CPEACTBA. XUPYPIUUECKOE JICUEHHUE 3aKIH0YAETCS B
MCMOJIb30BAHNUHU CTEHTOB JJIsl YKPEIUICHUS] CTEHKU Tpaxeu U OpOHXOB.

Cunapom Buiabsamca—KemnOenna — BapuanT OpOHXOMASIIUM, TPU
KOTOPOM HMMEET MECTO IOJIHOE OTCYTCTBUE WJIM HEIOPa3BUTHE XPSALIEBBIX KO-
ner; OpoHXoB 3-8-T0 MopsAaKoB. JlucTanbHee 30HbI MOPaXKEHUsI XpsIIeBas TKaHb
NOSIBJISIETC BHOBb, KPOME TOTO, XpsII COXpaHseTcsl B MecTax Oudypkanuu
OponxoB. [lehekT 0ObIUHO MMEET PacpOCTPAHEHHBIN IBYCTOPOHHHUI XapakTep,
HO MOTYT BCTpEYaThCsl OrpaHUYeHHbIe BapuaHThl. CTEHKH OPOHXOB, JIMIICHHBIE
XpAILIEBOM OCHOBBI, MATKHE, OJIATIUBBIE, Pa3AyBatOTCs Ha BIOXE U CIAJAI0TCA
Ha BBIJIOXE MOJOOHO KIIamaHy. JTO MPUBOJUT K OPOHXMATBHOW OOCTPYKIIMH,
CIIOCOOCTBYET 3aCTOI0 OPOHXHAIBHOIO CEKpETa C MOCIEYIOIIMM HHPUIUPOBa-
HUeM # (dopMmHpoBaHMEM OpoHXO’KTa30B. Ilpeamornaraercss ayTocoMHO-
PELECCUBHBIN TUI HACJIEIOBAHNUS.

Knunuka u ouaznocmuka. OCHOBHBIMU KIIMHUYECKUMHU TPOSIBICHUSIMU
CHUHJIpOMA SIBJISIFOTCSI JIbIXaTEJIbHBIE PacCTPONCTBA OPOHXOOOCTPYKTHUBHOTO TH-
114, KallleJlb, BCIBIIIKA BOCIAIUTEIBHOIO Ipolecca B Jerkux. CuMnToMsl Mo-
I'YT MOSIBUTBHCS cpa3y Mociie poXKACHHUA peOeHKa, HO Yallle B PaHHEM JIETCKOM
BO3pacTe IocJie MepBoi pecnupaTopHOM MH(MEKIMH, KOTopas MprodpeTaeT 3a-
TSOKHOM XapakTep, CONMPOBOXKIACTCS JUIMTEJIBHBIM MPOAYKTHBHBIM KalllJIEM U
OpOHXOOOCTPYKTUBHBIM CHHIPOMOM, IUIOXO MOJIAIONIMMCS JieueHHto. Pa3Bu-
BaeTcs AedopMalus TPyAHOM KJIETKH, YTOJIIEHUE HOITEBBIX (DaJlaHT MaJblLIEB
(«OapabaHHBIC TAJIOYKW») U MPOUCXOTUT U3MEHEHHE (HOpPMBI HOTTEH B BHIC
«4acoBbIX cTekoi». [IpociymuBaroTcs cyxue cBucTsalme Xpunsbl. Ilepkyrop-
HBIM 3BYK KOopoOouHbIM. HapacTanue apIxateqbHOH HEAOCTATOYHOCTH MPHUBO-
IUT K (POPMHUPOBAHUIO JIETOYHOTO CEP/LIA.

PeHTreHosornyeckass KapTUHA XapakTEpPHU3yeTCs B3AYTHEM JIETOYHOM
TKaHU, YCUJIEHUEM U TIpy0oil Aedopmaliyeil JeroyHoro pucyHka, 4acTo BbISB-
JISFOTCSI KOJBLUEBUIHBIE MM OBAJbHBIE MPOCBETIEHUS C YIUNIOTHEHHBIMH CTEH-
kamu (Oponxo3kTasbl). [Ipu uccnenoBanuu (QyHKIIMHA BHEIIHETO JIBIXAHUS BbI-
ABJIIOTCS] BEHTWISILIMOHHBIE HapYIIEHHUs] OOCTPYKTUBHOTO THIIA.

[Tpu OPOHXOCKOMHUH BBISBISETCS IHAOOPOHXUT, MPOJIATIC OPOHXHATBHBIX
cTeHoK. [y OpoHXOorpapuueckoil KapTUHBI XapaKTEpPHO HAJIWYUE TeHepanu30-
BaHHBIX OAIOHUPYIOIUX (M3MEHSIONIMXCS B pa3Mepe) OPOHXOIKTA30B C TH-
MAYHOW NPOKCUMAJIbHOM JIoKanu3anueil. Tedenune 3a0osieBaHusi HEOIAronpusT-
Hoe. bonpHbIe 00BIYHO MOTHOAIOT OT MPOTPECCUPYIONICH JIErouHO-CepACUHON
HEJJ0OCTaTOYHOCTH, MH(EKIIMOHHBIX OCIIOKHEHUH.

Jleuenue xoHcepBaTUBHOE: 00pHOA ¢ THOMHBIM SHIOOPOHXUTOM, MPOPU-
JAKTHUKA JIErOYHOTo cepaua. [IonbITKY TpaHCIIaHTAIlMK JIETKUX HE YBEHYAIHUCh
YCIEXOM H3-3a IPOrPECCUPYIONICH OPOHXOMAISIUHU TJIABHBIX OPOHXOB.

bponxuoJsiodkraruyeckas 3m@puzeMa — peaKU MIOPOK, B OCHOBE KO-
TOPOTO JIEKUT HEJOPA3BUTHUE XPSAIIEBOro KapKaca nepupepuyeckux OpOHXOB C
pa3BUTHEM OPOHXHOJIOAKTA30B U IM(PHU3ZEMBL.
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Knunuka u ouaznocmuka. JInarHocTUKa MOpPOKa OYEHb CI0KHA. KimHu-
YecKHe TpPOSBICHUS HAYMHAIOTCA B Bo3pacte 4-8 JieT B BHJE IOCTOSHHOTO
BJIQKHOTO Kalwis, Tupy3HBIX MEIKO- U CPEeIHEMy3bIpUYaThIX XPUIIOB, PELUIU-
BUpYIOIIEH 00CTpyKIuU ¢ oTcyTcTBUEeM 3 dekTa oT OponxoamiataTopos. [Ipo-
rpeccupyeT JbIxaTeibHas HEJ0CTaTOYHOCTb, HEPENKO (hopMupyeTcs XpoHUUe-
cKoe JierouHoe cepjie. Ha pentreHorpamMmmax BUIHBI SM(PHU3EMATO3HBIE JETKUE U
muddy3Hoe ceTuatoe ycuwienue jierodyHoro pucynka. Ha KT — pacnpoctpanen-
HbI€ U3MEHEHUs OPOHXOB B BUJIE 3KTa3ull U JedopMalnii JUCTaIbHBIX BETBEH.

Jleuenue KOHCEPBATUBHOE, HO JAaXX€ aJICKBATHAsI TEpalvs HE MO3BOJISET
MOJIHOCTBIO MPEJOTBPATUTH MPOTPECCUPOBAHNE 3a00JICBAHMS.

OrpaHnyeHHble OPOKH TPaxen U OPOHXOB

AHoMaIuM OPOHXHAJBHBIX BETBJIEHMH OOBIYHO COYETAIOTCS C JAPYTHU-
MU MOPOKaMH Pa3BUTHS JIETKUX, HA UX (OHE CO3/IaI0TCS MPEANOCHUIKH JIJIs pa3-
BUTHSI XPOHUYECKUX 0YaroB WH(MEKIUU B JIETKUX.

Jlobasounwiii mpaxeanvHulli Opoux BeTpedaeTcs Hanbonee yacto. OObIU-
HO OH OTXOJUT BMPAaBO OT Tpaxeu Ha YpoBHE OH(ypKalMK WIH OT MPABOTO
riiaBHoro Oponxa. Takod OpOHX SIBISIETCS BO3AYXOBOJOM Jijisi 1—2 cerMeHToB
[IPaBOUM BEPXHEU JOJIH.

Knunuka u ouaznocmuka. B 601bITMHCTBE CIIy4acB KIMHUYCCKHE TIPO-
SBJICHHSI OTCYTCTBYIOT, OJIHAKO TIPU CYKEHUHU J0OABOYHOTO OpOHXA XapakKTep-
Hbl PEIUANBUPYIONIME MHEBMOHUM B BEpPXHEH J0Jie, MOTYyT (hOpPMHUPOBATHCS
OpOHX03KTa3bl, HATHOUTENBHBIE TIpoIiecchl, IMbuzeMa. Kpome Toro, Tpaxeaib-
HBI OpOHX, U3MEHSST a3POJIMHAMUKY OpOHXHAIBHOTO JEpeBa, CO3AAET YCIOBUSA
JUIsl TYpOYJIGHTHOCTH M HEOJAronpusTHO BIIMSIET Ha TEYCHUE PECHUPATOPHOMU
MaTOJIOTMH, OCOOEHHO OPOHXHAJIBHON aCTMBI.

Jleuenue xoHCEPBATUBHOE, TIPU PA3BUTHH XPOHUYECKOW MHGEKIUU TPO-
BOJIUTCS PE3EKIIMS MTOPAKEHHOM JOJIH.

BpoxaeHHBbI CT€HO3 BHYTPUIPYAHOIO OT/Aea TPaxem M KPYNHBIX
OpPOHXOB CBsi3aH MO0 CO CIAABIICHWEM Tpaxeu W3BHE, HAIPUMEP aHOMAIbHBIM
COCYJIOM, JTUOO 3aMBbIKAHUEM XPAIIEBBIX KOJIEII.

Knunuka u ouaznocmuxa. Cumntombl 3a0071€BaHUs POSIBIISIOTCS CPaszy
MOCJI€ POKJICHUS B BUE DKCIIUPATOPHOTO CTPUAOPA, MOSBISIONIETOCS TIpH Oec-
MOKOMCTBE, IpueMe nuiu, Ha hone OPBU. B Tsbxenbix cirydasx CTpUI0pO3HOE
JIbIXaHHE OTMEYAETCsl Ha BIOXE U Ha BBIJIOXE, B TOM YHCJIE B MIOKOE.

CteHo3bl Tpaxen MOryT auarHoctupoBaThes mpu KT, HO OCHOBHBIM J1a-
THOCTUYECKUM MCCJICIOBAHUEM SIBIIAETCS OpoHXOCKomusi. O0s3aTeIbHO BBITION-
HSIETCA PEHTTC€HOKOHTPACTHOE HCCJIEJAOBAHME MUIIEBOAA JUJISI MCKIIOYEHUS ac-
MUPAIMOHHOTO CUHApPOMA, CBUIEH. B OoTiMYMe OT BPOXKIECHHOTO CTPUIOPA,
0OyCIJIOBIEHHOTO BPOXIAEHHOW MATKOCTHIO HAJArOPTaHHUKA WM XpAIlEl ropTa-
HU, CTEHO3 TPAXEU C BO3PACTOM IIPOTPECCUPYET.
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Jleuenue nopoka xupypruueckoe. [Ipu caaBieHnun n3BHE MPOBOJSAT OIIE-
palurio Ha cocydax, TPy PUTHAHBIX CTEHO3aX, CBA3aHHBIX C 3aMbIKAHHEM Xpsi-
HIEBBIX KOJIEL, OCYIIECTBIISIIOT INIACTUKY TPAXEH.

Bpoxaennas Jio0apHasi 3M@pu3eMa BO3HHUKAET BCIEACTBUE CYXKEHUS
JI0JIEBOTO OpoHXa W3-3a CHABJIMBAHUS €r0 W3BHE, HEJAOPAa3BUTHUS JIMOO OTCYT-
CTBUA Xpslle OpoHXa MOPaKEHHON JOJM WM pa3pacTaHHs CIM3UCTON 000-
nouku. Hapyienue nmpoxoauMocTi OpoHxa oOyCIIOBIMBAET 3a/IEPKKY BO3IyXa
Ha BBIJIOXE C MOBBIIICHUEM JIaBJICHUS B aJlbBeOJIaX U MEPEPaCTSHKEHUM MapeH-
XUMBI TMOpakeHHOW nonu. Hiuske cykeHusi BBIBISETCS JHUOO HOpMasbHas
CTPYKTYpa JOJIM JIETKOTO C OOBIYHBIM YMCIIOM PA3AYThIX aIbBEOJI, TUOO <«II0JIH-
aNbBEOJISIpHASA» JI0JIs, cojiepkaliasi Oosbliiee, 4eM OObIYHO, KOJIMYECTBO alibBe-
oJI. ATpopuu aabBEOJIIPHBIX TMEPErOpoOJOK IMPU MOPOKE HE MPOUCXOJUT, TO-
ATOMY TEPMUH «3MPu3zeMa» (HOpMaIbHO HE TPABOMOYEH.

B mocnennue roapl MOTYEPKUBAETCS MATOT€HETUYECKOE E€IMHCTBO JIO-
OapHoit sMpuzemMbl u cuHapoMa BunbsiMmca—Kemnoenna. Oty nmopakenus pac-
CMaTpUBAIOTCS C MO3WLMNA TKAaHEBOW AWCIUIA3UM KaK PAa3jIUYHbIE BapHUAHTHI
BPOXKJIEHHOTO JieeKTa pa3BUTHS OPOHXUATBHBIX XPSIIICH.

Knunuxka u ouaznocmuka. 110pox BBISBISETCS NPEUMYILIECTBEHHO B
pPaHHEM BO3pAacCTe, HEPEAKO B MEPHUOJIE€ HOBOPOKACHHOCTH. OCHOBHOE KIMHUYE-
CKO€ NPOSABJIEHUE — JIbIXaTelIbHAsl HEAOCTATOYHOCTh, TSKECTh KOTOPOH 3aBH-
CUT OT CTENEHM B3AyTUs NMOpakeHHOUW nonu. Haubosee Tsokenbie popMbl Jio-
OapHO# SM(]U3EMbI MPOSABISIIOTCSA B MEPBbIE AHU KU3HU peOCHKA B BUJE NPHU-
CTYyNOB ac(UKCUH, COMPOBOXKIAIOIICIHCS TMOTEpEel CO3HaHUsI, CYyAOpOraMu.
JIpIxaHue HaJ MaToJIOTMYECKU U3MEHEHHOM J0Jiel He mpociyiuBaercs. Cpeno-
CTEHHE PE3KO CMEILEHO B MPOTHUBOIOJIOXKHYIO CTOPOHY. JTa opMma jJo0apHOU
sMpuzemMbl 0€3 IKCTPEHHOI0 XHUPYPTrUUECKOTO BMEIIATEIbCTBA B KOPOTKHUMN
CPOK MPUBOAUT K THOETH peOeHKa B pe3ysbTaTe JITOYHO-CEPJICYHON HEI0CTa-
TOYHOCTU. MeHee TsoKesbie POopMbI TIPOSBIIAIOTCS B 00Jiee MO3IHEM BO3pacTe,
OOBIYHO TOCIIe HAclIoeHUsS MH(pEKIUU. BoabHBIX OECIOKOHT Kalleilb, HeOOJIb-
masi ojpllika mpu ¢u3ndeckoir Harpyske. OTmedaeTcsi BhIOyXaHUe TpyAHOU
KJIETKH Ha CTOpOHE Mopoka. J[pIxanue ociaabiieHo, MepKYTOPHBIN 3BYK HaJl TO-
paKEHHOM J10J1€i ¢ KOPOOOUHBIM OTTEHKOM. ["paHUIIBI cep/iiia CMEIEeHbI B MPo-
THUBOIIOJIOKHYIO CTOPOHY.

[Ipu HeOosbmION cTeneHu 3MpU3eMbl KIMHUYECKAs CUMITOMAaTHKa MO-
XKET OBITh CTOJIb HE3HAUUTEIBHOM, YTO 3a00JIEBaHUE JUATHOCTUPYETCS MO3/HO,
y>Ke B IIKOJIBHOM BO3pacTe WM y B3pocibiX. MHorna nobapnas smpuszema aua-
THOCTUPYETCS CIIy4ailHO MpPH PEHTreHOJOrnyeckoM obcienoBaHuu. CreneHb
BBIPAKEHHOCTHU J100apHON 3M(pU3EMBI MOKET U3MEHSATHCS: HapacTaTh IMpHU pe-
CIUpaTOpHON MH(MEKIMU U yMEHbIIAThCS Mo Mepe ee ctuxanus. Konebanus B
HapylIeHUU OPOHXUATBHOW MPOXOJAMMOCTH CO3JAI0T KapTUHY UHTEPMHUTTHUDPY-
fo11el JJ00apHou dSM(HU3EMBI.

B nuarnoctuke jgo0apHOii dM(pU3EMBI pEIIaoliee 3HAaUeHNe UMEET PEHT-
reHojiornyeckoe oocnenoBanue. Ha pentrenorpamme u KT nerkux ompenens-
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€TCs MOBBIIICHHAS] PO3PAaYHOCTh MOPAXEHHOW YacTH JIETKOro. Jlerounslii pu-
CYHOK B 9TOH o0yiacTi 00€IHEeH WJIM BOOOIIE He mpociexuBaercs. Juapparma
YIUIOLIEHA, 3KCKypcHsl ee orpaHndyeHa. CpeloCTEHUE CMEIIEHO B CTOPOHY 3/10-
POBOrO JIerKoro. OMuszemMaTosHas 10l HHOT/Ia 00pa3yeT MeIUacTHHAIBHYIO
IpbIKY. AHTHOMYIbMOHOTpadus MO3BOJISET HE TOJIBKO YTOUHUTH JIOKAIU3ALHIO
IIOPAYKEHUsI, HO U OLICHUTh COCTOSIHME T'€MOJMHAMUKHN B CUCTEME MAJIOTO Kpyra
KpOBOOOpAIIICHHUS.

JuddepenumanbHplii AMArHO3 MPOBOJAT CO CIIOHTAHHBIM IMHEBMOTOPAK-
COM, C COJIMTAPHOM KUCTOW MJIM MHOKECTBEHHBIMU KUCTaMU JIETKUX, HATMYUEM
MHOPOAHBIX TN B OpOHXax, AuadparMaibHOU IPhIKEH.

Jleuenue. PanukanbHbIM METOJIOM JICYEHUS] BPOXKIECHHON JT00ApHOUN AM-
(u3embl ABIAETCS ONEPATUBHOE yAajJeHUuE MOpaXeHHOW JoJiu jerkoro. Onepa-
THBHOE BMEUIATEIHCTBO AOCOIIOTHO MOKA3aHO MPHU «CHUHAPOME HAIPSKEHUS»,
caaBiieHuu cpenoctenus. [lpu uHTepMUTTHPYIOLIEH 3M(U3EME B JIETKUX CIIy-
qasx, HE CONPOBOXKAAKOIIMXCA JbIXaTEIbHBIMU HApYLIEHUSMH, UCIOJIBb3YETCS
BBIKHUIaTENIbHAS TAKTHKA.

/AuBepTUKYJIBI TpaxeM W OPOHXOB — 3TO OJMHOYHBIE WM MHOMXKE-
CTBEHHBIC BBIIISTYMBAHUS CTCHKU Tpaxeu ¥ (1) OpOHXOB, OOBIYHO pacriojiara-
IOlMeCss B MEMOpPaHO3HOW YacTH WJIM B MPOMEXKYTKaX MEXIY XpSILEBbIMU
KoJplaMu. KiIMHUYECKH MpOSBISAIOTCS TOJNBKO MPU HATHOEHUH, YTO MOXKET I10-
TpebOBaTh XUPYPIHUECKOT0 BMEIIATEIHCTBA.

Tpaxeo- u OpoHXONUIEBOIHbIE CBUIIU BO3HUKAIOT B PE3YJIbTATE PaH-
HUX HapyleHui nud@pepeHnpoBKU NEPBUYHON KHUIIKK. YacToTa W30JUpOBaH-
HbeIXx H-00pa3ubix cBumiel (0e3 atpesun) y HoBopoxaeHHBIX 1 : 80 000, y 30 %
Y3 HUX [TOMUMO CBUIIIAa UMEIOTCA MOPOKH APYrux opraHoB: koMiuiekcbl VATER
(mopoku pa3BUTHS MO3BOHOYHMKA, aHYCa, TPAXCOMUIICBOAHBIA CBHIL, JTUCILIA-
3us nouek) 1 VACTREL (ToT ke KOMIUIEKC + MOPOKH pa3BUTHS cepiliia U KO-
HEYHOCTEH) WK TOJbKO mopoku cepana u JKKT.

Knunuxka u ouacnocmuka. 11pu KOPOTKHX M IIMPOKUX CBHUILAX YKE BO
BpeMS NIEPBOI0 KOPMIJICHUS peOeHKA BO3HUKAIOT TSDKEJIbIE MPUCTYIBI YAYIIbS,
Kallulsl M 1MaHo3a. B nanbHelnmiemM ObICTPO MPUCOETUHSETCS acHUpalliOHHAs
nHeBMoHUs. [Ipu y3kux cooOmieHus X 00eM acupupyeMOi U MOKET OBITh
HEOOJIBIINM, U KJIMHHUKA MPOSBISLETCA MPUCTYNIaMU Kallid MOCie MpUueMa Ku/l-
KOM MHUILM, YacTO C IIMAHO30M, a TAKXKE PEUUIUBUPYIOUIMMU OpPOHXUTAMHU U
MMHEBMOHUSAMH C HETUIHUYHBIM JUJISl JIeT€H OOMJIBHBIM OTXOXKJIEHUEM MOKPOTHI.
Hekortopsle AeTH npu cMexe, Kaluie u31at0T HEOObIUHbIE 3BYKH.

JInarHocTHKa OCYIIECTBIISIETCSl MPU 3alOJHEHUU MUIIEBOAA KOHTPACT-
HBbIM BEILIECTBOM. BpOHXOCKONUSI HE BCEr/a BBISIBISIET Y3KHUE CBUIIM, KOTOPbIE
MOTYT OBITh CKPBITHI CKJIaJIKAMH CIU3UCTON. UTOOBI 3TOr0 M30exaTh, IpeaBa-
PUTENBHO B IHILEBOJ BBOAUTCS KPACUTENh METHIICHOBBII CUHUIA.

Jleuenue Xupyprudeckoe.
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BpO)KI[EHHLIe KHCTHBI JICTKHUX

Kuctsl n Oysuibl B JIErOYHOW TKaHU YacTO BO3HUKAIOT MPH JE€CTPYKTUB-
HBbIX ITHEBMOHUSX, MPU 3TOM TE€YEHUE MX yalle OJaronpusiTHOE: Ha MPOTshHKe-
HUU HECKOJIBKUX MECSIEB HACTYMAaeT UX paccachbiBaHue. BpoXKJI€eHHbIE KUCTHI
MPEACTABIIAIOT COOOM BO3AYUIHBIE WM 3aMOJHEHHBIE KUAKOCTHIO MOJIOCTHBIE
o0pa3oBaHMs B JIETKUX, BO3HUKIIKE BCIEACTBUE HApYIICHUs pa3BUTHUS OpoHXa
(OpoHXOTreHHAsT KUCTA) WU JucIia3uu jgerounor mapeHxumbl (KATJI). Kucter
MOTYT OBITh OAMHOYHBIMHU MJIM MHO>KECTBEHHBIMH, YaCTO COUYETAIOTCS C APYTHU-
MU [TOPOKAMH Pa3BUTUS JETKHUX.

Bponxorennsie kucthl B 85 % ciyyaeB pacnonaraloTcsi B CpeIOCTEHUH,
OoOBIYHO TapaTpaxeanbHo, yamie chpasa. [IpencraBisioT coboit oOpa3zoBaHus,
c(hopMHpOBABIIMECA U3 CTPYKTYp OpOHXHMANIBHOTO JEpeBa, OTIIHYPOBABIIUXCS
B IIpolecce BHYTPUYTPOOHOro pa3BuTusi. OHM Yallle BCEro HE COOOIAIOTCs ¢
OpOHXaMH, BBICTJIaHbl U3HYTPU UMIUAPHBIM 3MUTEINEM, MHOTAA C BKIIOUECHHMSI-
MU XPAIIEBOM TKaHH, HAIIOJHEHbl MYKOUIHBIM CYOCTPaTOM.

Knunuka u ouacnocmuka. Eciiu Takue KUCTbl HE CIIaBIIMBAIOT TPaxero,
OpOHXU WM MUIIEBOJ, TCUCHUE UX OCCCUMIITOMHOE W OOHAPYKUBAIOTCS OHU
CIIy4ailHO Mpu peHTreHojorudeckoM odcnenoBanuu. Coodmaromuecs ¢ OpoH-
XOM KHUCTBI YaCTO HarHamBarOTCS, MOTYT IPOPBIBATHCS B IUIEBPAIBHYIO IIO-
JIOCTh. Y JI€Tel paHHETrO BO3pacTa TAKUE KUCThl KIIMHWUYECKH MOTYT IPOTEKATh
KAaK MOBTOPHbIE ITHEBMOHUM B OJHOM M TOM JK€ Y4YacTKe JErkoro. JluarHos
ycranaBiauBaerca no nanubiM KT nerkux. Quddepenimanbupiii quarHo3 mpo-
BOJAT C TyOEpKyJIe3HOM KaBepHOM, OHKOJIOIMYECKUMHU U Napa3uTapHbIMU 3a00-
JIEBaHUSIMH.

Kucro3Hno-agenomaro3nasi tpancopmanus jerkux (KATJI) xapak-
TEPU3YETCS HATUYUEM MOJIUKUCTO3HOTO y4acTKa JErkoro, 00yCIOBIEHHOTO H3-
OBITOUYHBIM pa3pacTaHUEM OpPOHXOB Ha pa3JIMYHBIX ATanax 3MOPHUOHAIBLHOTO
pasButHs. [Ipu n30bpITOYHOM paspactanuu Meiakux OporxoB (70 % Bcex ciayda-
€B) MPOUCXOTUT 0Opa30BaHWE MACChl KHCT JUaMeTpoM 2 cM U Oojiee. MHOXKe-
CTBEHHBIE MEJIKUE KUCThl BOBHUKAIOT MPU M30BITOYHOM PAa3BUTUU OPOHXHUOJ U
aNbBEOJISIPHBIX XOJ0B. BO3MOXHO MOpa)keHHWE BCEW JIErOYHOM MapeHXHUMBbI,
IpUYEM HEKOTOpbIE €€ YYacTKH, JPEHHUPYEMbI€ HETOJHOIICHHBIMU OpOHXamH,
pa3ayBaroTcs, aTpoupyst IEpPEeropoJKy, U MPEBPALIAlOTCS B TATAHTCKUE OYJIUIbI
(Oyme3Has amMmpuzema).

Knunuka u ouaznocmuka. KiivHuka pa3BuBaeTcs npu UHPHUIIMPOBAHUN
KHCT, IPOTEKAET B BUJAEC PELUAMBUPYIOIINX MHEBMOHHUI OAMHAKOBOM JIOKAIH-
3allid, TPYAHO TOJIAIOIIMXCS JieueHHt0. YacTo BhICTaBIsETCS AUMArHo3 OpoOH-
XO3KTaTHUeCcKor 0one3Hu, nuddepeHunanbHblii JUarHo3 ¢ KOTOPOil O4eHb Tpy-
neH. Pentrrenonornueckn KATJI Bu3yanusupyercss Kak HECKOJIBKO MEJKHX
KHUCT, TPYIIIUPYIOLIUXCS BOKPYT OHOW KPYITHOW COJIMTAPHOM KHUCTBI. Y JE€TEH C
KATJI BBICOK pHCK MOBTOPHOT'O CIIOHTAHHOTO MHEBMOTOpaKca, HArHOCHUN U
MaJIUTHU3ALUU KHCT.
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Jleuenue 3aK0YaETCA B XUPYPrUUECKOM YAAICHUU COJIMTAPHBIX KUCT U
orpannyeHHbIX yuacTkoB KATJI. Bo3moxkHa panukansHas onepanus. [Ipu nBy-
CTOPOHHEH MAaTOJOTHUU TMO3TAIMHO BCKPHIBAIOT HAMOO0JIEE KPYIHBIE KUCTHI, YTO
yJIy4YlIaeT BEHTWIALMIO CIABIEHHBIX MU YYAaCTKOB MapeHXuMbl. [Ipu npuBbIy-
HBIX MTHEBMOTOPAKCax U HEBO3MOXXHOCTH YJAJICHHS KUCT MPUOEraroT K IJIeBpO-
JI€3y — C MOMOIIIbIO BBEJEHHUS B MOJIOCTh IUIEBPHI CKIEPO3UPYIOMINX BEIIECTB
(TayibKa, TETpAIMKINHA), JINOO MyTeM adpa3uu IUIEBPHI Yepe3 BUICOCKOII.

CEKBECTPALIMA JETKAX

CexBecTpanus JIETKMX SIBJISIETCS COUETAaHHBIM MOPOKOM pa3BUTHUS JIET-
KHX U COCYJIMCTOW CHCTEMBI, IIPU KOTOPOM OTCYTCTBYET CBSI3b YACTH JIETKOTO C
OpOHXUAIBHON CHUCTEMOM, a €€ KPOBOCHAOKEHUE OCYIIECTBISICTCS OJHOM WIH
HECKOJIbKUMU aHOMAJIBHBIMU apTEPUAMHU, OTXOISAIMIMMUA OT TPYAHON Wiu Opromi-
HOM aOpThI WM €€ OCHOBHBIX BETBEH. Pa3nnyaioT BHE- U BHYTPUIOJIEBYIO CEKBE-
cTpauuto nerkux. [Ipu BHemosneBoi ¢hopMe MOPOUHBIM YYACTOK JIEKUT BHE 3]10-
POBOM TKaHHM JIETKOTO, OTAEISAACH OT Hee JTUCTKOM IUIeBphI. [Ipu BHYTpUI0I€BOIM
CEKBECTPALIMA AHOMAJIBHBIM YYaCTOK pACIIOIIONKEH BHYTPH HOPMAJIBHOW JIETOY-
HOU TKaHU. CEeKBECTPHI JIOKATHU3YIOTCS OOBIMHO B HIDKHUX JOJISIX, MHOTIA PacIio-
nararotcsd noja auadparmoid. JlerouHasi TKaHb B Y4aCTKE CEKBECTPALUU MOXKET
OBITH pa3BUTA AHOMAJILHO WJIM COJIEP’KATh KUCTHI U aHOMAJIbHBIE OPOHXH.

Knunuka u ouaznocmuxa. KilmHn4ecKkue nposiBIICHUS IOPOKA B TEYEHUE
psiga JEeT MOTYT OTCYTCTBOBaTh. Pa3Butre MHGEKINH B CEKBECTPUPOBAHHOM
Y4acTKE MPOTEKAET C KIMHUYECKOW KAapTUHOW NMHEBMOHHWHU, YacTO PELU]IMBU-
pyroueii. PEeHTreHonornuecku ceKkBecTpalus BBIMJISIAUT Kak Oojiee UM MEHee
TOMOI'€HHOE 3aTEMHEHHUE, MHOI/IA C KMCTO3HBIMUA M3MEHEHUAMU. JlMaruos noa-
tBepxkaaetcs npu KT u anruonyneMonorpaduu. Juddepenunanbubiii 1uar{os
MPOBOAT ¢ OPOHXOA’KTa3aMM, KMCTaMU, HOBOOOpa3OBaHUSIMU, Tuadparmalib-
HOM T'PBIKEM.

Jleuenue Xupyprudeckoe.

ITIOPOKM PA3BUTHS JIETOUHBIX COCY/IOB

AreHe3usi ¥ I'MIOILIA3Usl JIETOYHON apTepPUHM WIA €€ BETBEH B OJHOM
JIETKOM YaCTO COYETAaeTCs C MOPOKaMHU Cepila W TUIOIUIa3ued JIErKoro, OHAKO
MOTYT BCTpEYAThCs U M30JIMpOBaHHbBIE (hOpMBI. Backynspuzaliiys Jerkux mpu 3TOM
MOPOKE TIPOUCXONT 3a CYET U30BITOYHO Pa3BUTHIX OPOHXUATBHBIX apTEPUA.

Knunuka u ouazcnocmuka. Knuaudeckue mpu3HaKyd OOJE3HH HE UMEIOT
XapakTepHbIX 4epT. B anamueze MoryT ObITh ykazanusi Ha yacTeie OPU ¢ 006-
CTPYKTUBHBIM CHHJIPOMOM.

[Ipu ob6ciienoBaHUM Ha CTOPOHE MOPAKEHHUS YaCTO OTMEYACTCS YILIOIIE-
HHE TPYIHOM KJICTKH 3a CUET HEKOTOPOTO YMEHBIICHHS 00BheMa JIETKOro, TaMm
K€ BBICIYIIMBAETCA OClIabJICHHOE JbIXxaHWe. Ha peHTreHorpamMme Ha CTOPOHE
MOPaXKEHMS JIETOYHOE M0JIE CYKEHO, JIETOYHAasl TKaHb MOBBIIIEHHOW MpO3pavyHo-
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CTH, KOPEHb JIETKOTO YMEHBIIEH HAa CTOPOHE NMOPAXKEHHS M KOMIIEHCATOPHO
paclIMpeH Ha MPOTHUBOIMOJIOKHOW CTOpPOHE. Ha KOMIBIOTEpHOW TOMOIrpamme
MOYXHO YBUJETb OTCYTCTBHUE WJIM PE3KOE YMEHBIICHUE CTBOJIA WM BETBEU Jie-
rOYHOM apTepuu. JlMarHo3 MOJATBEP:KIACTCS MPU MHEBMOCUUMHTUTpApUU U aH-
THOIYJIbMOHOTpaduH.

JuddepeHunanbHblil JUarHo3 JOJHKEH MPOBOJUTHCS C OJHOCTOPOHHUM
obmutepupyromuM  OporxuonuToM (cuHapoM Mak-Jleona), CrHOHTaHHBIM
MMHEBMOTOPAKCOM, BPOKJICHHOM MJIM KOMITIEHCATOPHOH SM(PU3EMOii.

[IporHo3 mpu H30JIMPOBAHHBIX MOPOKAX JIETOYHOM apTEPUU B AETCKOM
BO3pacTe OOBIYHO OJAromnpUsATHBIM 3a cueT OOJBIIMX KOMIIEHCATOPHBIX BO3-
MOKHOCTEN OPOHXHMAIBHBIX COCYJIOB, HO MIMEETCS OBBILIEHHBIM PUCK Pa3BUTHUS
JIErOYHOU TUIEPTEH3UH, MH(EKIIMU U KPOBOTECUEHUH.

Jleuenue NaHHOTO TOPOKAa HE pa3pabdOTaHO, MPOBOAUTCS MPOPUIAKTHKA
U Teparnusi JISTOYHbIX UH(EKITUH.

ApTeproBeHO3HbIe AHEBPHU3MbI M CBHINM JIETKHX XaPaKTEPU3YIOTCS
HaJIM4YMEM MaTOJOTMYECKUX KOMMYHUKALMA MEXIy BETBSIMHU JIETOYHOM apTe-
PUH U BEHbI, BCJIEACTBHE YETO MPOUCXOAUT COPOC BEHO3HOW KPOBH U3 MPABOI0O
’Kelly/l0uKa B apTepuaibHOE PyCiIo C pa3BUTHEM TunokceMuu. [lpu cooOuiennn
MEX/1y COCyJlaMU KPYITHOTO U CPEAHETO KaInOpa roBOpsT 00 apTepUOBEHO3HBIX
culax. [Ipu cBsA3u Mex1y MEIKHMH COCYIaMH POUCXOIUT UX PACIIUPEHUE U
oOpa3oBaHH€ KOHIJIOMEpaTa, KOTOpbI NPHUHATO Ha3biBaTh aHeBpu3Mou. IIpe-
MMYLIECTBEHHAS JIOKAJIU3ALMS [IOPOKA — HUKHUE JTOJIM JIETKUX.

Knunuka u ouacnocmuka. KiimHu4ecKre MpOSIBICHUA Y JIETEN HE BbIpa-
KEHBI, C BO3PACTOM MOSABIISIOTCS CUMIITOMBI, CBA3aHHBIE C XPOHUYECKON THIIO-
KceMuel (OJpIlKa, [IMAHO3, MOJUIIMTEMUS, TeOpMAaIns TAIbLEB U T. 1I.), MO-
KET HaOIIoAaThCsl KpOBOXapKaHbe. [Ipu aycKynbTaluy HajJ aHOMaJIbHOW 30HOU
IIPU 33JEPIKKE JIBIXAHUSI MOYKET BBICITYIIMBATHCS COCYIUCTHIN LIYM.

PeHTreHonornyeckoe MCCIEAOBaHUE BBIABISIET OKPYIJIO€ 3aT€MHEHUE,
CBA3aHHOE C PACIIMPEHHBIMH U3BUTBIMU COCyJaMH. J[MarHo3 moATBEp:KIaeTcs
MIpY aHTUOTYJIEMOHOTpaduu.

Jleuenue Xupypruaeckoe.

AHOMaJIbHOE BIAJCHHUE JIETOYHBIX BEH YaCTO COYETAETCS C MOPOKAMMU
Cepla, HO BCTPEUYAETCS U KaK U30JIMPOBAaHHAs NATOJOTHs. Pa3nmnyaroT moiaHbId
Y HEMOJHBIA aHOMAJIbHBIM JIPEHAX JIETOYHBIX BeH. lIpu HenmosHOM BapuaHTe
OJIHA WJIM JB€ BEHBI BIAJAIOT B IIPABYIO IOJIOBUHY CEPALIA MM BEPXHIOK IIO-
JyI0 BEHY, a OCTaJIbHbIE — B JIEBOE Npeacepaue. Yaine aHOMaabHO BIIAJAIOT
BEHBI MPABOro Jierkoro. [Ipyu moaHOM aHOMAJIBHOM JIPEHAXKE BCE JIETOYHBIE BeE-
HBI BIIAJIAIOT B MPABOE NPEACEPANE WIM B IOJBIE BEHBI, B 3TOM CIy4ae KM3Hb
JeTel BO3MOXHA TOJIBKO MPU COXpPAaHEHUU cOpoca U3 MPaBOM MOJOBHHBI CEpALIA
B JIEBYIO YEPE3 MEKIIPEICEPIHOE COOOIICHHE.

Knunuka u ouaznocmuka. KnuHudeckue NposIBICHUS MOPOKA 3aBUCST
OT KOJIMYECTBA aHOMAJIBHO BIA/IAIOIIMX BEH U CONYTCTBYIOIIMX aHoManuil. [Ipn
AHOMAJIBHOM BIAJCHUM OJHOM M3 BEH KIMHMYECKHE M3MEHEHHUS MOTYT OTCYT-
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CTBOBATh, MPHU MOJTHOM aHOMAJIBHOM JIPEHAXE C POXKIECHUS OTMEYaeTcs TsKe-
nas runokcusa. M3menennss Ha OKI' 3aBUCAT OT CTeNeHU HApyUIEHUS FEMOIU-
HAMUK{, MOTYT ONpEAENAThCA MPU3HAKH THNEPTPOPHUHU IMPaBOro Keiyaouka,
peXe — MpaBoro npeacepaus.

[Ipy 4YacTUYHON TPAHCIO3WLMK JIETOYHBIX BEH HA PEHTIEHOIPAMME
OTIpEeNIETSeTCs] YCUJIEHUE JISTOYHOTO PUCYHKA, TUIEepTpOo(dus IPaBoOro xKeiryaod-
Ka, paclIMpEeHUe JIETOYHOU apTEPUM U €€ BETBEU. TeHb aopThl y3Kas. lIpu Bna-
JICHUM BEH B BEPXHIOIO IMTOJIYI0 BEHBI OTMEYAETCS PACIIUPEHUE TEHU COCYIUCTO-
ro myuka. [Ipu Bnasenuu B mpaBoe Npeacepane onpeAeiseTcsl paciiupeHue je-
TOYHOTO CTBOJIA, TEHU KOPHEH JIETKUX, YCUJIEHUE JIETOYHOTO PUCYHKA 3a CYET
COCYIUCTOTO KOMIOHEHTA. JIJisl yTOUHEHHUsI TUarHo3a MUCHOJIb3YIOTCsSl ITHEBMOC-
uunturpadus, KT, 3onaupoBanue cepaua u anruorpadusi.

YacTHBIM CilydaeM aHOMAJIbHOTO JIpEHaXa JIETOYHBIX BEH SIBJIECTCS CHH-
aApoM starana. [Ipu 3ToM opoke BEHbI IPABOr0 JETKOr0 WM €ro HHKHEN J10-
JU CIWBAIOTCS B MIMPOKUN TyrooOpa3HO M3OTHYTHIA OOIIMI CTBOJ, HIYIIHIA
BJIOJIb [IPABOM IPaHMIIbI CEPALIA, KOTOpas MPOXOANUT YEpE3 MpaBblil KyloJl Aua-
¢dparMbl B OpIOLIHYIO MOJIOCTh M BHAJAET B HIKHIOI MOy BeHy. [Ipu cun-
ApoMe siTaraHa 4acTO HaOJI0JaeTcsl HEJOPa3BUTHE IPABOIO JIETKOTO WIIU €ro
YacTei, IEKCTPAIO3UIIKs Cep/illa U APYrHe TMOPOKH pa3BUTHs (MMOPOKU Cepjla,
CEKBeCTpaIysl JICTKUX, aHOMaluu OpoHXOoB). CHHAPOM siTaraHa MMEET 4Yarle
BCETO JI0OPOKAYECTBEHHOE TEUCHHE.

Jleuenue aHOMaNbHOTO JIpEHAXKA JIETOUYHBIX BEH XUPYPIHUECKOE.

IlepBuunas gerounas runeprensusi (IIJII') — 3aboneBanue HesCHOM
stronorun. B 1520 % ciydaeB HOCHT HACNEICTBEHHBIA XapakTep, acCOIUU-
poBana ¢ reHom BMPR-II. CornacHo Teopuu «MHOXECTBEHHBIX YIapOB», Cy-
HIECTBYET OOJIBIIOE KOIMYECTBO (PaKTOPOB, BO3JIEUCTBHE KOTOPHIX MOXKET MPH-
BOJUTH K TMIEPILIA3UHA MBIIIEYHOTO U 3JIACTUYECKOTO CJIOS, YTOJIIIEHUIO UHTH-
MBI NpPEKaNWLIAPHBIX apTepuosi. OJHUM U3 NMAaTOr€HETHYECKHX MEXaHU3MOB
MOBBILICHUSI 1aBJICHUS! B JIETOUYHOM apTepUM MOXKET ObITh 3JOTEINMH — CaMbli
MOILHBIA U3 U3BECTHBIX BA30KOHCTPUKTOPOB, YPOBEHb KOTOpOro y aeren ¢ [1JIT
noBblilIeH. M30upaTenbHO CBS3BIBAsCh C COOTBETCTBYIOLIMMH pELENTOpaMU Ha
IJIAJIKUX MBIIIIAX COCY/IOB, OH BBI3BIBAET MX COKpAIEHHUE, CIIOCOOCTBYET KJle-
TouHOM mposmdepanuu U Gudpo3y. [loBbilieHre AaBICHUS B JIETOYHON apTe-
pUHU CIOCOOCTBYET Pa3BUTHIO TPOMOOTUYECKOM aHTHOIATUU W MPOTrpeccupoBa-
HUIO OO0JIE3HMU.

Knunuka u ouaznocmuxa. Ha panneii cranuu BoisaBienue I 3aTpyn-
HeHo. [locTeneHHO pa3BHBAIOTCS AMCIHOD, OJBIIIKA, YTO YACTO MPUBOIAUT K
OIMKMOOYHOMY JHArHO3y OOCTPYKTHBHOIO OpOHXHUTA, OpPOHXHAJIBLHON aCTMBI.
Pa3BHuBarOTCS HEMEPEHOCUMOCTh (PU3MYECKON HATPY3KH, [IMAaHO3 (KpalHssS CTe-
NICHb TIPU CHHJIPOME AMEpChl), CHHKONAIBHBIC COCTOSIHUS. Ba)KHBIMH CHMIITO-
MaMH, MO3BOJISIOIIMMU 3allOJ03PUTh JIETOYHYIO TMIEPTEH3UIO, SBIIIOTCS BbI-
pPaXEHHBIM aKLEHT 2-TO TOHA MpPU ayCKYJIbTAalluM, BbIOyXaHUE OYTd JIETOYHON
apTepuy Ha PEHTT€HOTPaMMe.
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JlnarHo3 ycraHaBJIMBaeTCsl NpU AoNIuiepoBckoM Y3U cepama. Y HOBO-
POXJICHHOTO JaBJICHUE B JIEroyHoOW aprepun coctaBisier 80/26 mm pT. CT.,
cHIKasch uepe3 12 u go 36/11 MM pT. CT. U majgee A0 YPOBHS B3POCIOIO —
25/6 MM pT.cT. IlOBBIIICHHE CHCTOJMYECKOTO [ABJICHUS B IIOKOE BBIIIC
25 MM pT. CT., a nocie ¢uznueckord Harpy3ku Oosnee 30 MM PT. CT. SBJISETCA
KPUTEPUEM JIETOYHOW TUNEpTeH3uu. l[Ipyu naBiaeHWH B JIETOYHOM apTEpUU B
npenenax 36-50 MM PT. CT. JIETOYHAs] TUTIEPTEH3US CUYUTACTCS YMEPEHHOM, 00-
nee 50 MM pT. CT. — TspKenoil. Pa3BuTrHe XpOHUYECKOTO JIETOYHOTO cepira —
(bakTop, ONpeAeoIINi TeYeHUE U IPOTHO3 3a00JIEBaHMUS.

Knaccuduxanus BO3 ¢dyHKIIMOHAIBHOTO cTaryca OOJBHBIX JIETOYHOM
TUIEPTCH3UECH OCHOBaHA Ha OTPAaHWYEHUHM ITOBCEIHEBHONW AKTUBHOCTH. KJIacc
| — otcyrctBue orpanuuenuit, || — ymepennoe orpannuenue, |l — Bbipa-
xeHHoe, |V — HeBO3MOXKHOCTh JH000M (U3MUYECKON aKTMBHOCTH 0€3 pucKa
Pa3BUTHS HOYHOM JICBOXKEITYJOYKOBON HEJOCTATOYHOCTU. TeueHue 3abosena-
HUS TIPOTPECCUPYIONIEE C JIETATBHBIM UCXOJIOM.

Jeuenue. Tlpu I ucnonp3yroT mpocTanukianH (DmonpocTeHon B/B,
Wnompoct B/B 1 B MHrannusx, TpenpocTeHui m/K), OKCHJ a30Ta, CHaaeHadmI
(Buarpa, Peanmo nmo 0,5-2 mr/kr 3-6 pa3 B aenn). HauGonpmuit adpdexr mo-
CTUTaeTCs OT Oyiokaropa 3HI0TeNMHOBBIX penentopoB ET-1 u ET-2 — 60o3en-
tana (Tpaknup, paspenien ¢ 12 ner, ectb gaHHbIE 00 Y3PPEKTUBHOCTH y ACTEH
OoJsiee paHHETO BO3pacTa B J103¢ 2 MI/Kr JBa pasa B JeHb). [IJII' — ocHOBHOE
MOKa3aHUE K MEePECANIKE JIETKUX y JIETEH.

HACJIEACTBEHHBIE BOJIE3HH C IOPAYKEHUEM JIEI'KUX

Cpenu OONBHBIX C PEHUAUBUPYIOMIUMHU U XPOHUYECKUMH OpPOHXOJEroY-
HeiMH 3aboneBanusiMu Yy 4—10 % BbIABISETCS HACIEACTBEHHAs MATOJIOTHS.
[IpuHsATO pa3zauyarb MOHOTEHHO HacjeayeMble OOJIE3HH JETKUX M MOpPaKEHUs
JIETKUX, KOTOPBIE COMPOBOXKIAIOT JIPYTHE€ BUJIbI HACIIEICTBEHHOM MATOJOTHH,
HaIlpuMep, MYKOBHCIIHI03, MEPBUYHBIE UMMYHOJE(MDUIIUTHI, HACICIACTBECHHBIC
0OJIe3HU COEAMHUTEIIBHON TKaHW M Jp. YUCIO MOHOTEHHO HacjleayeMbIX 00-
JIE3HEW JIETKUX HeBenuko. Hacienyrorcs OHM Kak 1O ayTOCOMHO-
pPELIECCUBHOMY, TaK U [0 ayTOCOMHO-JIOMUHAHTHOMY THUITY.

MepBuunas numapHasi puckuHesus (II/I) u cuaapom Kaprarene-
pa OTHOCSATCS K IMJIMONATHUSIM — HACJIEACTBEHHBIM 3a00JIEBAHUSIM C MPEUMY-
IIECTBEHHO ayTOCOMHO-PEIIECCUBHBIM TUIIOM HaclieOBaHUsA. TepMUH <«1IHIINO-
MaTUs» TMOSIBUJICS B MOCJEIHUE TOAbl U OMPENEseTCs KaK HOBBIM KJlacc reHe-
TUYCCKU JCTCPMUHUPOBAHHBIX 3a00jieBaHui. [y (BOPCHHKM, pECHUYKH) Ha
pPaHHUX 3Tanax SBOJIIOLUHU CIY>XHJIA OJHOKJIETOYHBIM CPEJCTBOM IEpEIBUKE-
HUSI U COXPAHWIUCh Yy BCEX MJIEKOMMTAIOUIUX JUIsI BBITOJHEHUS Pa3InYHBIX
Gbyukuit. [unus npencraBisieT coO0M BBICOKOOPTaHW30BAaHHYIO OpraHesy,
UMEIOIIYI0 COOCTBEHHYIO 000JIOUKY, €€ CTPYKTYPHOU EAMHHIICH SBISICTCS aK-
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coHeMa, coctosmas u3 9 map mMukpotpybouek. [{unuu paznuygarorcs mo cTpoe-
HUIO W JIBUTATEJIbHOW aKTUBHOCTH: HEMOOWJIBHBIC, CEHCOpPHBIC, WM TMEPBUY-
Hble, muaun «9 + 0» (9 map nepudepuveckux TpyOOUYeK MPHU OTCYTCTBUU IICH-
TPaJIbHBIX) U MOOWJIbHBIE, TOJABMKHBIC, MK «9 + 2» (9 map nepudeprueckux
TpyOOUEK, KOTOPhIC OKPYXAIOT 2 Maphl ICHTPaAIbHBIX). [IepBUYHbBIC HUIHN Y
MJICKOMTUTAIONINX IIAPOKO MPEJACTABICHBI: KJIETKH POTOBUIIBI, (DOJIUKYIISIPHBIC
KJIIETKW IIUTOBUAHOW KeJe3bl, PyJAUMEHTAPHBbIE KJIETKH TJIMHM, XOHIPOLMTHI,
OOOHSTENIbHBIC PEIEeNTOPhI, POTOPEHENnTOPHI (MATOYKH ¥ KOJOOYKH), KHHOIIH-
JUU BHYTPEHHETO yXa, KJIETKUA MOYEYHOTO TYOYJSIPHOTO SHUTEIUS, ME3ECHXU-
MaJIbHbIC KJIETKH, HeHpOoHbI. [10BIKHBIC IMJIUK MPECTABICHBI JbIXaTeIbHBIM
AIUTENNEM, KIETKaMU SMEHIUMBI JKEIyI0YKOB MO3Tra, IMIMAPHBIMU KIETKAMU
KHUIIICYHHUKA IUT0AA.

Knunudeckue nposiBIeHUs UMIMONATHI BKIOYAIOT B €€0sS MHOMKECTBO
HacaeAcTBeHHBIX marojoruid: [T, BpoxxaeHHY0 Tuaporedainto, MMrMEHTHYIO
JETCHEPALIMIO CETYATKH, CEHCOPHYIO TYTOyXOCTh, BPOXKAEHHBINA IOJIMKHACTO3 I10-
YeK, BPOKIEHHBbIE IOPOKM CEpALlA C IEKCTpaKapAueH, aTpe3uio IHUIIEBOAA U
KEJTYHBIX XOJIOB, HEMOJBW)XHBIC CIIEPMATO30MIbl, HAPYUIEHUS MPOXOJAUMOCTH
MaTOYHBIX TPYO U T. 1. Hepenko BcTpedaroTcss KOMOMHUPOBAHHBIE TTOPAKCHHUS,
Hanpumep, cunapom Jlopenca—MyHa—bapae—bumias (murMeHTHas aereHepanus
CETUaTKH, MOJIMJAKTUINS, IOYEUHbIC 3a00JIeBaHMs, OKUPEHHUE, YMCTBEHHAs He-
JOCTaTOYHOCTh), cHHApPOM Aiepa (HauOonee yactas opMa HaCIEICTBCHHOU
CIIETIOTITYXOTBHI, IIEPEAAOIAsICs M0 ayTOCOMHO-IOMHUHAHTHOMY THITY) ¥ CHHIPOM
Kaprarenepa.

Pecniuparopusie Gopmbl muronatuil npeactasiens! I/ u cuaapomom
Kaprarenepa. Pacnpoctpanennocts IT1IJ] 1 : 15 000. ITLJ[ coueraercs ¢ Hemo-
JIBUKHOCTBIO IIMJIMAPHBIX KJIETOK KUIIEYHUKA MJIOAA, YYACTBYIOIIUX B 3MOpHO-
HaJbHOW pOTAllMM BHYTPEHHUX OPTraHoOB, NPH OSTOM CIy4allHBIM 00pazoM
(50/50) MoskeT POM30HTH HAPYIIIEHHUE 3TOT0 Ipoliecca ¢ pa3BUTHEM 00PaTHOTO
PaCIIOJIOKEHUS] BHYTPEHHUX OPraHoOB, PEKE TOJIBKO JIEKCTpaKapAuen WM JEBO-
PaCIIOJNIOKEHHBIM aNMeHAnKCoM. [Ipu 3TOM H30IMpOBaHHBIE MHBEPCUU BHYT-
PEHHUX OpraHoB BcTpeuarorcs HamHoro uaiie (75-80 %), yeM B coueTaHHH C
[TIJI. Cungpom Kaprarenepa — mopoK pa3BUTHSA, KOTOPbIA MPOSABISIETCSA CO-
yetanueM [1I[/] ¢ oOpaTHBIM pacroyioxKeHHEM BHYTPEHHHX OPraHOB, SIBISAETCS
OJIHOM 13 (OpM MEPBUYHON LUIUAPHON TUCKUHE3UHU, HA €0 JOJI0 MPUXOIUTCS
okoJio 50 % Bcex ciydaeB 3TOM MMaTOJOTHH.

OcCHOBOI1 OJBUKHON PECHUYKH SIBJIAETCS JIEHEUH — MOTOPHBIA O€JoK
pecHnuKH, HocuTenb AT®-a3HOW aKTHMBHOCTH, NPEBPAIIAIOMIANA XUMHUYECKYIO
sHeprui0 AT® B MEXaHUYECKYIO SHEPIHIO JIBXKEHHsI PECHUYEK, oOecreurBa-
IOIIMM MX CHHXPOHHOE CruOaHue. 3aTeM PEeCHUYKU PE3KO BBIIPSIMIISIOTCS (3¢h-
(hEKT KMETEIKU»), YTO JIGKHUT B OCHOBE MYKOIMJIHAPHOTO KIUPEHCA — OCHOB-
HOTO MYTH OYHUIIEHUS JIbIXaTelbHbIX myTei. Kaxnas nepudepuueckas tpydou-
Ka MOOWJIBHOW MWK HMEeT 2 JEHEHMHOBBIX OTPOCTKA — BHEUIHUU W
BHYTPECHHHM, SIBJISIONIUXCS €€ CBOCOOPA3HBIM CKEJIETOM.
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[Tpu IIL/] rennble MyTanuu 0OyCIOBIMBAIOT HAPYLIEHUE CTPOCHUS Jie-
HeuHa M AMC(YHKLHMIO pecHHYeK. B Hacrosiee Bpemsi JOKa3aHO ydacTUE My-
taimii reHoB: DNAHD5-5p15 — mnarosnorvsi BHEUIHETO ACHEWHA W Pa3BUTHE
MM wim cuaapoma Kaprarenepa (50/50), DNAH11(7p15.3-2) — ctpocHue
JICHEHAa HE HapylIeHO, HO nMmeercs kinuuuka [I1/] nnu cunnpoma Kaprarene-
pa, TNDC3 (7p14.1) — matojoruss BHyTPEHHETO JCHEHHA C Pa3BUTHEM CHH-
apoma Kaprarenepa, KTU (14p21.3) — naTos10russ BHYTPEHHETO WA BHEIITHE-
ro J€HeruHa, BO3MOXKHbBI 00€ maTojoruu. B pamkax ogHOW ceMbH MOTYT BCTpe-
yaThCsl  pas3jiMyHble BapUaHThl 3a00JIEBaHMS.  KJIACCHMUECKHH  CHHIPOM
Kaprarenepa, situs viscerum inversus, IT1/1. lunuapHeie gedekTbl MOTYT OBITH
TaKXe CIEACTBUEM CIIOHTAHHOW MyTalUHu.

Knunuka u ouaznocmuxa. TuninuaeiM s TILJI siBasieTcs ToTalbHOE
MOPaKEHUE PECIUPATOPHOTO TPaKTa BCIEIACTBUE HAPYILIECHUS paldOThl LUIUAP-
HOTO SIUTENUs, YTO KIMHUYECKU MPOSIBISIETCS B BUAEC OPOHXHUTA, CUHYCUTOB,
€BCTaxeuTa, OTUTA C paHHel MaHudecTamueit cumnrToMoB. [lopakeHne nerkux,
KaK TPaBWJIO, BBISABJISETCS B MIEPBBIC THU KU3HU PeOCHKA M MPOTEKAeT KakK Tsi-
JKeJasi pe3UCTEHTHAasi K Tepanuu MHEeBMOHMsS. C caMoro paHHEro IETCTBA y
OOJBHBIX OTMEYAIOTCS THOMHBbIE BBLACIEHUS M3 HOCA, HAPYLIEHUS HOCOBOTO
abixanus. MHpekunn B OpOHXOJIErOUYHOM CHUCTEME M HOCOTJIOTKE XapaKTepu3y-
I0TCSl HETIPEPHIBHBIM PELUANBUPOBAHUEM, CO BPEMEHEM B JIETKUX (POPMHUPYIOT-
csi OpoHX03KTa3bl. MHOrMe OOJIbHBIE CTPAJAIOT XPOHHUYECKUM OTHUTOM, YacTO
pa3BHUBaeTCA TUMMAHOCKIEpo3. Ciayx y 00mpHBIX Hepeako cHkeH. Y 15-20 %
OOJBHBIX UMEETCS MOIUI03 HOCA.

[T/ HYXHO HCKIOYaTh B CICIYIOIIMX Ciydasx: Stus viscerum
INVersum; mpu XpOHHMYECKOM BJIAXKHOM Kallle B COYETAHHU C XPOHHYCCKHM
OTUTOM U CHUHYCUTOM; Yy OOJIbHBIX C OINHMCAHHBIMU BBILIE PECIHPATOPHBIMU
CUMIITOMaMH M HaJU4HMEM B CEMbE JIHI] ¢ cuHApoMoM Kaprarenepa; npu uepe-
OpabHOM BEHTPHUKYJIOMETaIlHU B COUETAaHUH C PECIUPATOPHBIMU CUMIITOMAMH;
IIpU HEOHATAJIILHOM JUCTPECC-CUHIPOME HEOOBICHUMOW 3THOJIOTMH; TPpU OpOH-
X03KTa3ax; IpHU CUHAPOME HENOABMKHBIX CIEPMATO30MI0B B COYETAHHUU C pe-
CHUPATOPHBIMA CUMITOMAMH; MIPU MOBTOPHON HKTOMUYECKON OEpEeMEHHOCTH B
COYETAaHUU C PECHUPATOPHBIMU cuMIiToMaMmu. JlnarHoctuka cunapoma Kapra-
reHepa He BhI3bIBACT 3aTPYAHECHUI, cliokHee cTaBuTh nuarHo3 [111J] 6e3 obOpart-
HOT'O PAacCITOJIOKEHHS OPTaHOB.

Jlist u3yyeHuss (PyHKIMOHAIBHOTO COCTOSIHUSL PECHUYEK M MX TOJIBHIK-
HOCTH HMCHOJIB3YETCS HECKOJIBKO METONOB. MccimenoBanne MpoBOAAT HE paHee
YeM uepe3 Mecsll MOcie MePEeHEeCeHHON pecnupaToOpHO MHPEKIHH — 3TO MHU-
HUMAJIbHBIN CPOK, HEOOXOAUMBIN ISl BOCCTAHOBIIEHUSI MMOBPEXKICHHBIX CIIU3H-
CTBIX JIBIXaTENbHBIX MyTel. CaXapuHOBBIN TECT U TECT C METUIIEHOBON CUHBKOU
(MX KpUCTa/UTBl KJIaayTCs B MPEIJABEPUHM HOCA, U YUUTHIBACTCS BpPEeMs IMOSIBIIC-
HUSI BKYCOBBIX OIIYIICHHHA WM MPOKPAIIUBAHUS 33HCH CTEHKU TJIOTKH) CUM-
TAlOTCA KpanHE HETOYHBIMM M HE PEKOMEHIYIOTCS K HMCIOJIb30BaHMIO. boiee
TOYHBIMH SIBJISTFOTCS OTIPEJICIICHUE OKCHJIA a30Ta B HA3aJIBHOM JKcrupare (Hu3-
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KHE MOKA3aTeln), PaIMOU30TOITHBIA METO]T (OTCYTCTBUE TIPOJIBUKCHUS H30TOIIA
10 JbIXaTeabHBIM yTsAM). Mcmomb3yercs MeTo (a30BO-KOHTPACTHOW MHKPO-
CKOINUU IIETOYHOrO0 OHWomTaTa CIM3UCTOM HOCa, Tpaxew WU OpPOHXOB HEMO-
CPEICTBEHHO TOCIIE WX TOJYYCHUS. NPU NMEPBUYHOW IMUIUAPHOW TUCKUHE3UU
PECHHYKH HETIOJBMKHBI WJIM JIBIDKEHUE WX PE3KO 3aMEICHO, XaOTHYHO. DTH
METOJIbI MOTYT OBITh MCITOJIb30BAHBI KaK CKPUHUHTOBBIC. OKOHYATEIbHBIN JTHa-
rHO3 0a3upyeTcsi Ha JTAHHBIX 3JIEKTPOHHO-MUKPOCKOMMYECKOTO HCCIICIOBAHUS
ounonTara CIM3UCTON OPOHXOB /ISl YCTAHOBJICHUS XapaKTEPHOTO JAe(eKTa CTpo-
SHUS PECHUYCK. MEeTOo T MMEeT MHOTO TEXHUUYECKUX OTPAaHUYCHHUHN U CIIOKEH JIJIS
WHTEPIIPETAllMd — B MHUPE €CTh TOJBKO HECKOJIBKO MOP(OIOTrOB, aBTOPHUTET-
HBIX B OIIEHKE CTPOCHHMSI IIMIIMAPHBIX KIICTOK.

Jleuenue 6onbubIx ¢ T111J] HampaBiaeHO Ha MOJIABJICHUE BOCHIAIMTEILHOTO
mporiecca B JIETKUX M HOCOTIIOTKE. [Ipeamourenue oTaaeTcss KOHCEPBAaTUBHOMY
nedenuto. [Ipu o6ocTpeHnH B KaueCcTBE AIMIUPUUYECKON TepalK UCTIOIb3YIOTCS
nedamocnopuHbl 2—3-T0 MOKOJICHHWM, B TOM YHCJIE 3allUAIIEHHBIC, aMOKCHITUII-
JIMH/KJIaByJIaHAT, COBPEMEHHBIC MaKpOIUIbl (Q3UTPOMHUIIMH, KJIAPUTPOMHIINH).
BonbHOM M0MKEH UMETh «aHTUOMOTHYECKUI TACTIOPT», B KOTOPBI BHOCATCS pe-
3yJIbTaThl MHKPOOHOJIOTHUECKUX HCCIICOBAHUN W YyBCTBHTEIBHOCTh K aHTHU-
OMOTHKaM, YTO TIO3BOJISIET MAKCHMAJIHHO MTEPCOHU(HUIIMPOBATL CTAPTOBYIO Tepa-
U0 TIpu 000CTpeHusIX. B cBsA3M ¢ mopakeHneM CIIyXOBOTO arrmapaTa npuMeHe-
HUE AaMHUHOTJIMKO3HMJOB HCKIIOYAaeTCsA. boNbIloe BHUMAaHUE — YIIENSAETCS
WCTIOJIh30BAHUIO METOIOB M CPEJCTB, TOICPKUBAIOIINX JAPCHAKHYIO ()YHKIIHIO
OpoHXOB (MHTaJAIMH, JIedeOHass OPOHXOCKOIHS, TOCTYpaIbHbIH ApeHax, JIDK).
BosbHOM 10/KEeH OBITh IPUBUT OT MMHEBMOKOKKOBO#, reMO(MMIbHON HH(EKINN 1
rpunmna. [Toka3aHust K XUPypruuecKoMy JICUSHUIO (PEe3eKIMK) KpaiiHe orpaHuye-
HBbI B CBSI3M C HAIMYUEM TCHEPAITM30BAHHOTO MOPAKCHHS JIETKUX M KpalHEe BHI-
COKMM PHCKOM IPOTPECCUPOBAHUS TIpollecca IMOCie Pe3eKIuu Jerkux. B mo-
CIJICZTHHE TOJIbI MPEATTPUHAMAIOTCS TIONBITKY TPAHCTUIAHTAIIMH JICTKUX U CepIla.

HacnencrBennblii nepunurt anbga-l-anrurpuncuna (A-1-AT) — re-
HepaJin3oBaHHas nannoOysapHas sMmpuzema. A-1-AT Bxoaut B coctaB anbda-
1-ppakum OETKOB CHIBOPOTKH KPOBH M SIBISICTCS. OCHOBOW aHTHIIPOTEA3HOMN
(90 % anTHAIACTa3HOM) aKTUBHOCTH, HEUTpaIM3ysl U30BITOK MpoTea3 (TpHIICH-
Ha, 3J1acTa3 | JpP.), BhIACIIEMBIX KaKk MUKPOOPraHM3MaMH, TaK U HEHTpouIia-
MU TIpU MHPEKIMOHHOM BocnajgeHuu. TakuM oOpazoM, naniao0ysspHas dMPu-
3ema mipu Aepunure A-1-AT SBiseTcs CIeACTBHEM MOBPEKICHHS JETKUX MHUK-
POOHBIMH U JICHKOIIMTAPHBIMH 3JIacTa3aMH, HHAKTUBAIIAS KOTOPBIX HapyIlcHa.

A-1-AT xoutposmupyercs mapamu reHoB (cucrema SERPINA 1, panee
Pi), oOpasyrommux Oosnee 100 KoO-IOMHHAHTHBIX ajUIeJici Ha XPOMOCOME
14g32.1. 90 % 3n0poBeIX mrozek umeroT henorun PIMM), npu koTropom umeert-
cst HopMabHbIH ypoBeHb A-1-AT (2025 mmoins/i), 2—3 % umeroT HeHOTHUIIBI
PiIMZ, 3-5% — PIMS, npu xotopbix ypoBeHb A-1-AT cocrasiser 35 % ot
HOPMBI, HO moBbImmaeTcs npu napeknusax. Jlumms 0,03 % 3qopossix moaeii (1 Ha
3000-6000 HoBOpOXACHHBIX ) UMEIOT herotun PiZZ (pexe Pi-Hyib) ¥ HU3KYIO,
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3—7 MKMOIB/J1, akTUBHOCTh A-1-AT, ipu 3TOM MPOTEKTHBHAS aKTUBHOCTH A-1-
AT Bo3moxHa Ha ypoBHe 11 Mkmonb/m u Bbime. [Ipu3Haku OOJIE3HH MOTYT
ObITh U nipu (penotune PIZS, poHoBhIH ypoBeHb A-1-AT xoTtoporo B HOpMeE, B
OTJIMYME OT JIUII, UMEIOIINX T'eH M, HO He MOBBIIIAETCS TPU HHPEKIUIX. Y JIUITL
c amtenem Z nedextHbii A-1-AT HakarmuMBaeTcs B TeMAaTOLMTAaX, BBI3bIBAs
LUPpO3 [IEYEHU B PAaHHEM BO3pacTe.

Knunuka u ouaznocmuxka. Y nun ¢ nedpunurom A-1-AT x Bo3pacty 35—
40 netr pa3BUBAeTCS OJIBIIIKA, MOBBIIIACTCS MPO3PAYHOCTH JIETOYHBIX MOJIEH
(0COOCHHO HIDKHMX YYacCTKOB) BCIICICTBHE OOCTPYKTHUBHBIX U3MEHCHHU M M-
(dbuzeMbl, MPU3HAKOB XpOHHYECKOro Oponxuta. KypeHue, BabIXxaHUE TbUIM U
IbIMa, @ TAK)KE MOBTOPHBIE JIETOYHbIE MH(DEKIUU YCKOPSAIOT Ipouecc. Y JIHIL ¢
nonHeIM oTcyTcTBUEM A-1-AT smduzema pazsuBaetcs B 100 % ciydaes, nmpu
HU3KOM ypoBHe — B 60—85 %. Y moapocTKoOB XapaKTepHBI TTOBTOPHBIE 3IH30-
7l OOCTPYKITMH, YaCThIi KaIllellb, MPOTPECCUPYIONIasi OJbINIKA. Y MaJICHbKUX
neteit cneruduyeckux yept HeT. Ha KT nerkux ompenensroTcss ydacTku Oyi-
JIe3HON IM(U3EMBI.

[Tono3penue Ha nepunut A-1-AT MOKHO BO3HHKHYTH MPH CTONKOM
COXpaHEHUH OOCTPYKIIMHU, Pa3BUTHH 3M(PU3EMbI, HAPYIIIEHUHU JIETOYHOTO KPOBO-
TOKa, 0COOCHHO y pe0eHKa ¢ 3aTsDKHOM KEJITyXOW B aHAMHE3€ U YBEIMYCHHEM
neyeHu. Omnpenenstor ypoBeHb A-1-AT u QeHoTur, KOCBeHHO 0 nedunurte
A-1-AT cBugeTenbCcTBYeT CHHKEHHUE YPOBHS alib(a-1-rnoOynnHOB B OMOXUMH-
YECKOM aHaJIN3€ KPOBH.

Jleuenue. Crneunduueckas Tepanusi BKIIOYAET €XKEHEIEIbHOE BHYTpPHU-
BeHHoe BBencHHEe A-1-AT, BeiaeneHHOro W3 ChIBOpOTKH ueroBeka (IIpona-
CTHH), a TaKKe a’dpo30Jib FeHHOMH)KeHepHoro npenapata A-1-AT. Cpoespe-
MEHHas aJicKBaTHas Teparus JIETOYHbIX MH(MEKINNA, BaKIIMHAIUS TTPOTUB TPUII-
na, reMopuIbHOW ¥ THEBMOKOKKOBOM WH(MEKIIMU, KOHTPOJb COCTOSHUS
OKpY’KaloOIIEN Cpelibl, 3alpeT KypeHus, B T. Y. TACCUBHOTO, 3aMEJIJISIIOT pa3BU-
tre 3Mbu3zeMbl. Takue manueHTsl TPEOYIOT TIIATEIBLHOrO Mo00pa npodeccro-
HAJIbHOM JEATEIBHOCTH.

HUHTEPCTUIIUAJIBHBIE BOJIE3HU JIET'KUX

[TousTHe «uHTEpCcTUIMATBHBIC Oone3nn jerkux» (MBJI) o0beaunseT re-
TEPOreHHYIO TPYIIYy 3a00JIeBaHUM, MPU KOTOPHIX MNEPBUYHO MOPAKAIOTCS HH-
TEPCTULNH, AJIbBEOJIbI, IEPUATBBEOISIPHBIE TKAHU, YTO MIPUBOJAUT K YTOJILEHUIO
AbBEOJISIPHO-KAMJUIIPHON MeMOpaHbl, 3aTpyAHEHUIO TUPPY3UN KUCTOpOaa U
pa3BuTui0 pubpo3a. Takoe peMOACIMPOBAHUE MOXKET OBITh KakK CIEACTBUEM
BOCIIAJICHUS, TaK M HapYIICHHOW (Ype3MEpHO#) penaparu MOBPEKICHHBIX
alibBeOJI (B ATHX CITydasiX MPOTUBOBOCHIAUTENbHAS Tepanus HedheKkTuBHA). Y
JIETE 3TU MPOLIECCHl MPOUCXOIAT B PA3BUBAIOIIMUXCS JIETKUX, YTO 3HAYUTEIBHO
OTJIMYAET UX OT MHTEPCTUIMAIBHBIX 0OJIe3HEH y B3pOCIbIX, IOATOMY OHHU BbI-
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nesneHsl B otaenbHyro rpynny — WbJI nerckoro Bospacra. it bJI xapakrep-
HO Ju((dy3HOE TOpaKEHUE JETOYHOM TKaHM, MPOrPECCUpPYIOLIee TEUEHUE C
Pa3BUTHEM JIBIXATEJIBHOW HEAOCTATOYHOCTU U JIETOYHOM runepreHsuu. [Ipuun-
Hbl HEKOTOPBIX U3 3THX 3a00JieBaHUN pacuiu@poBaHbl, OJJHAKO MATOTEHE3 MH-
TEPCTULUAIBHOTO MOPAXKEHUS JIUIb MPEANoIaracTcs Wi Hen3BecTeH. Pa3nu-
YalOT MEePBUYHBIC (MHTCPCTHIIMATBHBIA MYJIBMOHHUT, aJIbBECOJIAPHBINA MPOTEHHO3,
aJIbBEOJIAPHBIN MHKPOJIMTHA3, JICTOYHBIH reMOoCHaepo3, CHHApoM [yamacuepa)
U BTOpHYHbIC (Ha OHE CHCTEMHBIX 3a00JIEBAHUI COCTMHUTEIBHON TKAaHU U 00-
Je3Her muToBuaHOM Xxene3sl) UBJI. Auddy3ubiii mHeBMOPHOPO3 MOXKET MOSIB-
JSATHCA U NPU APYTUX OO0JE3HSX JIETKUX, HO MEXAHU3M €r0 Pa3BUTHs SACEH: MPHU
OpOHXOJIErOYHOM JTUCIIa3Ud — MOBPEXAAIONIee ACHCTBUE KUCIOPOaa Ha JIer-
KH€, IPU OOIUTEPUPYIOIIEM OPOHXHOJIUTE — BUPYCHI, ACMIUPUPOBAHHBINA MaTe-
puan u ap.

Nnauonaruveckuii ¢uodposupyromuii anbBeoautr (MPA) (kpunro-
reHHbIli (UOPO3UPYIOIIHIA NMYJIbMOHHUT, CHHAPOM XamMMeHa—Puuya) —
penkoe 3aboiyieBaHHe, HA OO KoToporo mpuxoautcs He 6ornee 20-30 % ot
Bcex UBJI. B P®, CIIIA u ctpanax EBporibl B A€TCKOM BO3pacTe UCHOJIb3YETCS
TEPMUH «UHTEPCTUIIMAIBHBIN MYJIbMOHUT, YTOOBI IOMYEPKHYTHh OTIMYUEC JaH-
HOU MATOJIOTUU Y JE€TEN U B3POCIIBIX.

NDA — campriit HeOmaronpustabiii BapuanT MBJI. Otrnonorus sroro 3a-
00JIeBaHN HEM3BECTHA, OJJHAKO CEMENHBIE CIIy4al TOBOPST O BO3MOKHOM T'eHe-
TUYECKON MPEepacloOKeHHOCTH. 3HAYEHUE TMOJaBIIAIONIEr0 OOJBIIMHCTBA
BHUPYCOB, B T. 4. DNIITENHa—bapp U MpEeACTaBUTENIEH TPYIIIBI reprec, KOTOPbIM
MPUIKUCHIBAETCS POJIb B Pa3BUTHM MHOTMX HMMMYHONATOJOTUYECKUX MOpake-
Huii, ipu MDA He nokazaHo, TakKke HE MOJTBEP)KJEHA CBs3b C (pakTopaMu
BHelHen cpeabl. Kypenue, racrposzodareanbubiii pedutoke u renatut C, Ko-
TOpPBIE pacCMaTPUBAIOTCS KaK (aKTOPhl PUCKA Pa3BUTHUS CHHIpOMa XamMMeHa—
Puua y B3pocibIX, Takke HE UMEIOT OOJIBIIIOTO 3HAUYCHUS Y ICTEH.

Jns UPA TUnudHA NPEUMYIIECTBEHHAs] SKCOPECCUSI TEHOB TKAHEBOIO
peMOJICTUPOBaHUs, TMpoaudepanud >MUTSIHONUTOB U (HubpobdiacToB, B TO
BpeMs Kak JUIsl BOCHAJIUTEIBHBIX W aJNIEPTHUECKUX 3a00J€BaHUN XapaKTepHa
HKCIIpeccHs TeHOB BocmajeHus U akTuBanus T-nuM@ornutoB. CornacHo coBpe-
MEHHBIM MpeJCTaBIeHUsIM, (GUOPOOIACTHI, KOTOPHIE B HOPME HAXOJATCS B TOH-
KHX MHTEPCTUIHMAJIBHBIX MPOCTPAHCTBAX MEXAY albBEOJIAMH, MOJ JEHCTBUEM
pa3NUYHbIX (PAKTOPOB aKTUBUPYIOTCS U MEPEMEIIAIOTCS B 00JIaCTh MOBPEKIE-
HUS U BOCHAJECHMS, T/I€ TPOIU(PEPUPYIOT U CO3JAI0T KOJIJIAar€HOBBI MaTpHUKC,
HEOOXOAUMBIN JJII BOCCTAHOBJIEHMS JIerouyHOM TkaHu. [loMuMo perenepanmu,
¢ubpobIaCTBl CIIOCOOHBI MOBPEXKIATh MEXKKIETOUHBIA MAaTPUKC, MPOIYLIUPYS
pa3n4HbIe poTeasbl (YpoKHHA3a, KojutareHasa). CekpeTupys IUTOKUHBI U Xe-
mokuHbl (MJI-6, 8, pocToBO# (akTop KEepaTHHOIUTOB), GHOPOOIACTHI AKTHBH-
PYIOT KJIETKH BOCHAJICHHMSI, SHOTEINATbHBIC KICTKU U allbBEOJIOIUTHI 2-TO TH-
na (mpoayleHThl cypdakTaHTa), KOTOPble MHIPHUPYIOT B OYar BOCHAJICHUSA U
TaKXKE€ yJacCTBYIOT B MOBPEXJACHUH JIETOYHOM TKaHU U B puOpo3e. B HacTosmIee
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BpEMS U3BECTHO, YTO MPHU 3TOM 3a00JICBaHUHM MMEETCSl TeHEeTHYecKas mpeapac-
MOJIOKEHHOCTh K M30BITOYHOM pereHepaluu, T. €. peakius 3aKUBJICHUS 4pe3-
MepHa IO OTHOIIECHHUIO K MOBPEXKJICHUIO, TAK)KE BBIJICIICHBI PSJT MyTaIllil TEHOB,
perynupyromux dhudponpoiaudepaTiBHbIC MPOIECCH, U TEHOB Cyp(haKTaHTHBIX
OEJIKOB.

Knunuxka u oOuaznocmuxa. VIHTEpCTULHAIBHBIA ITYJIbMOHUT CIIEIYET
MPEANOIOXKUTh BCETJa, KOTJa IPHU BBICIYIIMBAHUW JIETKUX €IUHCTBEHHBIM
ayCKYJIbTaTUBHBIM (DEHOMEHOM SIBJISIETCSl KPEMHUTalMs, 0COOEHHO OmaTepab-
Has, 0€3 CMEHBI €¢ Ha JPYrHe XPHIIbl, IPU OTCYTCTBUHU JIMXOPAJIKH M CHUMIITO-
MOB MHTOKCHKannu. Hauano garie mogocTpoe — CyXoil Kalllenb, OJBIIIKA TIPH
¢u3nyeckoil Harpyske, yromssieMocTb. Kak mpaBuio, B aHaMHE3€ €CTh yKaza-
Hie Ha nepeHecennyo OPU. Octpoe Hadano (y /3 GOIBHBIX) COMPOBOKIACTCS
(dhebOpunpHOl TemmiepaTypoii. [IporpeccupoBanre ¢ubpo3a BeAET K YCHICHHUIO
OJIBIIIIKY, CHIDKEHHIO MAacCChl T€Jla, OTCTAaBaHUIO B POCTE, YMEHBIICHUIO OKPYK-
HOCTH U YIUIOUIECHUIO TPYIHON KJIETKH, CHUKEHUIO aMIUIUTYbl JbIXaTeIIbHBIX
IBYKEHUN. XapaKTepHbI 3BYyYHbIE, «IIeI0(aHOBBIE» KPEMUTUPYIOIINE pacce-
SIHHBIE XPUIIbI, YTONIIEHUE KOHIIEBBIX (DaJlaHT MablieB, TO3KE MOSBISCTCS IU-
aHo3 T'y0 W aKpoIMaHo3. Y TMOJIOBUHBI JETEH K MOMEHTY YCTaHOBJICHUS JTMArHO-
3a y)K€ HUMCIOTCS CHUMIITOMBI JIETOYHOTO Cepiiia W/HIK MPaBOXKEIyT0YKOBOM
CepJICUHON HENOCTATOYHOCTU. 3a00JieBaHUE OOBIYHO COIPOBOXKJIAETCS BBICO-
kumu ypoBHsimu 1gG (20004500 mr/n) u LUK, noseimiernem COD u 1UTOIIO-
TMYECKUMH M3MCHEHUSMHU B JIAaBOXKHOM JKUIKOCTH OpOHXOB (HeTpoduiies mpu
MOBBIIIICHHOM HJIM HOPMAJbHOM 4YHcie JUMGOIMTOB). JIOKaIbHOE CHIDKECHHUE
aerouHoro kpootoka (mo 60-80 % ot Hopwmbl) u u3menenuss @B/ (pectpuk-
TUBHBIM THI) TOBOPAT O CTENEHW pa3BuTHA (GuoOpo3a. TpaHCcOpOHXHATLHAS
ouoricus MH(pOpMATUBHA B MOJIOBUHE ciy4yaeB. OTKphITass OMONCHS JIETKOTO
MO3BOJIACT MOATBEepAUTE ArarHo3 y 90 % 0oIbHBIX, OJTHAKO Y JIETCH IIPOBOJIUT-
Cs KpalHE PENKO.

NuaTepcTUIMANbHBIN ITYJIbMOHUT HMMEET HEYKIIOHHO IMPOTPECCUPYIOIIEE
TE€YCHHE, HO BO3MOXKHA JITUTENbHAs peMuccusi. K OCI0KHEHUSIM OTHOCST apT-
PUTHYECKUN CHHIPOM, CIIOHTAHHBIA IMHEBMOTOPAKC, IMOOJIHUIO JIETOYHOU apTe-
pun. [IporHo3 npu UHTEPCTUITUAIHHOM ITYJIbMOHHUTE OYEHb CEPhE3EH.

JlnarHocTMKa OCHOBBIBACTCS Ha KOHCTATaIllMU TPOTPECCUPYIONICH «He-
MOTHBHUPOBAHHOW» OJIBIINIKKH W PEHTTEHOJIOTMYECKUX TMPU3HAKAX, BBISBIISICMBIX
y 90 % 6onpHBIX B BUJEC WHOUIBTPATOB aTbBEOJIIPHOW M MHTEPCTUIIMATHHON
TKaHH, PACIIOJIOKEHHBIX MPEUMYIIICCTBEHHO B HIDKHHUX JIOJIIX CHMMETPUYHO C
00euX CTOPOH, CHM)KCHHUS MPO3PAYHOCTH JISTOYHON TKAHU (CHMIITOM «MaTOBO-
ro crekia»). Hamnume menkux kuct (0,5-2 cM) ¢ yTOJNIIEHHBIMH CTCHKAMHU
CBUJICTEIBCTBYET O BBIPAXKCHHOM (DHOPO3€ M PEHTTECHOJIOTHYECKH MPOSBIISCTCS
XapaKTEePHON KApTUHOM «COTOBOTO JIETKOTO», JIETOYHBIC IO CYXalTCs, OT-
MEYaEeTCsl BBICOKOE CTOSHUE NuadparMbl, paclUIMpEeHUE BHYTPUTPYIHON YacTH
Tpaxeu U KPYMHBIX OPOHXOB.
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HuddepeHmpoBaTh MHTEPCTULNUATBHBIA MYJIBMOHHUT CIIEIYET C DK30-
FEHHBIM AJUIEPTUYECKHUM QJIbBEOJIUTOM, MEPBUYHOM JIETOYHOW THIIEPTEH3UEH,
ABBEOJISIPHBIM TMPOTEMHO30M, THCTHUOIIMTO30M, KOJUIAr€HO3aMU, CAPKOHUI030M
3-1 cTaanu.

Jleuenue. Vicnonb3yroTcsi MPOTUBOBOCTAIUTENLHBIE M MPOTHBOCKIEPO-
THYECKHEe cpeacTBa: rimokokoptukoctepouasl (I'KC), nuroctaTtuku, UMMYHO-
CYIPECCOpbl, MHTUOUTOPHI CHHTE3a KOJIareHa, MHTUOUTOPHI ITUTOKUHOB. Yarie
Bcero ucnoib3yior I’ KC-tepamnuto: 1-1,5 Mr/xr/cyt npeonuzonona BHyTpb Jar0T
B TeueHue 6-12 Hemenb, 3aTeM J03y CHIKAT Ha 2,5-5 Mr B Hememo 10
2,5-5 mr/cyt, koTopele HazHawyalT B TeueHne 912 mecsuen. [Ipu ObicTpom
MIPOTPECCUPOBAHNHN TOKa3aHa Mmyibc-Tepanus. Y B3pocibix I'KC coueraror ¢
2UOPOKCUXTIOPOXUHONOM, aTIPOOUPOBAHO UIMTENbHOE TpuMeHeHue N-arerw-
IIUCTCHHA B/B WJIM NIEpOpaIbHO B TeueHHe 6 MecsieB, moiyueH 3¢ ¢GeKT oT aH-
TU(GHOPOreHHOro Ipenapata 0o3eHTaHa (aHTArOHWCTa SHAOTEIWHA), Mpernapa-
TOB mpocTaritanauHa E (aampoctaani v ap.), yAydIIalomero JEro4Hyr reMo-
TUHAMUKY. Y JeTeit Takas Tepanus He pazpadoraHa. DPGhEeKTUBHOCTh a3aTHO-
npuHa, mukiIodocdana, KoOIXUIIMHA AUCKYTUpPYeTCs. Aubda-JIUIoeByIO
KHCJIOTY Ha3HavyaloT Ha 2 mecsia. [Ipu o6ocTpeHusix, 00bIYHO MPOBOIMPYEMBIX
OPBH, naznauaror antuOuotuku. Ilokazaner maccax, JIOK. Ilpu PaO,
60 MM pT. cT. okazana jniutenbHas Op-Tepanusi. Bo3moxkubl miazmadepes u
aumdorTodepes. JleueHue cTabMIM3UPYyeT MpPolecC, OCOOEHHO MPU pPaHHEM
Ha3HAYCHHH.

HacJieicTBeHHBIN JIETOYHBIA AJIbBEOJISIPHbIN NMPOTEMHO3 — PEIAKOE
JTMCCEMUHUPOBAHHOE 3a00JIEBAaHNE JICTKHUX, CBSI3aHHOE C HAKOIIJICHUEM B aJIbBe-
0JIax ¥ MHTEPCTULMH (HOCHONUIONPOTENIOB — MPOU3BOJHBIX Cyp(aKkTaHTa B
Bujie [IIMK-nonoxuTenbHbIX rpaHys 0€3 BOCHANIMTENbHON peakuuu. 3adoieBa-
HHUE MOXKET OBITh CBS3aHO C TOMO3MTOTHBIM HOCHUTEIBCTBOM MyTanuu (121ins 2)
reHa, Koaupyromiero 0eiok cypdakranta B, uro mpuBoaut k aeduiurty mo-
CJICIHETO W HAPYIICHUIO METab0IM3Ma U SJIMMUHAIIMN IPYTUX OeIKOB cypdak-
TaHTa. B Apyrux ciiydasx maToJIOTHs MOXKET OBbITh CBSi3aHAa C MyTalleld TeHa
anbda-1enu  pelentopa TrpaHyIoNUT-MaKPOo(dar-KoJIOHUECTUMYITHPY-IOIIEro
daktopa (GM-CSF), ocyiecTBsoIIero 3MMMHHAIINI0 cyp]aKkTaHTa U3 aibBe-
oi. B psine ciyyaeB B KpoBU 0OHapYKUBAIOTCs OjoKkupytoiue anturena k GM-
CSF knacca 1gG1 n 1gG2, uTo Takke MOXKET OBITh IPHYNHOMN TTATOJIOTHH.

Knunuxa u ouaznocmuxa. Ilpu BpoxaeHHou (ieraiabHoi) GhopMme mpo-
TEeWHO3a KJIMHWKAa HeoTimunMa oT PJIC HOBOpPOXXKIEHHBIX, HO Halle KIWHUKA
MOSIBJISIETCS. BO BTOPOM TTOJIYTOJUU B BUJE OJBIIIKH, HABI3YUBOTO KaIllid, Y T10-
JIOBUHBI JICTEH MOXKET OBITh JUXOpaaka. MaapbuuKd CTpajgaroT B 3 pas3a yare
neBouek. Ou3nkanbHbIe U3MEHEHHSI CKYIHBIE, TIOCTCTICHHO Pa3BUBACTCS JIbIXa-
TeJbHas HeIOCTaTOUYHOCTh. Ha peHtreHorpamme — nuddy3Hbie MeNKue, CiIuB-
HbIE CUMMETPUYHBIC OYaXKKH, 00Jiee TYCThI€ B HUKHUX JOJIAX, KOTOPBIE CO3/a-
I0T Ha CHUMKaX «KapThHy 0aboudek». HacTo HaOIIOAAIOTCS «HOXKHHIIBI» MEXKITY
CKYAHBIMU (DPU3UKATBLHBIMHU JAHHBIMHU U O0TaTON peHTreHorpadudecKoil KapTH-
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HOI. KuakocTe, nogyyeHHas npu OpOHX0AJbBEOISIPHOM JaBaXxe, Onaleclupy-
€T U COJEPKUT MHOXKECTBO (OCHOIUMUIHBIX COCAMHEHHM, pa3Mephbl albBeo-
JSpHBIX MakpodaroB B 2—3 pasza 0oJbllie HOPMBI. JIMarHo3 MOATBEPKIACTCS
npu Ouoricun Jjerkoro. Baxkno nuddepeHnupoBaTh MpOTEMHO3 OT IMTHEBMOIIH-
CTO3a, UMEIOLIETO CXO/IHYIO KapTHHY.

Teuenne mporpeccupymolee, JIETAIbHBIA WCXOJ HACTYyHaeT 4epe3
1-2 rona mocie MosiBICHUS MEPBBIX CUMIITOMOB.

Jleuenue: cteponnbl HE BIUSIOT Ha TEUCHHUE MPOTEHHO3a, adpo3onu ¢ N-
AIeTWIIMCTEMHOM JIal0T BpeMEHHOe ymydineHue. DPQPEKTHBEH MEePUOINICCKUN
JaBax, ecTh AaHHbe 00 3 dextunBHOCTH TpuMeHeHnss GM-CSF u putykcumaba.

Unanonaruveckuii jerounnlii remocuaepo3 (MJIIY) sBiusercs omHoOU
U3 (opM CHCTEMHOTO T€MOCHIepPO3a, Ky/Ia BXOAAT TaKKe TeMOCHIEPO3, acco-
IIUUPOBAHHBIN C aHTHTEJIAMU K COOCTBEHHOW MeMOpaHe MoYeK U JIerkux (CHH-
apom ['yamacuepa) u ¢ aHTUTENaMH K OejKaM KOPOBBETO MOJIOKa (CHHIpOM
Xaiinepa). Mpauomatuyeckuié TeMOCHAEpPO3 BCTpPEYaeTCs C  4YacTOTOM
0,24 (IlBerus), 1,23 (SAnonus) na 1 000 000 gereit, B ero reHe3e BeposSTHA
pOJb HaCJIeACTBEHHOCTH. MMMyHoaieprudeckas rumoTe3a (oOpa3oBaHue
ayTOAHTHUTE) OCHOBBIBaeTCA Ha 3()(PEKTUBHOCTH CTEPOUIAOB M HMMYHOCY-
MIPECCUBHON Tepamnuu. 3a00JeBaHHE COMPOBOXKIACTCS KPOBOUBIUSIHUSIMU B
aJIbBEOJIBI C TIOCIIEIYIONIEH UMITPETHAIIMEH COISIMHU JKeJie3a HUHTEPCTHUIIUS C €r0
yToameHneM u Gpudpo3oM, GOPMUPOBAHUEM JIETOYHOW THUMEPTEH3UH U JIETOU-
HOTO cepana. Makpodaru, GparoluTUPYOIMKUe TeMOCHACPUH, HaXOIAT B MOK-
pore (remocuaepodaru), 4To u MO3BOJISET TOBOPUTH O TeMOCHIIEpo3e. 3aboie-
BaHME Yallle BCTPEUACTCS Y IC€BOYEK.

Knunuxa u ouaznocmuxa. bonerot vame netn 3-8 JieT, Ha4aio MOCTe-
nenHoe (ojpIlika, aHeMus). JMarHo3 OOBIYHO CTaBSIT BO BpeMs KpH3a, KOrja
MOSIBJISIETCSL KAllleJh C KPOBBIO MJIM PXKABOM MOKPOTOM, JbIXaTelbHas HEI0CTa-
TOYHOCTh, (eOpuibHas TeMIeparypa, HapacTaeT aHemus (reMorjoOHMH
20-30 /1 u HmKe). B Jerkux — y4acTKd YKOPOUEHHs MMEPKYTOPHOTO 3BYKa,
muddy3HbIe MeNKoIy3bIipuaTbie Xpurbl. OOBIYHBI TAXUKAPUS, TITYXOCTh TOHOB
cep/la, yBeJIMYeHUE MEeUeHH, a 4acTo U cele3eHKU. B Mokpore jerko o6Hapy-
KUTh cuaepodaru. OCTphIil KpU3 JUTUTCS HECKOJIBKO JHEH, peke — JOJBIIIE,
MOCTETNIEHHO Tepexois B pemuccuio. Koria cuMnToMbl Hcue3aroT, ypoBeHb Ie-
MoryioonHa nosbimaercs. [Ipu nogoctpsix popmax spkux 0OOCTPEHUIA HET.

PeHTreHomornueckn B mepruoa 00OCTPEHMsI Ha CHUMKAax BHJIHBI MHOXE-
CTBEHHBIC OYaroBbIe TCHU KPOBOM3IHMSIHUI, MECTaMH CIIMBHBIC, HEPEIAKO YBEIIH-
yeHbl JUM(DOY316l KOpHS. [TOBTOpHBIE pEeHTTeHOTpaMMbl OOBIYHO BBISBIISIOT
HOBBIE 0YaroBbIe TEHU U WHBOIIOIMIO CTaphIX. B mepuoje pemuccun xapakrep-
HO YCWJICHHE WHTEPCTUIIMAIBHOTO PUCYHKA, HATTOMUHAIOIIETO MENKYIO CETKY, U
MHOT'0 MEJIKMX (MUJIMAPHBIX) TCHEH, CO3AAI0NINX «KApTUHY 0a00UKH».

XapakTepHbl MUKPOIIMTApPHAS TUIIOXPOMHAs aHEeMHUs, HU3KHA YPOBEHBb
CBIBOPOTOYHOTO JK€JI€3a, PETUKYJOIMTO3 U HPUTPOOTACTHYECKAS PEaKIus
KOCTHOTO Mo3ra. MoXXeT ObITh YMEpEeHHBIN JeikouTo3, nopeimenne COD u
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Hepeskas TpomoOotuTonenus. [Ipsamas u venpsimas peakmust KymOca, kak mpa-
BUJIO, OTPUIATENIbHBIC. BBISBISIOTCS IUPKYIUPYIOMINE UMMYHHBIE KOMIUJICKCHI,
HU3KUE TUTPHI KOMIUIEMEHTa, runeprammariooynunemus, y 10 % GonbHbIX —
CHIXKeHue ypoBHs IgA.

Cunopom I'yonacuepa — peakoe ayTOMMMYHHOE 3a00JieBaHUE, MPOSB-
JSIOLIeecs] COUETaHHBIM MOPAKEHUEM TMOYEK U JIETKUX, OJIHA U3 (OPM reMOCH-
Jepo3a y MOJPOCTKOB, yalle MalbuyukoB. HaumHaeTcst OOBIYHO C JIErOYHBIX
CUMIITOMOB M aHEMUH, BBISBISIOTCS TeMaTypHsi U Ipyrue Mpu3Haku mpoiude-
PATUBHOTO WJIM MEMOpPAHO3HOTO IIIOMEpYyJOoHeppHUTa, ObICTPO BEAYIIUE K TH-
MEePTEH3UU U XPOHUYECKOM MOYEUHON HEAOCTATOUHOCTH. B renese 3toit hopmbl
UTPAIOT POJIb AHTUTEIA, pearupyromnire ¢ 6a3aabHO MeMOpaHO! KakK JIETOYHBIX
aJIbBEOJI, TaK U MOYCYHBIX KITYOKOB, MHUIIIEHBIO JUISI KOTOPBIX SBIsIETCS anbda-3-
1ens Koyuiarena 4-ro tuma. i3MeHsieTcs mpoCcTpaHCTBEHHAs CTPYKTYpa ydacTKa
anbga-3-11e1d, BCIEICTBUE YE€TO ATOT YYaCTOK MPUOOPETACT aHTUTECHHBIC CBOM-
ctBa. [IpenmyiiecTBeHHOE MOpaKeHHE UMEHHO aJIbBEOJIIPHOU U TIIOMEpYJIsip-
HOM MeMOpaH OOBACHSETCS MaKCUMaJIbHOW CTETECHBIO MPEJCTaBICHUS B HUX
anbda-3-1end U HauOOJbIIEeH CTPYKTYPHOM JOCTYMHOCTBIO i (puKcanuu
UPKYJIUPYIONINX aHTUTEN. B HOpMaJIbHBIX YCIOBHSX ajJbBEOJISIPHBIN HIOTE-
Ui siBrgeTcs 0aprepoM Ha MyTH aHTUTEN K 6a3anbHON MemOpane. JItoObie BO3-
JICHUCTBUS, IPUBOJIAIIME K TOBBIIMICHUIO aJIbBEOISIPHO-KAMMILISIPHON MTPOHUIIAE-
MOCTH, CHIOCOOCTBYIOT (DMKCAlUM aHTHUTEI K JerouHoi Tkanu. Cpean HUX: Jie-
Tydue YIJIEBOJOPOJbI, PECHUPATOPHBbIE BHUPYCHbIE HWHQEKIUH, BBICOKHE
KOHIICHTPAIIUM KHUCJIOPO/a, TaOaKOKypeHHe, JieKapcTBa (NMEHUIMIUIAMHH, a3a-
THOIIpHH). ['eHeTHUecKas MpenpacioioKEHHOCTh 3aKIF0UASTCS B MOBBIIIICHHON
pacnpoctpaneHHocTH HLA-DR2 u DR4, npu Hanbomnee Tsxenbx gopmax —
HLA-B7.

Krnaccruueckass KIMHUYECKass KapTHHA B BUJIE COYETAHMS JICTOYHBIX U
TJIOMEPYJSIpHBIX TopakeHuit otmedaetrcss y 60-80 % mnamuentos, y 2040 %
UMECIOTCS TOJIbKO Tpu3Haku Hedputa (1-2 % ciydaeB OBICTPOIIPOIPECCUPYIO-
HIero TJoMepyiloHedpuTa SBISIOTCS CICICTBHEM cuHApoMma ['yamacdepa),
y 10 % TonpKko nerounsie mposiBiieHus. CUMIITOMBI 3a00JIeBaHUS B BHJIEC OJIBIIII-
KM, HEMPOAYKTUBHOTO KallUIs C MPOXKMIKAMU MOKPOTHI MOTYT pa3BUBATHCS T10-
CTENEHHO JTMOO OCTPO B TEUEHUE HECKOJIBKUX JTHEH, COMPOBOKIASCH (HeOpHIIb-
HOM Juxopaakou. [Ipu aycKynpTaluy BBICIYIIMBAECTCS Macca KPEMUTHPYIOIIUX
xpunoB. Ha pentrenorpamMmme u KT — npusHakm «maToBOro crekia». TeueHne
3a0oJieBaHus Mporpeccupytoiiee. Jnarno3 noaTBepKAaeTCsa Mpu 0OHAPYKECHUN
AHTUTEJI K 0a3aJibHOW MeMOpaHe Kiy0o4koB rmouek (antu-bMK-anturen).

Cunopom Xetinepa — JETOYHBIA TEMOCHIEPO3 C THIEPUYBCTBUTEIHHO-
CTBIO K KOPOBBEMY MOJIOKY, KITMHUYECKH HE OTIMYAETCS OT MIMOMATUIECKOTO,
HO Y OOJIbHBIX BBIABISIOTCS aHTUTENA (MPEIUITUTHHBI) U MOJOKUTEIbHBIC KOXK-
HbIE MPOOBI K ajulepreHaM MOJIoKa. Y 4acTu OOJIbHBIX 3a00JIEBaHUE COTPOBOXK-
JaeTCsl OTCTaBaHUEM B (PM3MUYECKOM Pa3BUTHHU, XPOHUYECKUM PUHUTOM, PEIlH-
JIMBaMH CPEAHET0 OTUTA, TUnepTpodueii aaeHon10B.
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Jluaznocmuka npu TUMMYHOW KapTHHE KpH3a U OOHApPY>KEHUU CHIEPO-
¢daroB He Tpy/HA. 3aM10I03PUTh TEMOCHIEPO3 MOKHO Y OOJILHOTO C OCTPBIM Jie-
TOYHBIM 3a00JIEBaHHEM U TAJCHHEM YKCIa SPUTPOIMTOB. Kputepuem nuarxo-
CTHUKU SIBJISIETCS OOHApYKEeHHE B OpOHXOANbBEOsIpHOM JtaBaxe 6omee 20 % cu-
nepocdaroB win uHIEKC xene3a Oonee 50, mpu moacuere 100 makpodaros ¢
ouenkoir remocuaepuaa ot 0 no 30 (B Hopme menee 25). Kpusbl B aHamHe3e,
aHEeMUSI M «KapTHHA 0a00YKM» TaKKe JOCTATOUYHO HAJICKHBIC KPUTEPHUH, XOTS
HY>KHO UCKJIFOYMTh MWJIMAPHBINA TyOepKyies, npyroe nuddysHoe 3adosieBaHue
JICTKUX, BTOpPHYHBIC (OpMBbI TemMocuaepo3a (IpH KPOBOTCUCHHUAX, CEPACYHOMN
HEJOCTATOYHOCTH, MUTPAILHOM CTE€HO3€, BACKYJIHTE, KOJUIareHo3ax, TPOOOIu-
TOTICHHYECKOM MypIype | T. JI.). B COMHUTENBHBIX CIIy4asx IMoKa3aHa OMOICHUS
nerkoro. OmnpeneneHne aHTUTEN K MOJIOKY TTPOBOST JJIsl BBISIBJICHHUS CUHIpOMA
XeiiHepa.

HNuddepentmanbupiii auaruno3 NI mpoBoauTes: ¢ MIUIMAPHBIM TyOepKYy-
JI€30M, JPYTUMHU UHTEPCTUIMAIBHBIMU OOJE3HSAMHU JIETKHX, BTOPUYHBIMU (POp-
MaMH remMocuaepo3a Ha (OHE KPOBOTECUEHUH, CEpJIEYHOW HEIOCTAaTOYHOCTH,
MUTPAJIBHOTO CTEHO3a, BACKYJIUTA U KOJIJIAar€HO30B, TPOMOOIMTOIIEHUH U Jip. B
COMHHTEJIBHBIX CIIy4asiX MPOBOJIAT OUOTICHIO JTETKHUX.

Ilpozno3. bonbHbIE yMHUPAIOT B MEPUO OYEPETHOTO KpU3HUCa OT JIErod-
HOTO KPOBOTEUEHHUS JINOO OT JBIXaTeIbHOM WM CEpJCYHON HEIOCTATOYHOCTH.
Cpennsist MpOIOKATEILHOCTD KU3HH 3—5 JIET, XOTS P MPaBUIHLHOM JICUCHUN
4acTO YJAeTCs YIJIUHUTh PEMHUCCHH, YMCHBIINTHh TSHKECTh KPU3HUCOB M IPO-
JUTATH ku3Hb Ha 5-10 neT u 6onee. HazHadueHne 6€3MOJI0YHON TUETHI TIPA CHH-
apoMe XelHepa IPUBOIUT K peMuccur (B TedeHue 1 Mecsina), B MOCIeIyIOIEM
TUIEPUYYBCTBUTEILHOCTh K MOJIOKY MOYKET MCYE3HYTh, UTO BEJET K BBI3JIOPOB-
nenuto. MHorna 6e3mosouHas queta okasbiBaeTcs 3QPEeKTUBHON U 'y OOJIBHBIX C
WJIT', yTo onpaBapIBacT HA3HAUYCHUE JUETHI BCEM JIETSIM C TEMOCUIEPO30M.

Jeuenue zemocuoeposoe. npu kpusucax HaszHauaroT 'K (npeonuzonon
1,5-3 mr/kr) Ha ¢oHe O0e3MOJOYHON aUeThl. IIpM HACTYIUIGHHH PEMHCCHH
(cHIKEHUM MHJIEKCA JKesle3a OPOHX0ATbBEOIIPHOTO JIaBaxka 10 25 U HIDKE) 3a-
kaHuuBaroT jedeHne 'K, Ha3Hauas moaAepKUBAIONIYI0 TEPANUI0 MUMMYHOJE-
npeccanTaMu: yukiogocpamuo (2 mr/kr/cyr) nnm azamuonpun (3 mr/xr/cyr).
[Tocie MaccUBHBIX KPOBOTEUYECHHI JIJIs1 BBIBEICHUS M30BITKA Kelie3a BBOMST Oe-
gepoxcamun.

[Tpu cungpome I'ynmacuepa mMoxeT ObITh 3((HEKTUBHA UMMYHOCYIIpEC-
cuBHag tepanusa ['KC, nmukinopochamuaom, MmukodpeHonara MopeTusiom B cove-
TaHUU ¢ T1a3Madepe3oM 1 UMMYHOCOPOIHUENA.

JlerouHsblii ajabBeoJisipublii Mukpoauruas (JIAM) — penkoe reHetu-
YEeCKH JCTEPMUHUPOBAHHOE 3a00JIeBaHUE, XapaKTepu3yromieecs GOopMUPOBaAHH-
€M B albBeoJIax Mejbuaiimnx KoHKpeMeHToB (pasmepom 50-200 mkm), comep-
KaImx Kpuctauibl Tpudocdara u kapOoHaTa KaIbIUs C MIPUMECHIO COJICH XKe-
ne3a. JIokanuzyroTcss KOHKPEMEHTHI BJIOJIb OPOHXHAIBHBIX BETBEH U COCY/IOB, a
TaKkKe CyOIIeBpasibHO. 3abosieBaHue BbI3BaHO MyTarmeil rena SLC34A2, xo-
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TOpBIA KOAMpPYET nepeHocuuk ¢docdara HaTpus. Bo3sMOXXHO HapylleHHe Mpo-
JTYKITUU aJIbBEOJIIPHON KUIKOCTH, a TaK)Ke HapylieHHe oOMeHa yroJIbHOM KHC-
JIOTBI, YTO IPUBOAUT K PA3BUTHUIO MECTHOTO aJIKajao03a, MpeIpacioiaratouero K
nperunutayu. [IporpeccupoBanue mporecca BeaeT K GUOPO3HBIM U3MEHEHH-
AM B MEXaJIbBEOJSIPHBIX NEPETOPOJIKAX, PAa3BUTHUIO aIbBEOJSIPHO-KAMUIUISAP-
HOTO OJIOKa W JIErOYHO-CEPACYHON HEIOCTATOUYHOCTH B CpPEIHEM BO3pacTe.
VY nereii JIAM daine AMAarHOCTUPYETCS CIy4ailHO: CUMMETPUYHBIE MEJIKHE
KaJIbIIMHATHI Ha (poHe nu(py3HO YCUIIEHHOTO PHUCYHKA. TeueHue 3a00JieBaHUs
JUTUTEIBHOE.

Jnst muarnoctuku npooautcst KT nerkux m uccnenoBanue OpoHX0allb-
BEOJISIPHOTO JaBaka. Onpenensroniee 3HaYeHUEe UMeeT OUOIICHS JIETKOTO.

Jleuenue: 3aboneBaHHE PE3UCTEHTHO K JIOOOW Tepamuu; BO3MOXKHA
TpaHCIUIaHTalMs JIeTKUX. [I0CKOIBKY €CTh CeMeHHBIE clydar, PEKOMEHIyeTCs
oOcre0BaHie POJCTBEHHUKOB.

ITOPAKEHMSA JEITKUX TPU PEBMATUYECKUX BOJIE3HSAX

TTopasKeHHs JIETKAX TIPU PEBMATHYCCKUX OOIE3HSIX HAOMOTAIOTCS Y /a4
OOJNIBHBIX B BHJI€ WHTEPCTHIHAIBHBIX U (PUOPO3HBIX M3MEHEHHWH C pa3BUTHEM
aJTbBEOJISIPHO-KANMJUIIPHOTO OJIOKA, TUIEBPUTOB U HEPEAKO SIBIISIOTCS BETYIIIMMU
B KJIMHHUKE M ONpeAesIeHUH NMporHo3a. Mopdosornueckiue M3MEHEHUsI B JIETKUX
cxomnbl ¢ uauonarnyeckumu MBJI. Ornuuue 3akimtouaercss B TUMQOIMTAPHON
UHOUIBTPAIMU UHTEPCTUIIAA U PA3BUTUU OOJIUTEPUPYIONIETO OpOHXHOIUTA. Y
30 % 6ompHBIX ¢ IBCT peructpupyroTcsi OpOHX0IKTA3bI.

B GonpmmHCTBE CilydaeB MOpa)K€HHs JIETKUX (HOPMHUPYIOTCS B MEPUOA
pa3BEepPHYTHIX KIMHUYECKUX MPOSBICHHUM, HO MOTYT IpPEIUIeCTBOBATH CHELU-
(buYeCKIM KIMHUYECKUM MPOSIBICHUSAM WIHM TPOTeKaTh cTepTo. [larorenes mo-
paKEHHUsI JIETKUX OMpeAeIseTcs KaK ayTOAaHTUTEIaMH, TaK U MPUMEHIEMBIMU
JeKapcTBaMu, 00J1a1al0IUMU THEBMOTOKCUYHOCTBIO.

[Ipu cucTemMHOl cKJIepoAepMHHU J0Ji OOJIbHBIX ACTEH C MHTEPCTUIIM-
albHBIM JIeroYHbIM (pubpo3om mocturaetr 50-70 %. [Iporpeccupyrommuii ¢huod-
pO3  aNbBEOJSIPHBIX TIEPErOpPOJOK TPUBOAWT K PA3BUTHUIO aTbBEOJIIPHO-
KamUIIPHOTO OJIOKa, 4acTO 00pa3yloTCs KUCTHI, aAre3UBHBIN TIIEBPUT, Pa3BU-
BaeTcs JerouHas runeprensus. [lopakenue numieBoja u aucdarust IpUBOIAT K
Pa3BUTHIO XPOHUYECKOTO aCMUPALMOHHOIO CHUHApOoMa. MennaHa BBIKHUBAEMO-
CTH OOJIbHBIX C CUCTEMHOM CKJIEpOJIepMHUEN U MOPaKEHUEM JIETKHUX 8 JIeT.

[TopaxkeHust opraHoB JbIXaHUS MPH MOJUMHO3HUTE M JIePMATOMHMO3UTE
(ITM-/IM) MoryT OBITh CIICJCTBHEM TUCOYHKIIUU OpO(apUHIeaIbHBIX MBbIIIIII,
YTO MPUBOJUT K aCIIUPAINU, TUchHaruu, HapyIICHUI0 MOTOPUKH MHUIIEBOJIA, TIPU
TOM MMEIOTCS KJIMHUKO-PEHTTCHOJIOTHUECKUE TMPHU3HAKK —AaCTHPAIMOHHON
nHeBMOHMH. Crienupudeckiue W3MEHEHHs CBS3aHbl ¢ UMMYHOKOMILIEKCHBIM
MOBPEXKJICHUEM JIETKMX aHTH-JO-aHTUTENaMu. XapakTepHbl (UOPO3 MHTEPCTH-
s, U dy3HbIe aTbBEOISIPHBIE TEMOpPPAruy, acMpaluoHHasl U THIIOCTaTHye-

CKas ITHEBMOHHNH, BO3MOKCH J'ICK&pCTB@HH]’::IfI ITHECBMOHMUT.
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Knuanyeckn oTMedaroTcsi HENMpOAYKTHBHBIM Kalledb W HapacTaromas
onplmka, kotopas mpu [IM-/IM umeer HekoTopble 0COOCHHOCTH. MHOTHE
OOJIbHBIC YKA3bIBAIOT, YTO MM TSXKEJIO JBIIIATh («OIIyIICHHE MaHIMps»). [Ipo-
rpeccupyromias ciaboCcTh TPYAHBIX MBI U AuadparMbel CiocOOCTBYET pa3BH-
THIO CHHJpOMa caaBiieHHoro Jjierkoro (shrinking lung syndrome), sarpyanser
KallleJab U MpeapacrnoiaraeT K pa3BUTHIO THEBMOHUU. AYCKYJIbTaTUBHBIE U3Me-
HEHUS XapaKTEPU3YIOTCS KECTCKUM JbIXaHUEM, OOWJIMEM BJIAXXHBIX XPHIIOB,
MAaCKHUPYIOMUX THIIHYHYIO JUISI MHTEPCTHITHANBHBIX OOJIE3HEH KpEeMUTAIUIO.
PeHTreHoornueck omnpenesnseTcss BBICOKOCTOSIINN MaJIOOABHUKHBIA KYITOJ
nuadparMel, TUCKOBUIHBIC aTelIeKTa3bl. I3MEHEHHsI B BHJIE «COTOBOTO JIETKO-
ro» XapakTepHbI TOJBKO JJIsS B3POCHBIX C JUIUTEIHHBIM aHAMHE30M OOJIE3HHU.
[Tpu KT mopakeHus JETKWX BBIABISIOTCS 00Jiee YeM Yy TOJOBUHBI OOJIBHBIX.
B xuakocti OpOHX0ANTBBEOSIPHOTO JIaBaXKa Jake MPU OTCYTCTBUU PEHTIECHO-
JIOTUYECKUX U3MEHEHUHN B JIETKUX OMpeJesieTcs: O0IbIIOe KOJIUYECTBO TUM(DO-
uToB ¢ npeobnananneM CD8-penoruna (umurorokcudeckue). CTeneHb mopa-
KEHHS JIETKUX HE Koppesiupyer ¢ akTuBHOCTBIO [IM-JIM, mpornocruuecku
3HAUYMMBIM SIBJISIETCSI YPOBEHb IUTOKEPATHHOB 19 B KpOBHU, OTpa’karoIIMii CTe-
MEeHb JIECTPYKIIMHU JIETOYHOM TKaHW. PUCK acmupanvyd yTOYHSETCS TPU DHIIO-
CKOITUYECKOM HCCIEOBAHUM MUIIEBOIa. MHOTO TMarHOCTHYECKUX TPYAHOCTEN
BO3HHMKAET MPHU JIEKAPCTBEHHO-OOYCIOBJIEHHOW MATOJIOTMH JIETKUX, UMHUTUDPY-
IOIIEH OMyXOJM WiN OaHaTbHYIO MHEBMOHMIO. PecriupaTopHbie HapylieHus 4a-
CTO SIBIIAKOTCS BEAYIIUMHU KIMHUYECKUMU nposBiaeHusmu [IM-JIM, no nporso-
CTUYECKOW 3HAYMMOCTH KOHKYPHUPYIOT C MH(DEKIIMOHHBIMHA OCIIOKHCHHSIMHU U
ABJISIFOTCS. YACTOW MPUYNHOM CMEPTH.

[TopaskeHus JeTKUX MPH CUCTeMHOil KpacHoii Boruanke (CKB) B ne-
610Te UMetoTest y 6 % GONBHBIX, a B JanbHeiimeM — y 414 Mopdomoriue-
CKU TpeobiajaeT yToJIeHrne 0a3aabHbIX MeMOpaH KamwuIsIpoB, oOpa3oBaHue
«IPOBOJIOYHBIX TIETENIb», HAOIIOMAAIOTCS KaWJUISIPUTHI U apTEPUOIUTHI, THAIIH-
HOBbIE MEMOpaHbl B ajibBeoJiaX, (PUOPUHOMIHBIN HEKPO3 MEXKaJTbBEOJSPHBIX
MIEPETOPOJIOK, PEIYKIIUS KAUIUISIPOB.

Haunbonee 9acTeiM U TSHKENBIM pPECHUPATOPHBIM BapHaHTOM JeOroTa
CKB y neteit u B3pocisix A0 30 JeT ABISIETCS OCTPHIN BOJYAHOYHBIN ITHEBMO-
HUT, TIPU KOTOPOM CPEIHSS MPOJOJDKUTEIHLHOCTh JKH3HU PEIKO IMPEBHIIIACT
12 mecsmieB. Y OONBIIMHCTBA TaKUX OOJBHBIX COCTOSHHUE OCJIOKHSETCS OpOH-
XOJIETOYHOW MH(EKIHMEH, KTy T0YHO-KUIIICUHBIMH KPOBOTCUCHHUSIMH, HapyIIIe-
HUSIMH MO3TOBOTO KPOBOOOPAIIEHHSI U PAa3BUTHEM CENTUYECKOrO IIOKa C OTe-
KOM JIETKUX. PeHTreHoMornueckne n3MEeHEHUST HAaIOMUHAIOT OaHAIBHYIO ITHEB-
MOHHMIO C TEHIEHIMEH K pachmpoCTpaHEHHIO Ha BCE JIETOYHBIC TOJIS.
JIByCTOpOHHHE TIOPa)KEHHUS BCETAa COMPOBOKIAIOTCS MJIEBPATLHBIM BBIIIOTOM U
pacmpenreM kamep cepaua. [IneBpanbHbIid BBIIOT IPEICTABICH SKCCYATOM C
OOJBIIINM COJIEP)KAaHUEM TIIFOKO3bI M HU3KHUM YpPOBHEM JIAKTATIETHAPOTEeHA3bI
(JIAI), comepxkutr 2000-5000/1MKiI JTEHKOIMTOB, MPEHMYIIECTBEHHO MOHO-
HYKJI€apOB U JIUM(OIIUTOB, BBIABISIOTCS aHTUSAJECPHBIC aHTUTENA U BOJIYAHOY-
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HBIC KJIETKU. YKa3aHHbIE M3MEHEHHs CIIOKHO OTJIMYHTHh OT WHQEKIHOHHBIX,
BO3HMKAET MpobiieMa BbIOOpa MEXKy aHTUOAKTEPHUATbHBIMU U HIMMYHOCYTIpEC-
CUBHBIMU TIpenapaTamu, o3ToMy TpeOyeTcsl IpUMEHEHNEe BCEro apceHana aua-
THOCTUYECKUX CPENICTB, BIUIOTH JO JlaBa)ka M OUOTICUU JIETKOTO.

[Ipn mogocTpoM TeueHWHM MHEBMOHWUTA WHOUILTpAIMs HOCUT OTpaHU-
YEeHHBII XapaKTep, MOCTENEHHO pa3BUBAETCA GUOPO3, MPOrpecCUpyeT OABIIIKA,
CyXOM Kalllelb, IPH ayCKyJIbTAIINHU XapaKTepHa KPETUTAIlHs, PACCESTHHBIC y3eI-
KM Ha CHUMKE.

[lepBbiM U enuHCTBEHHBIM TposiBiicHrneM CKB MoryT OBITH JIerOYHBIC Te-
MOpparvu, OHU TaKKe MOTYT OCIIOXKHSITh TeueHHe O0JIe3HH JIt000H naBHOCTH. [Ipn
ATOM y OOJIBHBIX HAOMIOMAIOTCS JIMXOPAJaKa, KPOBOXapKaHbE, MaJlcHHE TeMOTIo-
OvHa, pEHTTCHOJOTHYECKUE MPU3HAKA BOJTYAHOYHOTO IMTHEBMOHHUTA C MAaCCHBHOM
uHmIbTpauueil. B OpoHX0anbBEOISIPHOM JIaBaXKE ONPEACISIOTCS SPUTPOLUTHI,
Makpodaru, cojiepaliyue TeMOCHIEPUH U SpUTPOIUThI. [IporHo3 mpu 1aHHOM Ba-
pHAHTE TOPAKEHHUSI JIETKUX CEPhEe3HBIN, CMEPTHOCTH TipeBbImaeT S0 %0.

bonn u nuckomdopT B TpyaHOM KIETKE HAOMIOAAIOTCA Y TOJOBUHBI
6onpHbIX CKB 1 gBISITOTCS CleACTBUEM HEUPOMBINIEYHONW NUCHYHKIMH TPy-
HBIX MBI YacTo Ha (hOHE CHIKEHUS TOJIBMXKHOCTH JuadparMbl TPOUCXOIUAT
orpaHuueHue moaBmwxHOoCcTH Jerkux (shrinking lung syndrome), anajgoruyHoe
[IM-JIM.

[lopaxeHust JETKHUX TMPH IOBEHHWJIBHOM PeBMATOMJAHOM apTpPUTe
(FOPA) naOiromaroTcsi B OCHOBHOM TIPU CUCTEMHBIX (hOpMax M CXOKH C TaKoO-
BbiMU nipu CKB. TsKeCTh JIETOYHBIX U3MEHEHUI HE KOPPEIUPYET C aKTUBHO-
CTBIO CYCTaBHOTO CHHIpPOMA, a OIpeaessieTcss MMMYHOJOTHYECKOH aKTHBHO-
cThi0. PeBMaTonaHbIC (HEKPOOMOTHYECKIE) Y3EIKH JIOKATH3YIOTCS TIPEUMYIIIe-
CTBEHHO B MEXAJIbBEOJISIPHBIX MEPETOPOAKAX U MOTYT MOJABEPraThCs HEKPO3Y C
oOpa3oBaHHEM IOJIOCTEH, B KOTOPhIE OBICTPO MPOHHUKAET OaKTEepHaIbHAS WU
rpubkoBas iopa. [losBiaeHne nojaocTel MOXKET COMPOBOXKIATHCS KPOBOXapKa-
HBEM, TP CYOIUIEBPAIbHOM PACIONI0KEHUU — MTHEBMOTOPAKCOM.

[To TeueHuto pa3auvarOT OBICTPBIN U MEJJICHHBIN BapUAHT JICTOYHBIX H3-
menenuii ipu FOPA. I1pu O6pIcTpoM BapraHTe 3a HECKOJIBKO MecAIeB hopMHpy-
€TCsl «COTOBOE JIETKOE», TSXKeJas JbIXaTelbHas HEAOCTATOYHOCTh U JIETOYHOE
cepaue. [lpu MenneHHo nporpeccupyronieM BapuaHTe U3MEHEHUS B JIETKUX He-
3HAYUTENbHBI W MPEACTABICHBl YCUJICHHEM WHTEPCTULIMATBHOTO PUCYHKA TIpe-
MMYIIECTBEHHO B 0a3ajbHBIX OTAENaX, JErO4YHas HEeAOCTaTOYHOCTh Pa3BUBACT-
cst MmeaieHHo. [Topakenus nerkux mpu FOPA 4acTo compoBOXKIAIOTCS «CYyXUM>»
CHUHIPOMOM C MYYHUTEIbHBIM KalllIeM 3a CueT HapylmieHUs (yHKIHMH >KeJIe3H-
CTOTO U MEPLATEIHHOTO AIUTEIHSI.

Y 20 % Gonpubix FOPA X0TS1 OB OHOKPATHO AMArHOCTUPOBAJICS TLJIEB-
pabHBIN BBITIOT. [Ipy 3TOM pa3BUBaeTCs KIMHUYECKAsT KapTUHA, UMUTUPYIOIIAS
OaKTepHAIbHYI0O TTHEBMOHHUIO C JIUXOPaAKoi, O0JsMu B Tpyau. BeimoT yarie
OJTHOCTOPOHHHMI M HEOOJBIION MO 00BbeMy, MPEACTABIIEH, KaK MIPABUIIO, IKCCY-
JIaTOM C BBICOKHMM cojiepxanuem Oenka (Oonee 3,5 1/71), akTHBHOCTD JIaKTaTIC-
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runporenassl 0osiee 1000 Exn/n, 3nayenus pH B npenenax 7. KileTounslii cocTas
MpECTaBIeH Makpodaramu, Me30TelUeM, MUTeIUaTbHbBIMU KieTkamu. Co-
nepxanre P@® BBICOKOE, IPEBBILIAET CHIBOPOTOUYHBIA YPOBEHb. XapaKTEPHO
TaK)Ke HaJIMYMUe TPUAJbl COMYTCTBYIOIIUX MPU3HAKOB: 03MHO(DMIINS, TTHEBMO-
Topakc (0OBIYHO OTPAHUYCHHBIN ), HHTEPCTUIMAILHBIN JIETOYHBIH (HOpO3.

[Tpu neuenuu cycraBuoit popmel FOPA meToTpekcarom yxe uepes 6 me-
csteB y 18 % 60abHBIX pa3BUBAETCS THEBMOHUT, MPOSBISIOMIUNUCS TTPOrPECCH-
pyrolen oAbIIIKONW, CYXUM KallljleM, KpenuTalye, y 4acTu OOJbHBIX — JINXO-
pagKo.

ITOPAKEHUA JIETKUX ITIPU BACKYJIUTAX

[TopakeHusl JE€rkuX MPU BACKYJIHUTAX y JAETEW OTMEYAIOTCS IPU OCTPOM
peBmaTtuueckor auxopaake (OPJI), rpanynemaro3e Berenepa, cunapome Yep-
mxa—CTpocca U y3eJIKOBOM MEPUApTEPUNTE.

[Ipu ocTpoii peBMATH4YeCKO# JMXOpPaJKe MOPAKECHHs JIETKMX BCTpeda-
1orcsi B 2-14 % ciiydaeB B BHUJE TUIIEPEPTUUICCKUX M3MEHEHHH — (puoOpuHOuI-
HOTO HEKpOo3a COCYJIOB, TpoM0O03a, MHTEPCTUIMAIBHBIX W3MEHEHHM, HEKpo3a
OpOHXOB U aibBeos. BO3MOXXHBI HECKOJIBKO KIMHUYECKUX BapUAHTOB. JIAPHUH-
TOTPaXEUT COMPOBOKAACTCS MYUUTEIBHBIM KallluieM, HH(MAPKTHI JIETKUX — KpO-
BOXapKaHbEM, PEBMAaTUYECKasi MHEBMOHMS MPOTEKaeT OypHO, MHOTJA KakK aHa-
(UITAKTUYECKHA IIOK, XapaKTEPHO BOBJICYCHHE TUICBPHI. XapaKTepHa ObICTpas u
nosiHasi oopatHas nuHamuka mof BiausHueM ['KC-tepamuu. [Ipu 3atssxkHOM Te-
YeHUHM PEBMAaTH3Ma ITHEBMOHHHU Yallle JoO0apHbIe, PEIUIMBUPYIONINE B OJTHOM H
TOM K€ MECTE C pa3BUTHEM (PrOpO3a 1 CTOMKUX COCYIUCTHIX HAPYIICHH.

I'panyiemaro3 Berenepa y aeteii Bctpedaercs oueHb pezaxo (1 : 1 000 000),
MOpa)kaeT OpraHbl JbIXaHus, a TAKKE MOYKH U JAPYrue opranel. B Menkux u cpen-
HUX COCyJlaX 00pa3yroTCsl IpaHyJIeMbl C IIEHTPaJIbHBIM HEKpo30oM. CHavajia BO3HU-
KaeT SI3BEHHO-HEKPOTUUYECKOE TIOPAKEHUE CIM3UCTOM HOCA, TVIOTKH, IPUIATOUYHBIX
nas3yx, yxa, MOBBIIICHHUE TeMIepaTyphl Tesna. J{jist 1eTei xapakTepHo pa3BUTHE TIOI-
CBSI304YHOT'O CTE€HO3a WJIM 00CTpYKIMK OpoHXOB. [Ipu mporpeccupoBaHuM MPOUCXO-
JUT NECTPYKIMSI KOCTHOM TKaHW HeOa, HOCOBOM MEPEropoJIKU, PAKOBUH, IMPOIIECC
pacrpocTpaHseTcs Ha JIeTKUe. XapaKTepHbl HEMPOIYKTUBHBIM KaIllelh, KpoBOXap-
KaHbe, 00JIM B TpyIu Ha (DOHE JTUTEIILHOM JIMXOPAJIKHA 1 00IIeH TUCTpOQHH.

J1y1st mocTaHOBKM JAMarHo3a rpaHyjaemMarto3a Berenepa y 60JbHBIX JTOJKHO
uMeTbes 2 U 0oJiee MpU3HAKa: SI3BEHHOE MOPAKEHUE CIM3UCTOM pTa WM HOCA
(KpOBSIHUCTBIC BBIICIICHHUS), MHOKECTBEHHBIC OUaroBble TCHU Ha CHUMKE, TeMa-
Typus W rpaHyjema B Ouontare. Yacto HaOIIOMAOTCS JIEHKOIMTO3 U TPOMOO-
1uto3, noseimeHne COD, MOJOKHUTEIBHBIM TECT HA aHTHHEHTPOPUILHBIC M-
torazmaTuueckue antutena (c-ANCA).

Cunapom Yepmxa—Crpocca — 303MHO(PUIBHBIA BaCKYJIUT, MOpaxa-
IOIIMI MHOTHE OpraHbl, BKJIIOYas JIETKUE, B BUJI€ 03MHO(PUIBHBIX HEKPOTH3U-
pyroux UHQUIBTPATOB, MOXKET COYETAThCS ¢ OPOHXHMAIBLHON acTMOM, CE30H-

HBbIM aJUIEPTUYECKUM PUHUTOM. XapaKTEPHbI 303MHO(DUINS, TIOBBILIEHUE YPOB-
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Helt IgE u LK. B nonb3y cuHapoma roBopsAT NOTEpsi MacChl TeJa, MOPAKEHUs
apyrux opranoB (aeriponatuu, YKKT-matosorus), mojgoXUTEIbHBIE TECThI Ha
peBMmodakTop u c-ANCA. YV neteit 3TOT CHHIPOM BCTpEYaeTcs pelIKo, Kak mpa-
BuJj0, nociue 10 ner.

Y3eJKoBbIH NEePUAPTEPUHUT XapPaKTEPU3YETCS BACKYJIMUTOM apTepui
CpeaHero Kanubpa, B TOM YHUCIIE JIETOYHBIX U OPOHXHUANIbHBIX, C OTEKOM, TPOM-
0030M U KpOBOMZIUSAHUIMH, popMHupoBaHHeM mojocTeil. Haxonar rpanyiemsl
C TMTaHTCKUMHM KJIETKaMu, 303uHO(miIaMu U Makpodaramu. Knunudecku mo-
pakeHUs JIETKUX MPOTEKAIOT B BUJI€ THEBMOHUTA, YACTO C MJIEBPUTOM.

Jleuenue nerounsix nposisiienni JJBCT u BackynuToB TpeOyeT npoBe/e-
Hus tepanuu ['KC — npemauzononom no 2 mr/kr/cyr. (He 6onee 80 mr/cyr)
win B/B mylibc-Tepanuu MeTwinpeaau3oiaoHoM (3 mus mo 30 Mr/kr), kak mpa-
BUJIO, ¢ XopowmuM 3¢ dekroM. [Ipu CKB B pe3ucCTEeHTHBIX ClydasxX UCIOIb3YIOT
anTuCD-19 MOHOKITOHANIbHBIE AaHTUTENA — PUTYKCUMAO.

CAMOKOHTPOJIb YCBOEHUA TEMbI

1. TlepBbIM CUMIITOMOM IPH MOPOKAX, CBA3aHHBIX C HEJOPA3BUTHEM JIe-
TOYHBIX CTPYKTYD, ABJISCTCS:

a) Kalleb,;

0) npIXaTenbHas HEJOCTATOYHOCTD;

B) nedopMarius rpyIHON KIETKH;

T) CTPUIOPO3HOE JIbIXaHUE.

2. OCHOBHBIM METOJIOM JHAarHOCTHKH TIOPOKOB Pa3BUTHS CTCHKH OpPOH-
XOB SIBJISICTCS:

a) OpPOHXOCKOIIHS;

0) KOMITbIOTEpHAsT TOMOTpadus;

B) criuporpadusi.

3. OCHOBHBIM METOJIOM JMArHOCTHKH MIOPOKOB CTEHKH TPaxXeu SIBJISCTCS:

a) OPOHXOCKOIIHS;

0) KOMITbIOTEpHAsE TOMOTpadus;

B) criuporpadus.

4. KiuHudeckue MpOSBICHUS MPU CEKBECTPAIlMH M KUCTAX JIETKHX, Kak
IPaBUJIO, MOSBIISIFOTCS MOCTIE:

a) POKICHHS;

0) nHpUIHPOBaHMS,;

B) (pM3UUECKOI HATPY3KH.

5. Kakue KIeTKH B MOKPOTE XapaKTEPHBI IS JIETOYHOIO TEMOCHIEPO3a?

a) DPUTPOLIUTHI;

0) cunepodaru;

B) HEUTPOUIIBI.
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6. Ilpu nedumure A-1-AT mopakeHue JETKUX XapaKTepU3yeTcs:
a) pelUINBHPYIOIIUM OPOHXUTOM;

0) OpOHX09KTa3aMH;

B) MIHEBMOCKIICPO30M;

r) OyJIe3HOU dM(PHU3EMOA.

7. CHmwKeHue Kakoil (pakuuu rio0yJIMHOB B OMOXMMHYECKOM AaHAJIM3e
KPOBH y OOJIBHOTO € AM(MHU3EMOI MOKET CBHJICTEIILCTBOBATE O nedurute A-1-AT?

a) Anbda-1;

0) anba-2;

B) OeTa;

) raMMma.

8. Kakue nmabopaTtopHble M3MEHECHUS XapaKTEePHBI JJI KpH3a JIETOYHOTO
remMocuiepo3a’?

a) PeTukysnonuros;

0) CHIYKCHHE YPOBHS SPUTPOIMTOB,;

B) MOBBIIICHHUE TIPSIMOTO OWINPYOHHA,;

I') IOBBIIIICHUE HEMPSIMOTO OWIUPYOHHA;

1) TPOMOOLIUTOIIEHHS.

9. KIuHWYECKMMH CHMITOMaMH HIAONATHYECKOTO (HHOPO3UPYIOMIETo
ATHBEOJINTA SIBIISTFOTCS:

a) OJIBIIIIKA,;

0) cyxoii KalleJb,

B) sM(u3eMa,;

T') CpeHEeIy3bIpUaThic BJIaKHBIC XPHIIHI;

1) KPEIUTUPYIOIINE IIe/UI0(PaHOBBIC XPHUIIBI.

10.PeHTTEHONOTHYECKH TPU HIAOTATHYeCKOM (rOpo3upyromeM aib-
BEOJIUTE MOXKHO BBISIBUTH!

a) TIOBBIIIICHUE MTPO3PAYHOCTH JICTKHUX;

0) muddy3HOE CHIKEHHE ITPO3PAUHOCTH JIETKUX;

B) CUMIITOM «MaTOBOI'O CTEKJIa»;

T') BBICOKOE CTOSIHUE THadparmbl;

1) KapTHHY €COTOBOT'O JIETKOT0.

11. Kakoe Hapymienue (GyHKIMHA BHEITHETO AbIXaHus xapaktepHo ayst UBJI7?
a) [To 00OCTPYKTHBHOMY THILY;

0) PECTPUKTHBHOMY THILY;

B) CMEIIIAHHOMY THITY .

12. Cungpom Kaprarenepa Bkirodaet B ceOs:
a) 0OpaTHOE PACIOJI0KEHHE BHYTPEHHUX OPraHoB,;
0) MOJUKHCTO3 TIOYCK;
B) XPOHUYCCKUI OPOHXOJIETOYHBIN TIPOIIECC;
T) XPOHHYECKYI0 PUHOCUHYCOTIATHIO;
1) BPOXKICHHYIO CJICTIOTY.
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13. Topaxenus nerkux npu JIbCT xapakTepu3yroTcst pa3BUTHEM:
a) aJIbBEOJIIPHO-KAMUIIPHOTO OJI0Ka;

0) JIeroYHOM rUIEPTCH3UY;

B) OPOHX03KTa30B;

T) TpaHyJem,;

1) SM(pHU3EMBI.

14. TlopaxkeHHs JETKUX MIPH BACKYJINTaX XapaKTEPU3YIOTCS Pa3BUTHEM:
a) aJbBEOJIIPHO-KAMUIIPHOTO OJI0Ka;

0) JIeroYHOM rUIEPTCH3UY;

r) OpOHX0IKTa30B;

1) TpPaHyJIeM;

¢) sM(pU3EMEL.

OrBerbl: 1 —06;2—0;3—a;4—0;5—0;6—r1;7—a;8—a, 0, B;
9—a,0,1,10—sB,0,11—0;12—a,B,1;13—2a,0; 14 —.
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