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HacnepacrtBeHHble 3a601€BaHUA TIEMKUX

e ITO TeHETUYECKHU JIeTEPMUHUPOBAHHBIE
3a00J1eBaHUA JIETKUX, KOTOPbIE BbISIBJISIIOT Yy
4-5% neren ¢ penuaAuBUPYIOIIUMH 1
XPOHUYECKUMU 3a00/71€BAaHUAMH JIbIXaTeIbHOU
cucreMbl. [IppHATO pa3jimyaTh MOHOT€HHO
HacJiegyeMble O0JIe3HH JIETKUX U IIOPaKeHH s
JIETKUX, KOTOPbhIE COIMMPOBOKAAIOT APYTHUE BUIbI
HacJeACTBEHHOU IIaTOJI0THUM (MYyKOBHUCIIH/A03,
IIeEpBUYHbIE UMMYHOI€(DUIUTHI,
HaCJIeJICTBEHHBIE 00JIE3HU COeITUHUTEIbHON
TKaHU U Jp.)



OCHOBHble POPMbl MOHOIEHHO
HacneJyembix 3a60/1eBaHMMA

- Cunzpom nuauapHon auckuHesun (cuaapom Kaprarenepa)
« 'emocuzepo3s jgerkux (cuaapom ILunena—I'ennepcrenra)

- Cungpom I'yamnacuepa
(MauomnaTuyecKui reMOCHUIEPO3 JIETKUX C
rJI0MepYJI0HeE(pPUTOM)

» AJIbBEOJIAPHBIUN MUKDPOJINTHA3

* JIerouHbIN aIbBEOJIAPHBIN MPOTENHO3

- IlepBuuHas jerouHas rurepreHsus (cuHaApoM Aspca)

» Upnonatuueckuil pudbposupymomuil aabpeoaut (MOA)

« JlerouHas smdusema ceMeiiHasa (HEZ0CTaTOYHOCTD al-
aHTUTpUIicuHa — a1-AT)

« bpoHxunosioskTaTuyeckas sMmpusema Jlemke



CUHAPOM LUUIMApPHOU AUCKUHE3NM
(cMuHapoM KapTareHepa)

* BpoxxaeHHbIN
KOMOMHUPOBAaHHBIN
IIOPOK,
XapaKTEPU3YIOIUHCS
TPUAJ0MN IPU3HAKOB:
obpaTHOE pacnoJIOKEHHUE
JIETKUX, XPOHUYECKHUU
OPOHXO-JIETOYHBIU
IIPOIECC U MATOJIOTHA
IPUAATOYHBIX IIa3yX HOCA
(runomnsia3usa Uin
XPOHUYECKHU CUHYCHT).




ITUONIOTMA 1 NaToreHes

« CHHApPOM 0OpPaTHOI'O PACHOJIOKEHUS JIETKUX
IIPAKTHUYECKH BCET/Ja COUETAeTCA C IPAaBOCTOPOHHUM
pacHoJIoKeHHEeM cep/illa, MHOT/Ia M 00paTHBIM
pacIoJI0KeHHNEM OpTraHOB OPIOITHOM IOJI0CTH (situs
viscerum inversus). O6paTHOe pacIIoJIo;KeHHe
BHYTPEHHUX OPTraHOB YaCTO COUETAETCs ¢ HapyIIeHHEM
MYKO-IIJIMAPHOTO KJIUpeHca, 00yCI0BJIEHHOTO
BPOXKJ€HHBIM HapyIllleHHeM JBUTaTeJIbHON (PYHKITUN
PECHUTYATOTO SIIUTEINS AbIXaTeIbHBIX My TE.
OTcyTCTBHEM MYKOIIMJIMAPHOTO KJINPEHCA 00bSICHAETCA
JacToe coueTaHre 00pPaTHOTO PACIIOJIOKEHUS JIETKUX C
PAHHUM Pa3BUTHEM XPOHHUYECKOT'O BOCIAJIUTEIbHOTO
THOMHOTO Mpollecca B OpOHXax U JIETKUX, BBICOKOMU
YacTOTOM XPOHUYECKOro puHOMapUHTUTA, CHHYCHUTA,
OTUTA.



KJIMHMYeCKaa KapTMHa

- YacTtble pecriipaTopHble 3a00JieBaHUs, PEITUAUBUPYIOIIE OPOHXUTHI,
ITHEBMOHUU C IIEPBBIX MeCAIEB KU3HMU.

- Pannee popmupoBaHue XpOHUYECKOTO OpoHXMTA U (UIIH)
ITHEBMOHUH C OBICTPHIM pa3BUTUEM OPOHXOZKTA30B, THOWHOTO
SHA00POHXUTA U CHUMIITOMOB OPOHX03KTaTUUECKOH 00JIe3HU
(orcraBaHue B GU3NYECKOM PA3BUTHH, CAMIITOMbBI HHTOKCUKAIIWY,
KallleJib ¢ BbIZleJIeHueM THOMHOM MOKPOTBI, YacTble 000CTpeHU,
nehopManuu KOHIEBBIX (paslaHT MasbleB B Buzie bapabaHHbIX
majiouek, HOITel B BUJIE€ YaCOBBIX CTEKOJI).

 IlepKyTOpHO 1 ayCKyJIbTaTUBHO OIIPEJIEIIAETCS IIPABOCTOPOHHEE
pacrnoJiokeHue cepana. B jierkux, mperuMyIiecTBeHHO B HUXKHUX
OT/eJ1aX, B OCHOBHOM CIPaBa, BHICIYIIIUBAIOTCA PA3HOKAINOEpHbIE
BJIQXKHBIE U CyXU€ XPUIIbI.

 Ilepuoabl 000CTpPEHUS COIIPOBOK/IAIOTCS MMOBBIIIIEHUEM TEMIIEPATYPHI
TeJia, yXy/iIlleHueM OOIIero COCTOSTHU S, HapacTaHUeM CUMIITOMOB
MHTOKCHUKAIINU, YBEJINUYEHUEM U PACIPOCTPAHEHHOCTHIO
(pu3NKaIIbHBIX UBMEHEHUH B JIETKUX.

- HocoBoe nipixaHvie 3aTpy/IHEHO, IOABJIAIOTCA THOWHBIE BBIJIEIEHUS U3
Hoca. Hepeziko HabJII0Jat0TCs PEIMTUBUPYIOLIIM WX XPOHUUECKUMA
THOWHBIN CUHYCUT, OTUT, II0-JIUII03 CJAU3UCTON 000JI0UKH HOCA U
BEPXHEUEJTIOCTHBIX (raﬁMopOBblx) Ias3yx.



/InarHos

- CTaBHUTCS HAa OCHOBAHUHY KJIMHUYECKHUX 1
PEHTIeHOJIOTHUECKUX JJAHHBIX, BBIABJIAIONTNX
obpaTHOe pacIojoKeHUE JIeTKUX,
coueTaroleecs ¢ MpaBOCTOPOHHUM
PACIIOJIOKEHHEM cepAla, MHOT/Ia ¢ 00paTHBIM
pPacIoJI0KEeHEM OPraHOB OPIOITHOM IIOJIOCTH,
HaJIN4dYie CHMIITOMOB XPOHHYECKOTO
OPOHXO0JIETOYHOT'O ITPOIeCca, THOMHOIO
CUHYCHUTa, OTUTA C TSKeJIbIM TeUeHUEM U
yacThbIMU 00ocTpeHUAMH. [Ipu OpOHXOCKOIINH U
OopoHxorpaduu BhISIBJISIETCS TPEX/I0JIEBOE
CTPOEHHE JIETKOTO CITPaBa M JBYXJI0JIEBOE CJIEBA.



/InarHoCTHMKa

o JI71s1 IMarHOCTUKY HapyIieHus QyHKIUU
PECHHUTUYATOTO SMUTEINS HE0OX0AUMO 3J1€KTPOHHO-
MHKPOCKOIIMUECKOe HCCIeq0BaHe Ma3Ka CJIU3H,
ouonTaTa U3 Tpaxeu, OpOHXOB (IIpU OPOHXOCKOIINH)
WJIU OMOIITaTa CAN3HUCTON 000JI0UKH HOCA.

« MukpockoIuecKkoe uccjieoBaHue cockoda co
CJIN3UCTON 000I0UKU HOca (BBIIIE HepeTHel
HOCOBOM PAKOBUHBI) MOKET CIYKUTD JIMIIIb
IIpeABapPUTEIbHBIM CKPUHUPYIOIIIM METOJOM.

» JIOTIOJTHUTEJILHBIM KJIMHHYECKUM IIO/ITBEPIKIEHIEM

HaJINYMS CHHAPOMA HEMMOJABUKHBIX PECHUYEK Y
B3POCJIbIX MY:KUUH MOXKET CIIY:KUTD OecIlJIofue.



JleyeHue

» OCHOBHBIM METOIOM JIEUEHU S ABJIAETCS
KOHCEpBAaTUBHAs TepaNus, HallpaBJeHHas Ha
JINKBUJIAIINIO WJIN YMEHbIIIEHNE aKTUBHOCTHU
BOCIIAJIMTEJILHOTO IIpoliecca B OpOHXaxX U JIETKUX,
yJIydllleHHEe JPEHAKHOU U BEHTWIAIIUOHHOU (PYHKIUH.

- AETHOaKTEpHAJIbHYIO TEPAIIHUIO IIPOBOJIAT C yUYETOM
YyBCTBUTEJIbHOCTH MUKPO]JI0PHI, BhIJIEIsIEMOMN U3
MOKPOTHBI MJIM OPOHXHUAJIBLHOTO COAEPKUMOTO B IEPH O]
000CTpeHUs U COXPAaHEHM S aKTUBHOCTH
BOCHAJINTEJbHOTO npouecca. Kypc jiedenus, Kak
IIPaBWJIO, YIJIMHEHHBIU (2-4 HEJ) C HPUMEHEHUEM
MaKCHUMaJIbHBIX /103 aHTUOMOTHUKOB, KOMOMHAIIUU
MEeTOJ 0B UX BBeJIEHUSI: BHYTPUMBIIIIEUHO, 3aTEM
IIEPOPAJILHO U HHA00POHXUATIBHO (ITpU OPOHXOCKOIINN).



JleyeHue

 JlocTmkeHHe TepaneBTHUeCKOro 3(pdeKTa BO3MOKHO TOJIbKO IIPHU
COUeTaHUM aHTHOAKTepHAJIbHOUN TEPAIIUHU C MEPOIIPUATHUAMHU,
HalpaBJIEHHBIMU Ha yaydllleHue ApeHaKHON QYHKIUYU OPOHXOB,
pazKIKeHne MOKPOTHI, YIyUIlleHHe ee BbIJeaeHnus1. MeToabl
pusnueckoii peabunuranuu (JIOK, npenax, maccaxx u ip.) B
COUETAaHUU C IIPUMEeHEHHEM MYKOJUTHUECKUX IIPerapaToB JOJIKHbI
IIPOBOJIUTHCS PETYJIAPHO, HE3ABHUCUMO OT IIepuoja 3a00JieBaHUsI.
ITokazana Taxkke OpOHXOCKOIIMUEeCcKasi caHaIUs C MECTHBIM
BBeJIeHEM aHTHONOTUKOB U MYKOJUTUKOB, 0COOEHHO MMPU THOWHOM
AHZI0OPOHXUTE 1 OPOHXOZKTa3aX.

« PexomeHyeTcsi MpUMeHEHHE CPECTB, MOBBIMIAIOIINX ODIIYIO
pPEaKTUBHOCTh OpraHu3Ma pebeHKa 1 MeCTHbII HMMYHUTET,
IIpeyIpeKAaloNuX IOBTOPHEIE peCIUPaTOPHEIE 3a001eBaHUS
(bpoHxoMyHaJs1, ODOHXOBAKCOH, TUMOT€H, BUTAMUHBI U JIP.); 110
IIOKa3aHUSIM - BBeJIeHHeE I1JIa3Mbl, UMMYHOIJIOOYJIMHOB.

« O0s3aTe/IbHO JIedeHUe CUHYyCUTa, oTUTa ¢ yuactueMm JIOP-Bpaua.



[[emocnpgepos nerkux (CMHApPOM
LUuneHa—I ennepcrenra)

* AYyTOCOMHO-
PELECCUBHOE
3a00J1eBaHHUE,
CYIITHOCTh KOTOPOTO
COCTOMT B OTJIOXKEHUH
reMOCHIEepHUHA B
Makpodarax aJabBeoJI
1 MEKaJIbBEOJITPHBIX
[IepPEeropo/ioK.




JTUOJIOrMA 1 NaToreHes

» TO BPOKJIEHHAA aHOMAaJIUS COCYHCThIX
aHACTOMO30B, COeJUHSIONINX OpPOHXNATbHbBIE
apTEPHUU C JIETOYHBIMU BEHAMU, U HEIIOJIHOLIEHHOCTD
3JIACTUYECKHUX BOJIOKOH COCYZIOB, UTO BEJIET K
IJIaTalliy JIETOYHbBIX KAIUJLJIAPOB, 3aMeJJIEHUIO B
HHUX KPOBOTOKA, TUIIOKCHUH 1 JUATIENE3Y
SPUTPOIIUTOB B JIETOUHYIO IIaDEHXUMY C
OTJIOKEHHEM B HEH T€eMOCHUAEPUHA, a TAKKE
MMMYHOIIaTOJIOTUYECKUM peaknuAaAM. Peasnzanusa B
JIETKUX PEAKIINH aHTUT€H-aHTUTEJIO BEJET K
HEKPO3y CTEHKH MUKPOCOCY/IOB JIETKUX C MUKPO- U
MaKpPOKPOBOU3JIUAHUAMU.



KAIMHMYeCKaa KapTHMHa

» IlepBbie mpucCTyIIbl 001€3HU (OOBIYHO B pAHHEM WJIU
JOIIKOJIbHOM BO3pacTe MPOTEKAIOT C KaTapaJbHbIMU
SIBJIEHUSIMU B JIETKUX, JTUXOPAJIKOM, O0JIAMU B
*KUBOTeE, >KeJITyXoH. I1pu ciaeayronimux Kpusax
(0OBIYHO KPU3 AJIUTCA 2-4 AHS) 0DOPMIISIETCS
TUNIWYHAs KJIMHAYeCKas KapTHHa: pe3Kas cj1adboCTh,
TOJIOBOKPY>KeHMe, 00U 3a TPYTUHOMN, SKTEPUYHOCTD
KOXKU U CKJIEP, KPOBOXapKaHbe, TAXUKaPIMSI,
OZIBIIIIKA B IIOKOe. 3a00sieBaHNe UMEEeT
pelUAUBUPYIOIlee TeueHue. B MeXKIIpuCTyITHBIN
1epuo/ y peo€HKa OTMeUaroT 0JIEAHOCTh KOXKHU C
IIMAaHOTUYHBIM OTTEHKOM, KeJ1e30/1ePUITUTHYIO
aHeMMIo, «0apabaHHbIe ITaJ0YKH», HHOT/AA
yBeJINUeHNeE IIeUeH! U CeJIE3EHKU.



/InarHoCTHMKa

» JITaGopaTopHbI€e JaHHbIE

« OOmMH aHaIN3 KPOBU - XapaKTepHa T'UIIoxXpoMHasa aHemus. OHa
MIPOSIBJISAETCS CHUKEHUEM YPOBHS reMorJioOrnHa, KOJIUY€ECTBA
SPUTPOIUTOB, BETHOTO MIOKA3aTeJIsI, AHU30I[UTO30M,
noukuiaonuTo3oM. Habtogaeres Tak:ke peTUKYJIOUTO3.

- Ilpu BhIpaXKeHHOM 00OCTPEHMH TEMOCH/IEPO3a JIETKUX, & TAKIKE TIPU
pa3BUTHY HH(APKT-ITHEBMOHUH TIOSIBJISETCS BBIPAXKEHHBIH
JIEUKOIIUTO3, CABUT JIEUKOITUTAPHOU (pOPMYJIBI BJIEBO,
yBesmmuuBaeTcs COD. Y 10-15% 601bHBIX ObIBAET BOSI/IHO(I)I/IJII/I}I.

o OOIIMI aHAJIN3 MOYMH - 0e3 CYIIleCTBEHHBIX U3MeHEeHHNH, HO
MHOTI/A OIIpesiessieTcsa 0eI0K, SPUTPOIUTHI.

* buoxuMuyecKu aHAIU3 KPOBH - IIOBBIIIAETCA CO/IEPKAHIE
6uupybrHa, aJJaHMHOBOM aMHUHOTpaHcdepasbl, anbda2- 1 raMMa-
J100yJINHOB, YMEHBIIIAETCs CO/Iep:KaHUE JKeJle3a, yBeJIUUNBaAETCsA
00111as1 2K€eIe30CBA3bIBAIOIIAS CIIOCOOHOCTH CHIBOPOTKH KPOBH.

* IMMYHOJIOTUYECKIE UCCIEA0BAHUA - CYIIIECTBEHHbBIX
M3MeHeHU! He BhIABJIAETCA. Y HEKOTOPHIX O0JIbHBIX BO3MOKHO
CHUKeHUE KosmdecTBa T-1MM@POLUTOB, yBEIUYEHUE
HMMYHOTJI00Y/JIMHOB, MTOSABJIEHUE IUPKYJIUPYIONIUX UMMYHHBIX
KOMILJIEKCOB.



/IMarHOCTUKa

o AHaJIN3 MOKPOTHhI. O0HAPYKUBAIOTCS SPUTPOIUTEI U cuaepodaru -
aJIbBEOJIApHBIE MaKpodaru, Harpy>KeHHble TeMOCUZIEPUHOM. AHAJIN3
MOKPOTBI HEOOXOZIMMO IIPOU3BOAUTDH UACTO, TAK KaK OJTHOKPATHOE
HCCJIeJOBaHME MOKET OKa3aThCA HEUH(POPMaTUBHbBIM.

 NcciaenoBanue OpOHXUAJIBHOM JIABAKHOMU KUJTKOCTH - B
IIPOMBIBHBIX BOZIaX OPOHXOB O0OHAPYKHUBAIOTCs cuiepodar.

 AHa/IN3 MyYHKTaTa KOCTHOTO MO3ra - MuejiorpaMmma
XapaKTepua3yeTcs yMEHbIIIEHUEM KOJIMUeCTBA CUJIEPODJIACTOB -
KJIETOK KPAaCHOTO KOCTHOT'O MO3Ta, COJIEPKAIUX TJIBIOKU JKese3a.
MoskeT 0OHapy:KUBaThCs MMPU3HAK YCUJIEHHOTO 3PUTPOII033a -
yBeJIMUeH1€e KOJIMYecTBa HOPMOOJIaCTOB.

 Ha PECEHTTCHOIrpaMMeE JICIT'KMNUX BHU/IHbI MHOXECTBEHHBIE O4aroBbIE

T€HH, YBeJTUIeHHbIEe TUMPOY3J1bl KOPHSA JIETKOTO, U3MEHEHHE
WHTEPCTUIIUATIBHOTO PUCYHKA B popMe «Da00UKM ».



JleyeHue

- HazHauaroTcs IIIIOKOKOPTHKOUAHBIE TpernapaThl. OHU
IIO/IABJIAIOT ayTOUMMYHHBIE PEAKITUU, YMEHbBIIAIOT
COCY/IMCTYIO IIPOHUIIAEMOCTb.

» IIpegHN30JI0H B CyTOYHOU J03€e 2-3 MTI/KT B cyT. [locie
yIAYUIIIEHUS COCTOSIHUS JI03Y IIPEeAHN30/I0HA IIOCTEIIEHHO
CHUKAIOT (B TeueHHe 3-4 MeCSIIEB) 10
nogaep:xuBawuiei (5-7.5 MI' B CyTKH), KOTOPYIO
IIPUHUMAIOT B TeueHle HECKOJIBKIX MECSIIEB.

« Cy1iecTByeT MeTOANKAa KOMOMHUPOBAHHOTO JiIeUeHHU A
MACCHUBHBIM ITIa3Ma@epe30M B COUETAHUH C
nuTocraTukamu. Ilpu nmomoinu miasmadepesa us
IIJIa3Mbl BRIBOASTCS HapaOOTaHHbIE aHTHUTEIA, a
IIUTOCTAaTUKH YMEHBIIIAIOT ITPOAYKIIUIO0 HOBBIX AHTUTEJI.
OOBIYHO TPUMEHSIOT a3aTUONPUH U HUKI0docdaH.
IlocaeqHNMH HAa3HAYAIOT IO 400 MT Uyepe3 Je€Hb, KypC
JleyeHusd - 8-10 T.



JleyeHue

o 1711 yasieHus »Kejie3a U3 JIETKUX IPUMEHSIOT
necdepasl BHYTPUBEHHO KalleJbHO He 0oJiee
15Mr/Kr B yac. Kypc jieueHus 1 HeZeJs.

* bOJILHBIM Ha3HAYAIOT KOPTUKOCTEPOULI B
KOMILJIEKCEe C UMMYHO/IeIIpeccopaMu
(a3aTHOIIPUH).

* [IpoBOZAT JiIedueHne COMYTCTBYIOIEN HHPEKITH.

* ¥ HEKOTOPBIX JIETEN MOJIOKUTETbHBIN 3PPEKT
OTMEUEH NPHU UCKIIUEHNH U3 JUETHl KOPOBHETO
MOJIOKA.



CuHpapoM lN'yanacyepa

* — CHUCTEMHBIN KAIUJLJISIPUT C
IIPEeNMYIIEeCTBEHHBIM IIOPAKEHNEM aJIbBEOJT
JIETKUX 1 0a3aJIbHbIX MeMOpaH
IJIOMEPYJIAPHOrO alliapaTa mo4ek o THITY
reMopparui4eckux MHEBMOHUTA 1
rjoMepyaoHedpuTa. 3a00J1eBaIOT Yallle
MY>KUYHUHBI B BO3pacTe 20-30 JIeT
(3apukcupoBaHo 3ab00jieBaHE U B O0Jiee
paHHeM Bo3pacTe — 16 JieT).



JTUOJIOrMA 1 NaToreHes

» ®aKTOphI BOSHUKHOBEHHUSI 3200/1€BAaHU HEU3BECTHBI, O/THAKO
OTMEYaEeTCs CBA3D ¢ BUDYCHOU ¥ OAKTEpUAIbHOM I/IHCl)eKIJ;I/IeI/I
IepeoxyIaKAeHueM, IIPUEMOM JIEKapCTBEHHBIX ITPEIIapaToB
(I-nmeHunuaiaMyuH U KapOuMas3oJr).

- PazButue cunapoma I'yamacuepa cBA3bIBAIOT C BHIPAOOTKOM
crennUIEeCKUX aHTUTEN K 0a3aibHON MeMOpaHe ajIbBeoJ1 1
MeMmOpane kiayoouka. AHTH-BMK - anTHTE 1A
BBICOKOCIIEIIU(PUYHBI K a-3-1IeI1 KoJlJlareHa 4-To THUIIA.
AHTHTENIa OTKJIAABIBAIOTCS HA Oa3ajibHON MeMOpaHe
KJIyOOUKOB M aJIbBEO0JI, BbI3bIBAsA Pa3BUTUE UMMYHHOTO
BocniasieHus ¢ ysactueM C/l4 mumbonutos. B noukax
XapaKTepHO 00pa30oBaHUeE MOJIYJIYHUHN, B JIETKUX OTMEYaeTCs
MHQUIbTPAIMA UHTEPCTUIINSA, PA3PbIBbI 0Da3a/IbHOU
MeMOpaHbl. ['JToMepyJiApHBIE U JIETOUHbIE MHPUIBTPATHI
npeacrabiiedbl C/A8 T-mumdonuramMmu 1 Mmakpodaramu.



KJAMHMKA U ANMArHOCTUKA

- XapakTepusyeTcsl COUeTaHHBIM ITopakeHueM JIETKUX (KpOBOXapKaHbeE C
MaCCHUBHBIMU JIETOUYHBIMH KPOBOTEUEHUSAMMU ); IIOUEK 1 TPOTPECCUPYIOIIEN
aHemuel. HaumHaeTcs B IIIKOJIBHOM BO3pacTe.

« Hauasio ocTpoe ¢ BbICOKOU JIUXOPAZKOU, KPOBOXapKaHbEM UJIH JIETOUHBIM
KPOBOTE€UEHUEM, OJIBIIIIKOM.

 IIpu mpocayninBaHUN OTMeYaroTCsl O0UIre 3BOHKUX BJIaKHBIX XPUTIOB B
CpeHUX U HUXKHUX OT/IeJIax JIETKHUX.

e PeHTreHOJIOTMUYECKN — MHOKECTBEHHbIE OUaroBble WU CJANBHbBIE 3aTeMHEHUS B
000OUX JIErOYHbIX MOJISAX.

o TsKenbli, IPOTrPECCUPYIONINU ITIOMEPYJI0HE(DPUT Pa3BUBAETCA MOUTHU
OTHOBPEMEHHO, OBICTPO IIPUBO/IA K IOYEUHON HEJOCTATOUHOCTH.

- TloBTOpHBbIE KPOBOXaPKAHBE U IIOTEPSI KDOBU C MOYOi1 BEJYT, KK IIPABIUIIO, K
aHEeMUH, YCyTyOISIOIIecs IIPU II0OUeYHON HEJIOCTaTOYHOCTH.

« TIpu 1abOpaTOPHOM UCCIEI0OBAHUU: AaHEMUS], YBEJIMUEHHUE KOJIMIECTBA
JIEUKOIIUTOB B KPOBU U IoBbIIIeHHass COD.

» XapaKTepHbIM UMMYHOJIOTUYECKUM IIPU3HAKOM 00JIE3HU ABJISETCA HATUUME
aHTUTEJI K 6a3aIbHBIM MeMOpaHaM IMOYKHU.

» TIporHo3 0ObIYHO HEDIATONIPUATEH — CMEPTh HACTYTIAET B TEYEHHUE 12 MECHIIEB
OT Hauasia 00JIe3HU IIPU SABJIEHUIX JIETOUHO-CEPAEUHOUN MU ITOUEYHON
HEJI0CTaTOYHOCTH.



JleyeHue

- HauboJsiee apdpekTuBHOE JieueHue I1a3zMadepes
11 TeMOoCOpOIusI.

 IIpr HEBO3MOXKHOCTH UX IPUMEHEHUAA:
KopTukocrepouapl B O0JILIINX 03aX
(IpeaHN30JI0H 0 2-3 MI'/KI'/CYyT) B COUETaHUHU C
[IUTOCTaTUYECKNMHU IIpernapataMu (a3aTHONPUH
110 150—200 MT/CyT) IPU YCJIOBUH PAHO
HA4yaTOTo JIeUeHUsI MOTYT 3aMeIUTD
IIPOrpeCCUPOBAHHUE.



AnbBeonsapHbIU MMKPOJIMTHUA3S

» JTO 3a00JIeBaHe, HACJEAYIOIEECs 110
ayTOCOMHO-PeLleCCUBHOMY THUILY,
XapaKTepu3ymleeca paBHOMEPHBIM,
ITUPPY3HBIM OTJIOKEHUEM B aJIbBE0JIaX
TpudocdaToB 1 KapOOHAaTa KaJIbIIUA, YTO
IIPUBOJIUT K AJIbBEOJISIPHO-KAITWIISIPHOM
OJI0Ka/e ¥ MOCTENEHHO HapacTalonien
JIBIXaTEJIbHOU HEeJIOCTATOUYHOCTH.



KAMHMKA, AMAarHOCTUKA

- Ha nmepBbIx ATamnax 001e3HU ONPeAesaioT
JINIIb PEHTTE€HOJIOTHYECKYI0 CUMIITOMATHUKY
(MHTeHCUBHBIE MEJIKUE O4aru), Ho Jajiee
HapacTalOT OABIIIKA, KallleJb, TOABJISIOTCA
IIPU3HAKHU JIETOYHOI'O CePAIia.

» YacTo oTMedaeTcs 000CTpeHne
MHQPEKIIMOHHOTIO IIPOoIiecca B JIETKUX.

* YPOBHH KajiblUA U Pocdopa B KPOBU B
[pejiesiax HOPMBI.



JleyeHue
- Tepanusa He pa3paboTaHa.

 IIpoBOAAT cUMIITTOMATUYECKOE
IIPOTUBONH(EKIIUOHHOE JIeUeHUE, 110
[IOKa3aHUAM Ha3HAYAIOT ITIIOKOKOPTUKOU/IBI,
ATUJIEHAUAMUHTETPAYKCYCHYIO KUCJIOTY BHYTPbD
10 50MT/ KT 3a 2-3 IIPHEMA B TedeHUeE 10 JTHEM.
Heobxonumo n30erath MpoKUBaHUS B
MECTHOCTX C 3arpsA3HEHHBIM BO3/1yXOM,
[IaCCUBHOTO KYpPEHUA.



JleroyHbI anbBEeONIAPHbLIX MPOTEUHO3

 peaKoe HacJaeJACTBeHHOe 3a001eBaHUeE JIeTKUX,
XapakTepusylollleecsa KJIMHUYECKH KalllJIeEM, OJILINIKON 1
IIOCTEIIEHHO YCUJINBAIOIIMMUCA IIPU3HaKaMU THIIOKCHUH
(ci1abocTh, UAHO3, 3a7ep:KKa PU3MUECKOT0 pa3BUTH,
IOsABJIeHE «OapabaHHBIX ITAJI0UEK» U JIP.).

- Ha peHTreHorpaMme JierTkux OOHapy>KHUBAaIOT
I @Py3HbIE JIYIYUCTble UHMUIbTPATHI, IPOCTUPAIOIIUECH
OT KOPHA J0 Ilepudepun, THOTZIAa HAIIOMUHAIOIIUE
KpbLIbsi 0a00uky. OyHKIIHA BHEIIIHETO AbIXaHUS
HapyllleHa.

» JInar1o3 MoATBePKAAETCsS MPU OMOIICHUH JIETKOTO.

- JleueHNEe — a3p0O30JIU C AllETUJIIIUCTEMHOM,
IIPOTEOJINTHYECKUMHU SH3UMAaMHU, IOAIeP KU BaOIIA
KHCJIOpOioTepanus (HOCOBBIE KaHIOJIHN).

- IIporaos HebIarOOpUATHBIN, 00JIbHBIE TOTHOAIOT OT
TOCIUTAIBHBIX MHMEKIINHI, B TOM YHCJIe THEBMOIIUCTO3a.



”emeqHaﬂ nerquaﬂ_runepTeHwﬂ I\

(cMHapoMm Aspca)

ITo 3a00J1eBaHNE HACIEAYETCS 110 AyTOCOMHO-JJOMUHAHTHOMY
TUITY ¥ XaPAKTEPU3YETCs BRIPAKEHHBIM [HAHO30M,
MOJIUITATEMUEN U OJIBIIIIKOM, O0JIBIO B TPY/IU, a B TAMKEJIBIX
caydasX — AUCIHO3 C CUHKOIIE, KPOBOXapKaHbEM.

Ha penTrenorpamMe B Hauajie GOJIe3HN HBMEHEHMH HeT.
IlocTreneHHo n3-3a CKJIEepO3UPOBAHUA aJIbBEOJIAPHO-
KanWJISPHBIX MeMOpaH 1 06pa3oBaHUs apTePUOBEHO3HBIX
IIYHTOB Pa3BUBAETCSI JIETOUHOE CEP/IIE, yIallaloTCA U
YTSKEJISTFOTCST TIU30/1bI JIETOUHBIX NHGPEKIINH, JedopMaIius
KOHIIOB TaJIbIIEB U HOTTEBBIX (%)anaHr «6apa6aHHble
MAJIOUKU», «4aCOBBIE CTEKJIA» ).

JlrarHo3 OCHOBAaH Ha OOHaApPYKeHUH UHCTPYMEHTAIbHBIMH
METOZ[aMU JIETOUYHOM TUIIEPTEH3UU U UCKIIOUEHU N
BPOKJIEHHBIX IIOPOKOB CEPAIIA U IPYTUX COCYI0B.

EcTb cembH, /i€ JIepeKT JIerOUHbIX COCY/IOB (BOCIIaJIEHHE U
TpoM003) coueTaeTcsi ¢ BLICOKMM YPOBHEM
HMMYHOIJIOOYJIMHOB A B KPOBH.

JleyeHue cuMIITroMmaTHuuyeckKoe.



UanonaTtnyeckmmu pmbposmpyrowmm
anbBeonnt (UDA)

* NOA aBiigeTca NepBUYHO-XPOHUYECKUM
3a00IeBaHUEM He U3BECTHON 3THOJIOTHH C
JIOKaJIN3aliier OCHOBHOI'O MATOJIOTUYECKOTO
IIpOIlecca B UHTEPCTUIINH JIETKOTO, KOTOPBIN,
IIPOTPECCUPY:, IIPUBOJUT K TUPPY3HOMY
sierouHomy puoposy. Kak cunonum DA B
MEIUIINHCKOM JINTEPATYPE HUCIIOJIb3YIOT TEPMUH
«pauonatTuueckunl Aud@ys3Hbii pudpo3s
JIETKUX».



e ITHUOJIOTUH

He n3zBecTHA, XOTA HEKOTOPBIE aBTOPHI I10JIAraror,
4YTO peub UAeT 00 OTHOM 13 BapUAHTOB ANMPY3HBIX
3a00J1eBaH1I COeJUHUTENbHON TKaHU (IIperKHee
Ha3BaHME - KOJIJIAT€HO3bI) C MPEUMYIIECTBEHHBIM
IIOpaKeHeM JIETKUX.

o [laTorenes

IIpu NOA usmeHAeTCsa COOTHOIIIEHUE MEXKIY
OTAEJIbHBIMU TUIIAMU KOJIJIar€Ha JIETKUX U
HapyllaeTcsa CTPYKTypa (hOPMUPYIOIIUXCA BOJIOKOH.

[Ipu MmOpdosIOrnUecKOM UCCAEeJOBAHNUN Y YMEPIIINX
OOHapy»KHUBaIOT MaJI0-BO3IYIIHbIE, PE3THOBOMU
IJIOTHOCTH JIETKHE, UMEIOIINE MHOTOUNCIE€HHbBIE
KUCTHI U TUIIEPILJIA3UI0 JUM(ATUUYECKUX Y3JI0B.




KJAMHMKA

» YHacro nepBbIM cUMIITOMOM MDA cTaHOBUTHCA
3aTPy/THEHHOE JIbIXaHUe Npu HU3UIECKOU HATPY3KE,
IIOBBIIIIEHHAA YTOMJISIEMOCTD, PEIKUU CyXOU KallleJlb,
OZIBIIIIKA.

- Kamresb mocTeneHHO YCUINBAETCH, OABIIAETCSA
HEeOOJIBIIIOE KOJTUYECTBO CBETION CJAU3UCTOU MOKPOTHI,
HapacTaeT OZIbIIIKA, KOTOPas PA3BUBAETCA U B ITOKOE.

o T1oABJIAIOTCA IPU3HAKU XPOHUYECKON TMIIOKCHUU:
OTCTaBaHUe IIPUOMBOK MaccChl TeJjia U POCTa,
«bapabaHHbBIe TAJIOUYKH », aKPOIIIAHO3, IINAHO3.

« MeJikue BIaXKHbIE, MTHOTJa KPEIUTUPYIOIUE XPUIIDI
JlepKaTcAa JJIUTEIbHO.

 IloaBiigeTcd yBesinueHue OKPYKHOCTH IIeU, UTO
OOBSICHSIIOT y4aCTUEM MBIIIII] B aKT€E JAbIXaHUI.

- llocTreneHHO pa3BUBAIOTCA U IPU3HAKU XPOHUYECKOTO

JIETOYHOTI'O CepIla, apTPUTUYECKUU CUHIPOM,
IIOJINIIUTEMHUS.



/InarHoCTMKa

- [Ipu penTrenoioruueckoM oociieloBaHuU
pebenka c UDA ormeuaroT 1uddy3Hoe
IIOHMIKEHIE ITPO3PAUYHOCTHU JIETKUX, BLICOKOE
CTOsIHME Auadparmal, IO TUITY «COTOBOTO»
JIETKOTO, TO €CTh MPU3HAKU UHTEPCTUIIUATILHOTO
¢bubpo3a. [[marHocTrKa OCHOBaHa Ha
COIIOCTaBJIEHUU KJIMHHUUYECKUX U
PEHTTeHOJIOTHUEeCKUX IaHHBIX.



Kputepmmn AMarHoCTUKMU

« HEYKJIOHHO IIporpeccupyloliee 3a001eBaHue,
CONPOBOKAAIOIEECA OABIIIKON, KAIILJIEM,
PECTPUKTUBHBIMHU HAPYIIEHUSAMM BEHTUJISINH,
pPa3BUTHEM JIETOUHOT'O CEP/IIA B OTCYTCTBUE
yKa3aHUU Ha STHOJIOTHYeCKHe (PAKTOPBHI,
XapaKTepHBbIE JJI APYTUX BUAOB a1bBEOJIUTOB.



JleyeHne

- CoueTaHHaA TepanuAd INIIOKOKOPTUKOUIAMHU U
KyIIPEHUJIOM, a3aTUOIIPUHOM, IJ1a3dMadepes,
aumponuropepes, JIOK. Hem paHblilie HayaTa
KOMILJIEKCHAA Tepanud, TeM OHa 3(P(PeKTUBHEE.
KOpTHUKOCTEPOUIHYIO TEPAIIUID PEKOMEHIYIOT
IIPOBOJUTH HE MeHee MOJIyTOpa MeCAILEB.



e T UG SM(SCMT CEMETaR

(Hea4oCTAaTOYHOCTb a1-aHTUTPUNCUHA
— a1-AT)

* HACJIEACTBEHHOE Iepearleeca 10 ayToOCOMHO-
pelleCCUBHOMY THITY 3a00JIeBaHUE OIIHMCAHO B
1963-1965 rT. JInia, y KOTOPbIX aKTUBHOCTb AT
HIKE 15% 0T HOpMaJIbHOU — T'OMO3UTOTHI;

HUXKE 25-55% — reTepo3uroTbl. [OMO3UTOTHOE

HOCUTEJILCTBO Aeduniura AT galie BhISABIISIETCS
y IIOZIPOCTKOB B B3POCJIBIX.

» OZTHAKO €CThb CeEMbU, I'Jie AePEKT BHIABJISIOT
paHbIIle, B IEPBBIE I'OAbI *KU3HU, 1 OH MOXKET
IIPOSBJIATBHCS KaK JIETOYHAs WM COYETaHHAsI
JIETOYHO ITeYeHOYHAad [aTOJIOTHUS.



KJAMHMKA

 [lledueHOUYHAA TaTOJIOTUA IIPOABIIACTCA KaK
YKEJITyXa, MUPPO3 IIEUEHU.

- JlerouHas IaToJIOTUs y AeTell paHHEI Bo3pacTa
XapaKTepu3yeTcs peuAnBUPYIOIINMU
OpoHXUTaAMU C OOCTPYKTUBHBIM CUHAPOMOM,
JIApUHTUTAMU, ITHEBMOHUAMU. [Ipu sTOM
OJBIIIKA U KaIlleJIb He MOAJal0TCA JI€UEHUI0 U
COXPAHSIOTCA JaKe 110 OKOHUYaHUH OUePeTHOTO
penuanBa OPpOHX0JIETOUHON NH(EKITUM.

 IlocTenneHHO pa3BUBAIOTCA BhIPpAKEHHAA
sM@ur3eMa 1 I10J0CTPOE JIETOYHOE CEPAILIE.



/IMarHOCTUKA

 JImarHo3 cTaBAT Ha OCHOBAHUHN OMOXUMHUYECKOTO
Hcceq0BaHUA: JINO0 OOHAPYKEHUA CHUKEHHOMN
AHTUTPUITHUYECKON aKTUBHOCTU CHIBOPOTKH.

« XapaKkTepHO CHU}KEHHE KOHIIEHTPAIlNU al-aHTUTPUIICUHA U
a1-TJ1I00yJIMHA KPOBU, TaK KaK 3TOT IVIMKOIMPOTEUH MUTPUPYET
¢ a1-T7I00yTMHOBOY (Ppakiiveit KpOBH U IIPU 3JIEKTPOGopese
6eJIKOB cocTaBJIsIeT 80-90% 3TOM (ppaKIIUM.

- Ilpu ucciegoBaHu OMONTATOB IeYEHU B IPUJIEKAIUX K
IIOPTAJIbHBIM TPaKTaM I'edaTOIUTaX BBIABJISIIOTCS OKPYTJIbIE
AracTa30pe3rUCTeHTHRIE [TUTOIIa3MaTHYeCKe BKIIOUEHN s,
JIAIoIIe PEe3KOII0I0KUTEIbHYI0 PAS-peakiiyio. BkiroueHusa
IIPEACTaBJISAIOT cCOO0M HaKAIJIMBAIOIINICA B KJIETKE
aHOMAJILHBIN a1-aHTUTPUIICHH - TJIMKOIIPOTENH 0€e3
JINIINJTHOTO KOMIIOHeHTa. HakoIlieHre B KjleTKax IeueHu
HECIIOCOOHOTIO0 K AKCKpelnu pepMeHTa 00yCIOBIUBAET UX
rubeJib ¢ IoCIeAYIONINM Pa3BUTHEM BOCIIAIUTEIHHO-
(pubpo3upyloIIe peakiiui 1 MUPpPo3a NedeHu.



JleyeHue

- Jleuenue jserouHoir GopmMbl 3a001€BaHUA TPOBOIUTCS OUUILIEHHBIM
yeJI0BedeCKUM ajib¢al-aHTUTPUIICUHOM (60 MT'/KI BHYTPUBEHHO B TeUEHIE
6osiee 45-60 MUH, BBOJIUTCS OJAUH pa3 B HEJIEJIO, LN 250 MI'/KT B TEUEHHE
6osiee 4-6 4, BBOAUTCA 1 pa3 B MecsI), KOTOPhIN MOKeT HOJIep:KaTh YPOBEHD
CBIBOPOTOYHOTO ajib(dal-aHTUTPUIICUHA BBIIIIE 1I€JIEBOT0 3aIIUTHOTO YPOBHS
80 mr/m1 (35 % HOpMBEI). [ToCcKOIBKY aMbU3eMa IIPUBOAUT K IIOCTOSTHHBIM
CTPYKTYPHBIM U3MEHEHUAM, TePAINa HE MOKET YIYUIIUTD MIOBPEKIEHHYIO
CTPYKTYPY JIETKOTO WU (PYHKIUIO, HO IIPOBOAUTCSA AJIA IIPEeKpallleHUs
nmporpeccun. Jleduenue gedunura ajabdal-aHTUTPUIICKHA HE HA3HAYAETCA
IamnyeHTaM ¢ TsKe10H GopMoM 3a00JIeBaHUS MM ¢ HOPMaJIbHBIM HJIU
reTepO3UTrOTHBIM (PEHOTHUIIOM.

- Ilpexpaienue KypeHus, UCIOJIb30BaHUE OPOHXOJIUTUUYECKUX CPEJCTB U
paHHee jieueHre NHQPEKINH JbIXaTeIbHBIX IIyTel 0COOEHHO BayKHO JIJIs
alb(Pal-aHTUTPHUIICUH-AePUIIUTHBIX HAIIUEHTOB C SM(U3EMOM.

OTMeyuaroT HEKOTOPOe yIydllleHUe MOCIe H%)I/IMeHeHI/I}I WHTHOUTOPOB
IIPOTEOTUTUYECKUX (hePMEHTOB (TPaCHION).

» Hcrmosp3yloT Tak:Ke KUCJIOPOA0oTepanuio, Npu NHGEKIIUN — aHTUOMOTHUKU.

- JleyeHue 3abosieBanus reuyeHu 3¢pPeKTUBHO. 3aMecTUuTeIbHasA epMeHTHasd
Tepanusd HeaPEeKTUBHA, TaK KaK JepUIUT aibPal-aHTUTPUIICMHA BbI3BaHA
IIaTOJIOTUUECKUM MeTab0oIn3MOM, a He ePMEHTHBIM JePUITUTOM.
[TanieHTaM ¢ Ie4eHOYHOU HEeIOCTAaTOYHOCThIO MOYKET OBITH IIPOBEIEHA
TPAHCIUIAHTAIUA [TIeYEeHU.



» ATO IepeAaroIeecs o ayrToCOMHO-
pPEIleCCUBHOMY THITYy HOPa’KeHUE
nepudepuuecKux OTAeIOB OpOHXHATILHOTO
JlepeBa ¢ pa3BUTHEM OPOHXHOJIO9KTAa30B 1
sM@PU3EMBI BCJIEACTBHE BPOXKIEHHOU c1abocTh
CT€HOK MeJIKIX OPOHXOB.



bpoHXxMon03KTaTU4YecKaa ampuleMa
JlewKe

« B gOmIKOJIbHOM U MJIAJIIIEM IIKOJIBHOM BO3PACTE IIOSBJISIOTCS
KJINHUYECKUe IPOosIBJIEHUs AedeKTa: penuINBUPYIOIIHE
ITHEBMOHHUH 1 OPOHXUTHI CO BCE YCHUIMBAIOIIENCS JIbIXaTeIbHOMN
HEZI0OCTATOYHOCTBIO U HE MOAIAI0IINMCSA TepaIllii IOCTOSIHHBIM
KalllJIEM, HapacTalolel OABIIIKON U MPaKTHUECKU He
yMEHBIIAIOIINMUCS II0CJIE OUEPETHOTO 000CTPEHUA
MEeJIKOIy3bIpUaThIMU 1 CPeJHENY3bIpUaThbIMU XPUIIAMU B
JIETKUX.

« IlocreneHHO sM(pUr3eMa yCUIUBAETC, IPUBOJIA K
(OpMHUPOBAHUIO JIETOYHOTO cepAala. MisMeHeHUA QyHKIIUN
BHEIITHETO AbIXaHUA BHAUaJIe IIPOUCXOSAT 110 OOCTPYKTHBHOMY,
a IOTOM — II0 CMEIIIaHHOMY THILY.

« OOBIYHO AMATHOCTUPYIOT KaK XPOHUYECKYIO ITHEBMOHHUIO C
OpoHxoskTazaMu. OTHCcaHbl CIydar aCTMaTUUECKOTO CTaTyca.
PeHTTeHOJI0TUYEeCKN — Pe3Koe YCuieHue U JedopMaIius
JIETOYHOTO PUCYHKA, TIOBBIIIEHHAsI TPO3PAYHOCTH JIETOYHBIX
noJsieii. IIpu Oponxorpadpuu AByCcTOpOHHME AedopMaliun
OPOHXOB 5-7-T0 OPAAKA.



» JleueHwe TO e, YTO U IIPU XPOHUYECKOHN ITHEBMOHUU. B mieprozie
000CTpeHMsI XPOHUYECKOH THEBMOHUY IIPOBOTUTCS
aHTHOAKTEpHAJIbHAA TEPpANUA aHAJIOTUYHO TAKOBOW IPU OCTPOU
ITHEBMOHUU.

» Ba)xHeHIIINM HallpaBJIeHUEM SIBJISAETCSA BOCCTAHOBJIEHHE JIPEHAKHOU
byHKIIH OPOHXOB (OTXapKUBAIOIIKE CPE/ICTBA, OPOHXOIIIATATOPBHI,
IO3UIMOHHBIN JIPeHaXk, PUOPOOPOHXOCKOIIMYECKAs! CAHAIUA,
KJIACCUYECKUI U CETMeHTAPHbIN Maccak I‘pYZ[HOI/I KJIETKHU.

« OrpoMHeliiiee 3HaUueHUE B JIEUEHUU XPOHUYECKOW THEBMOHUH UMEIOT
HMMYHOKOPPUTHUPYIOIas Tepanus (Iocje udydeHuss UMMYHHOTO
craryca) U MOBBIIIEHYE O0Iel PEAKTUBHOCTH U HECTIENM(PUIECKUX
3aIUTHBIX PEAKIIUH OpraHnu3Ma. Ype3BbIYalHO Ba’KHO €3KETr0/THO
IIPOBOJIUTHh CAHATOPHO-KYPOPTHOE JIEUEeHHUE.

- Bosiblioe BHUMAaHUE CIIE/YET Y/IEIUThH CAHAI[UH MIOJIOCTH PTa, HOpBOE ¢
HOCOIJIOTOUYHOU HUH(PEKITNEN.

- Ilpu oTcyTcTBUM IIPOTUBOIIOKA3aHHUH B JieueOHON MporpaMMe JIoKHa
00s13aTeIbHO MIPUCYTCTBOBATH (PU3UOTEPALINS C HAIIPABJIEHHOCTHIO HA
JIOKAJIbHBIN BOCIIAJIUTEILHBIN IIpoliecc (CMB-Tepanus,
UHOYKTOTepMUs, Y BU-Tepamnusa u pyrue MeTo bl (pu3Hu0oTEPANINHT).
CiieyeT Tak»ke IIUPOKO KUCII0JIb30BaTh YJIbTPA(pPHUOJIETOBOE 1
Jla3epHoe 0bIyueHne KpOBH.

o IIpu yacThIX penuAUBaX U YETKO JJOKAJIN30BaHHOM
OpOHXO3’KTaTUUYEeCKOH hopMe 3a00JIEBaHUSA CAeIyeT PELIUTh BOIIPOC O
XUPYPTrUYECKOM JiedeHUH (pe3eKITUHU JIETKOTO).



il
MyKoBMCLNA03
 CUCTEMHOE HacJIeJICTBEHHOe 3a00JIeBaHE,
00yCJIOBJIEHHOE MyTaIryel reHa
TpaHCMeMOpPaHHOT'O PeryJsiTopa
MYKOBUCIIH/103a M XapaKTepu3yIoIleecs:
IIOPa’KEHUEM JK€EJIE3 BHEIIIHEN CEKPELUH,
TSIKEJIBIMU HapyIleHUAMU QYHKIIUYN OpraHoB
IbIXaHUA U KeJIYJOUHO-KHUIIEYHOTO TPaKTA.



2NMAeMUOIoOrUA

B 6ospmmHCeTBe cTpad EBpornbl u CeBepHO
AMepHUKHN MYKOBHCIIIA030M 3a00J1€BAIOT OT 1:2000
710 1:4000 HOBOPOK/IEHHBIX.

 IIo maHHBIM MeanuKo-reHeTHYEeCKOro HayYHOT'0O
nieutpa PAMH, pacupocTpaHeHHOCTb
MYKOBUCIH103a B Poccuu cocrasiidger 1:12 000
HOBOPOXKIEHHBIX.

« ExxeromHo B MockBe poxgaercd 10, B Poccun —
300, B CIIIA — 2000, Bo ®panunu, AHIJINY,
I'epmanuu — oT 500 40 800, a B MuUpe — 0oJiee 45
000 zeTeli, 00JbHBIX MYKOBUCIIUI030M.

« B Poccuu 10 cux nmop 60JBIIMHCTBO CJIy4YaeB
3a00JIeBaHUS He TUAarHOCTUPYETCA UM AUarHo3
CTABUTCS B MO3JHUE CPOKH 3a00JI€EBAHUS.



JTHUONI0rMA 1 NaToreHes

B ocHoOBe 3a00J1eBaHUsA JI€KUT FreHHas MyTaius. IlaTosoruueckui
r'eH JIOKAJIU3YETCA B Cepe/InHe IJIMHHOTO IIeda 7-u XpOMOCOMBI.
MykoBUCITU03 HACJIEIYETCA IO ayTOCOMHO-PEIECCUBHOMY THUILY .

- Ecam 06a poauTesis reTepo3UroTHbIe (SIBJIAIOTCA HOCUTEISIMU
MYTHPOBABIIIETO I'eHa), TO PUCK POXKIeHUs O0JILHOTO
MYKOBHCITHZI030M pebEHKa cocTaBiseT 25 %. Hocurenau ToJIbKO
ogHOT0 AedeKTHOTo reHa (ajiean) He 00JIEIOT MYKOBHUCIIHI030M. 110
JaHHBIM KCCJIEIOBAHUI YaCTOTA T€TEPO3UTOTHOTO HOCUTEJILCTBA
[1aTOJIOTUYECKOI'0 reHa paBHa 2—5 %.

« WnentudunupoBaHo 0K0JI0 1000 MyTaliiii reHa MyKOBUCITHI034.
CrnencrBueM MyTalliM T'eHa sSIBJIseTCSA HapyIlIeHHe CTPYKTYPhI U
dbyHKIMM O6esiKa, IMOJIYUYHBIIIEr0 Ha3BaHUE MYKOBUCITH/IO3HOTO
TpaHCcMeMOpaHHOTO peryJsaTopa nmposogumoctu (MBTII).

« CJleICTBUEM BTOTO SIBJISIETCSA CTYIIIEHNE CEKPETOB KeJjle3 BHEITHEN
CEeKpeluu, 3aTPyAHEHNE HBaKyallul CeKpeTa 1 UBMEHEHNE ero
GUBHUKO-XUMHUYECKUX CBOMCTB, UTO, B CBOIO OUEPED, U
obOycJiaBJIMBaeT KJIMHUYECKYIO KADTUHY 3a001€BaHUAA.



!TMOJ’IOFMFI A na‘!‘ !H!! |

e I3MeHeHUs B
IIOKEJTY/IOUHOU JKeJle3e,
opraHax JbIXaHUs,
YKeJIyJOYHO-KUIIIEYHOM
TPaKTe PETUCTPUPYIOTCSA
y?Ke BO BHYyTPUYTPOOHOM
IIEPUO/E U C BO3PACTOM
IarueHTa HEYKJIOHHO
HapacTawT. BeigeneHue
BABKOTO CEKpeTa
SK30KPUHHBIMHU KeJIe3aMU
IIPUBOJIUT K 3aTPY/THEHUIO
OTTOKA M 3aCTOI0 C
IIOCJIEAYIOLIM
pacHiupeHneM BbIBOJTHBIX
IIPOTOKOB KeJie3,
aTpoduen Keae3nuCTON
TKaHU U Pa3BUTHEM
IIPOTrPECCUPYIOILETO
¢pubpo3sa.

&

Cystic fibrosis is a
hereditary disorder
characterized by lung
congestion and infection
and malabsorption of
nutrients by the pancreas




ITHMONOrMA U NaToreHes

* AKTUBHOCTDh P€PMEHTOB KHUIIIEUHHNKA U
IOIXKETYZIOUHOM K€eJ1e3bl 3HAUYNTEIBHO
cHUKeHa. Hapsany ¢ dopmMmupoBaHueM CKJIepo3a
B OpraHax UMeeT MeCTO HapylleHrue QyHKIUU
pubpobacTOB. YCTaHOBJIEHO, UTO
burbpob6s1acThl OOJIBHBIX MYKOBUCITHIO30M
IIPOAYIUPYIOT IUJINAPHBIN PaKTOP, Uau M-
paKkTOp, KOTOPBIM 001a/Ia€T AHTUITUINAPHOU
aKTUBHOCTBIO — OH HapyIIaeT padboTy peCHUYEK
SIUTEIUA.



[laTonormyeckaa aHaToOMMA

» [IaToslornueckre n3MeHeHUs B JIETKUX
XapaKTEPHUI3YIOTCA IIPU3HAKAMU XPOHUYECKOT'O
OpOHXHTA C pa3BUTHEM OPOHXO0DKTA30B U
(@ y3HOro MTHEBMOCKIIEPO3a. B mpocsere
OPOHXOB HAXOJAUTCS BA3KOE COAEPIKUMOE
CJIN3HUCTO-THOMHOTO Xapakrepa. Hepeakou
HAXOJAKOU ABJIAIOTCA aTeJeKTa3bl U YYACTKHU
sMpu3eMbl. Y MHOTHX OOJIbHBIX T€UEHHE
IIaTOJIOTUYECKOTO ITPOIECCa B JIETKUX
OCJIOZKHSETCSI HacJIoeHeM OaKTepHaabHOU
NH@eKNN (IIaTOreHHbIN 30JI0TUCThIU
cTa(pUIIOKOKK, reMO(UJIbHAS U CHHETHOUHAA
ajo4ka) 1 GOpMUPOBAHUEM AECTPYKIIUU.



MykoBucUMA03

3opoab|e --



——
[TaTonormyeckad aHaTOMMA

- B nmoxenynouHoM Keje3e BhlsaBiserca nuddy3Hbiil Gpudpos,
YTOJII[EHHUE MEXI0JIbKOBBIX COEIUHUTEIbHOTKAHHBIX
IIPOCJIOEK, KUCTO3HbIE U3MEHEHUA MEJIKUX U CPETHUX
IIPOTOKOB.

« B meyenu orMmevaercs ouaropas win Au@@ys3Has :KUPoBad U
OeikoBasi AUCTPO(d U KIETOK MeueHH, JKeJITUHbIe CTa3kl B
MEKI0JIbKOBBIX KEJTUHBIX IPOTOKAX, JII/IM(lI)OI‘I/ICTI/IOI_II/ITapHI)Ie
MHPUIBTPATHI B MEXKI0JIbKOBBIX IIPOCI0OMKaxX, GUOpo3Hast
TpaHchopMaIua U pa3BUTHE IUPPO3A.

 IIpu MEKOHHEBOH HEITPOXOJUMOCTH BbIpaXkeHa aTpodusd
CJIM3UCTOrO CJIOA, IIPOCBET CJAU3UCTHIX JKeJle3 KUIIIeYHUKA
pacIIupeH, 3alI0JIHEH 303MHOMUIBHBIMH MaccaMHt CEKPETa,
MeCTaMH UMeET MECTO OTEK MOCAN3HUCTOTO CJI0s, pacIIipeHHe
uM@aTudeckux 1esne. Hepeako MyKOBUCIIHA03 COUETAETCS
C PA3/IMYHBIMHU ITIOPOKAMHU PA3BUTHA JKEJIYIOYHO-KUIIIEYHOTO
TpakKTa.



Knaccmpukauma MyKoBMUCLIMA03a

 I. ®OpMBI MYKOBHUCIIU/I03a

« o CMmenianHas (J1eTOUYHO-KUIIIEYHAs) C HOpaKeHUEM
»KeJTyIOUHO-KUIIIEUHOT'0 TPaKTa M OpOHX0JIETOYHOM
cucteMbl (75—80%).

o o Jlerounas (15—20%).
« o Kumreunas (5%).

» Penkue popmbel MB: MeKOHUAJIBHBIU UJIEYC,
OTeYHO-aHeMHuYeckasa (popMa, IIUPPOTHYECKAA

dopma.
 II. ®aza 1 akTUBHOCTB IIpoIiecca
e o Pa3a peMHCCUU: * AKTUBHOCTD:
¢ — MaJiafd;
* — CpeaHAA.
+ « ®aza oboCTpeHwusl.



KAIMHMYeCcKaa KapTHHa

* Y 00JIBIINHCTBA NAIIUEHTOB IEPBbIE CUMIITOMBI
MYKOBHCIHI03A BBISIBJISIIOTCS y2Ke Ha IIEPBOM
roAy >KHU3HU, XOTsI U3BECTHHI CIydau 0oJiee
II03/IHETO0, BILJIOTH 40 3PEJI0Tr0 BO3PAacCTa,
pa3BuTus 3a0os1eBanusA. CuMOTOMaTUKA
MYKOBHCII03a B 3HAYUTEJILHOMN CTENEHU
3aBHUCUT OT TUIIA MyTalluM (MJIU MyTallyui).
HaunboJsiee pacipocTpaHeHHOU SIBJISIETCS
MYyTallus, IPpU KOTOPOH KJINHUYECKHNE IIPU3HAKHU
MYKOBHCIU03a MOABJISAIOTCSA B pAHHEM
BO3pacTe, pa3BUBAETCS HEJOCTATOUHOCTD
IIO/KEJIYIOUHOM 2Kesie3bl (90% ciiydaeB).



==
JIéroyHasa (pecnupatopHada) popma

° HepBI)IMI/I CHUMIITOMaMU ABJIAIOTCA BAJIOCTD, 6JIeZ[HOCTI)
KOXKHbIX IIOKPOBOB, HEAOCTAaTOYHAA HpI/I6aBKa MacCcChI T€EJia 1IPpH
YAOBJIETBOPHUTE/ILHOM alllIETUTE.

« B HeKOTOPBIX cirydasx (TsKEI0e TeUeHNe) C IEPBBIX THEN
*KU3HHU y OOJIBHOTO MOSABJISIETCA ITIOKANLIMBAHNE, KOTOPOE
IIOCTENIEHHO YCUJINBAETCs U MpruobpeTaeT KommmenozlofiHbIﬁ
xapakrep. Kamieab conpoBoKaaeTcsa OTAeJIeHUeM I'yCTO!
MOKPOTBI, KOTOPAasi TP HACTIOEHUU DaKTEPHAILHOU (PJIOPBI
CTAaHOBUTCS BIIOCJIEACTBUU CJAU3UCTO-THOMHOM.

- IToBhImeHHAasI BA3KOCTh OPOHXUATBHOI'O CEKpPETa ITPUBOIUT K
Pa3BUTHIO MYKOCTa3a 1 3aKyIIOPKe MeJIKHX OPDOHXOB U
OPOHXMOJI, YTO CIIOCOOCTBYET PA3BUTHUIO OSM(MUBEMBI, & IIPH
IIOJTHOH 3aKyIIOPKe OPOHXOB — (I)OpMI/IpOBaHI/IIO aTeJeKTa30B.

* V¥ feTeli paHHEro BO3PAcTa B MaTOJIOTUYECKUH IIPOLIecC OBICTPO
BOBJIEKAETCSA MIAPEHXUMA JIETKOTO, YTO IPUBOJIUT K PA3BUTHIO
TSXKEJION, 3aTSKHOU ITHEBMOHUH CO CKJIOHHOCTBIO K
a6cue/11/1pOBaHmo. [TopaskeHune JIETKUX BCET/ia BYCTOPOHHEE.



==
JléroyHasa (pecnupatopHada) popma

- B ximHMYecKol kapTuHe oOpamniaer Ha ce0s1 BHUMAaHUe
BHEIIHUHN BUJ O0JBLHOTO: OJIeJHad KOXKa C 3€MJIUCTBIM
OTTEHKOM, aKpOITMaHO03, OO [TMaHO03, OJBIIIKA B
II0KO€e, 00uKkooOpa3Hasi ¢popma rpyJHOM KJIETKH,
nedopManuy rPyINHBI 10 THITY « KJIMHOBUTHOM» U
nedopMaIy KOHIEBBIX (pajIaHT IaJIbIEB O THILY
«bapabaHHBIX ITAJIOYEK», OTPAHUYEHHE JIBUTaTeIbHOMN
AKTUBHOCTHU, CHI?KEHUE aIllIETUTAa U YMEHbBIIIEHHE
MAacchl TeJjia.

=




» I[IepkyTOpHO: BBICJIYIIIMBAETCS KOPOOOUYHBIN
OTTEHOK 3BYKA.

* AyCKYyJIbTaTUBHO: OTMEUYAIOTCA BJIA>KHBIE
MEJIKO- U CpeZiHelly3bIlpuaThble XPUIIbI.

- B faspHelIeM ITHEBMOHUS ITpHUoOpeTaeT
XPOHHUUYECKOE TedeHue, POPMUPYIOTCS
ITHEBMOCKJIEPO3 1 OPOHXO3KTAa3bI, MOSIBISIOTCS
CHUMIITOMBI «JIETOYHOT'O CeEpALA», JIETOYHAs 1
cepZiedHas HeJOCTaTOYHOCTb.



JIéroyHaa (pecnmMpaTtopHasa) opma

» PeHTreHos10rn4YecKoe ucejaeqoBaHue JIETKUX IIPU
MYKOBUCIIHAI03€ I103BOJIAET BBIABUTD
pacOopocTpaHeHHble IepUOPOHXHUATIbHEIE,
MHMWIbTPATUBHBIE, CKIIEPOTUYECKUE U3MEHEHUA U
aTesjieKTa3bl HA (pOHE BhIPAXKEHHOU dM(pPHU3EMBI.
YcuneHue, TSXKUCTOCTD, CETYATOCTDh, AYEHUCTOCTh
JIETOYHOI'O PUCYHKA, IPU3HAKU AJIbBEOJISIPHOU
HENIPOXOUMOCTH, CHHZIPOM 3aMI0JIHEHUS aJIbBEOJI
(uHQUIBTpaLUs, AJIbBEOJIAPHBIN OTEK), CHHAPOM
«COTOBOTO JIETKOro» (KpymHosidencras aedopmMarius
JIETOYHOT'O PUCYHKA C TOHKOCTEHHBIMH IOJIOCTAMHM
pa3MepoMm 0,3-1CM).



JIéro4yHaa (pecnmMpaTtopHada) opmMa




o IIpu 6ponxorpaduu oTMedaeTcs HaJTndne
KaIlJIEBUAHBIX OPOHX02KTA30B, OTKJIOHEHNI OPOHXOB U
yMeHbIIIeHN e Y1 CIa MeJIKUX Pa3BeTBAeHUN, OpOHXH
3—6-r0 mopsiAKa B BUJIE YETOK.

» IIpu OpOHXOCKOIINYM HEPEAKO OOHAPYKHUBAIOT
HeOOJIbIIIOE KOJIUYECTBO I'yCTOU BA3KOU MOKPOTHI,
pacriojiaraoluieiics B Bujie HUTeH B IPOCBeTaX KPYIHBIX
OpPOHXOB.

« MuKpoOMOoJIOTHYECKOE HCCIeJ0BAHNE MOKPOTHI Y
00JILHBIX MYKOBHUCIIHA030M I1I03BOJISIET BHIAEIUTD
30JIOTUCTHIN CTA(PUIOKOKK, reMOPHUIbHYIO 1
CHHETHOMHYIO najiouku. Hannune CHHETHOMHOU
IIAJIOYKH B MOKPOTE SIBJISIETCS MPOTHOCTUYECKU
HeOJIaronpUATHBIM IPU3HAKOM JJIs ITallUeHTa.

» IIpu uccinepoBanuu @B/l BbIABIIAIOT 0OCTPYKTUBHBIE

HapyIIeHUs, a 10 MEPE IIPOTPeCCUPOBAHUS
3a00J1eBaHMsI OHU CTAaHOBATCS CMelllaHHbIMH.



Kuwe4yHaa popma

» KnnHN4eckasa CHMOTOMAaTHKA KUIIIEYHOM
(dopMBbI 00yCIOBIEHA CEKPETOPHOM
HEJIOCTAaTOYHOCTBIO JKEJTYJOYHO-KUIIIEYHOT'O
TpakTa. Hapymnienne ¢oepMeHTaTUBHOM
AKTUBHOCTH »KeJIyJOYHO-KHUIIIEYHOTO TPAaKTa
0COOEHHO SIPKO BhIPAKEHO MOCJIEe IIEpeBO/Ia
peb€HKa Ha NCKYCCTBEHHOE BCKapMJIMBaHUE WU
IIPUKOPM U ITPOSIBJIAETCA HEAOCTATOUHBIM
paciieIJieHHeM B BcachblBaHHEM O€JIKOB, KUPOB
1 B MEHbIIIEN CTENEHU yIJIEBOIOB.

B kumeyHuke 1peobs1a/1al0T THUJIOCTHBIE
IIPOIIECCHI, COMPOBOKAAOIINEC HAKOILJIEHUEM
ra30B, UTO IIPUBOJIUT K B3IyTHIO ?KHIBOTA.



- Jledpekariuu yacrsbie,
OTMeYaeTcs Mo eKaaIns
(CyTOUHBIN 00BEM
KaJIOBBIX MaccC B 2—8 pa3
MOKET ITPEBBIIIATH
BO3PAaCTHYIO HOpMY). J1JiA
IIAIIUEHTOB C
MYKOBHCITH/1I030M
XapaKTePEH 3JI0BOHHBIN,
MACJISHUCTBIU CTYJI,

COZIEp KA1
HelmepeBapeHHbIE OCTATKU
nuinu. KajoBbie Macchl ¢
TPYAOM CMBIBAIOTCS C
TOPIIIKA, IIEJIEHOK, MOTYT
OBITH BUAUMbBIE IIPUMECH
YKUpa.



« Ilocsye Toro, kak 60JIBHOrO0 MyYKOBHCIIM/IO30M pe6EHKA HAUHAIOT
BbICAKHBATh Ha TOPIIOK, HEPEJIKO OTMEeUa€eTCsI BhIIaZleHHE IIPSIMOM
KUIIKH (Y 10—20 % OO0JIbHBIX).

« BosibHbBIE IPEIBABIAIOT 3KaJ100bI HAa CyXOCThb BO PTY, UTO
00yCJIOBJIEHO BBICOKOU BA3KOCTBIO CJIIOHBI. BOJIBHBIE C TPYAOM
Iepe;KeBBIBAIOT CYXYIO IIHIITY, 4 BO BpeMs €/1bl YIIOTPEOJIAIOT
3HAYUTEJIbHOE KOJINYECTBO KUJKOCTH.

« ANIETUT B IIEPBbIE MECAIILI COXPAHEH WUJIU JAKE IIOBBIIIEH, HO
BCJIE/ICTBHE HAPYIIIEHUS IIPOIIECCOB ITUIIEBAPEHUA Y 6OTHHBIX
OBICTPO pPa3BUBAETCA THNOTPOMHS, MOJIUTUIOBUTAMUHO3.

e  MpbIIIIeYHBIN TOHYC U TYProp TKAHEU CHUKEH.

« BoJsibHBIE TIPEABABIAIOT 2KaI00BI HAa OOJIN B JKUBOTE PA3IUYHOTO
XapaKTepa: CXBaTKOOOpa3Hble — IIPH METEOPHU3MeE, MBIIIIeUHbIE —
TocJIe MPUCTyIa KallisA, 60K B IIPAaBOM N0/ipebephe — PU HATHUUU
TPaBOKEJTY/IOYKOBOU HETOCTATOYHOCTH, OOJIH B 9ITUTaCTPAIbHOM
o0Js1acTu 00yCI0BIEHBI HEJIOCTATOYHOM HeHTpaJmsauHeH
YKEJIyZIOYHOTO COKA B IBEHA/INATUIIEPCTHOU KHUIIKE ITPU CHUKEHHOM
CEKPEINH ITOAKEITYAOUHOM KeJie301 OMKapOOHAaTOB.

- I'emaTomeranus (yBesnueHue neueH) oOycI0BIeHA X0JIECTA30M.
[Ipu OmyimapHOM IIUPPO3€ B KIIMHUYECKOU KapTUHE MOKHO
HaOJII0/IaTh JKEITYXY, KOXKHBIN 3y, IPU3HAKH MOPTAJIbHOU
TUepTEeH3UH, acCIUT.



MeKoHMeBaA HenpoXOANMMOCTb

> Y 30—40 % 60JbHBIX MYKOBHUCIIH/IO3 JUATHOCTUPOBAH B
IIepBhIE THU >KU3HU B BUIe MEKOHHUEBOU HEITPOXOAUMOCTH.
JlanHast popma 3abosieBaHMs 00yCIOBI€Ha OTCYTCTBUEM
TPUIICHHA, UTO IIPUBOJUT K CKOILJIEHUIO B IIETJIAX TOHKOTO
KuInevHnka (garie BCcero B WieoleKaJIbHON 00J1acTy)
IJIOTHOTO, BI3KOT'O 110 KOHCHUCTEHITNY MEKOHUSI.

* Y 3/10pOBOTO HOBOPOKJIEHHOTO MEPBOPOAHBIN KaJI OTXOIUT Ha
IIEPBbIE, peKe — BTOPBIE CYTKHU II0CJIE POXKAEHUA. Y O0JILHOTO
pebEHKa OTCYTCTBYET BhlfleJIeHIIE MeKOHMA. Ko BTOpOMY JIHIO
*KI3HU peOEHOK CTaHOBUTCS OECIIOKOMHBIM, ’KUBOT B3/IYT,
OTMEYaloTCsA CPhITMBAHUA 1 PBOTA C IIPUMeECHIO Keuu. Yepes
1—2 JIHS COCTOSTHIIE HOBOPOXKAEHHOTO YXY/AIIAeTCsA: KOMKHEBIE
TIOKPOBBI CYXHE U 6JIe/:LHble Ha KOYKE YKMBOTa MOSIBJISIETCS
BhIPpaXKEHHBIN COCY/IUCTBIN PUCYHOK, TYPTOP TKaHeI/I CHUIKEH,
O6ecroKONCTBO CMeHsIETCS BSJIOCTHIO U aAUHAMIEN, HapacTaioT
CUMIITOMBI UHTOKCUKAIIUU U 9KCUKO03a.



» IIpu 0ObekTUBHOM 00OCJIEIOBAHUH ITallieHTa
OTMEYaIOTCs OJIBIIIKA 1 TaXUKAPAUA, IIPU IIEPKYCCUU
»KIBOTA — TUMIIAHUT, IIPH ayCKYJIbTalliU
IIepHCTAJIbTHKA HE IIPOCTYIINBAETCA.

« O630pHas peHTTeHorpaMMa OpraHoB OPIOITHOMN
II0JIOCTHU IO3BOJISIET BEIIBUTD B3/IyThIE IIETJIM TOHKOIO
KUIIIEYHUKA U CIIaBIIKECSA OTAEe bl B HHKHEHN YacTH
»KIBOTA.

» Oc10;kHEHEM MEKOHHEBOU HENPOXOAUMOCTHA MOKET
OBITH Iepdoparysa KUIIedHUKA C PAa3BUTHEM
MEKOHMNEBOTO IleputoHuTa. Hepeako Ha poHe
HEITPOXOIMMOCTU KUIIIEUHHKA Y O0JIbHBIX
MYKOBHUCIIUJ030M Ha 3—4 CyTKH KU3HU
IIPUCOEIUHAETCA ITHEBMOHMA, KOTOPaA IIPUHUMAET
3aTsKHOM XapakTep. KuiteuHnas HEIIpoOXouMOCTb
MO>KET Pa3BUTHCA U B O0JIee TT03/THEM BO3pacTe
O0JIBHOTO.



CMellaHHaAa popma

- CmemranHast opMa MyKOBUCIIHZI03A ABJIAETCA Hanboiee
TSKEJION U BKJIIOYAeT KJIMHUYECKHEe CUMIITOMBI KaK JIETOYHOH,
TaK M KUIIIEYHOU (POPM.

OOBIYHO C IIEPBBIX HEJIEb }KU3HU O0JILHOTO OTMEYAIOTCA
TSIKEJIbIE TOBTOPHBIE OPOHXUTHI ¥ THEBMOHUHY C 3aTSKHBIM
TeueHUeM, IIOCTOSSHHBIN KallleJib, KUIIIEUHbIN CUHIPOM U
pE3KHE paCCTpoﬁCTBa IIATAHUA.

KitnHudeckass KapTUHA MyKOBHCITH/I03a OT/IMYAEeTCsA
3HAUYHUTETbHBIM MOJIMMOP(PU3MOM, UTO U OIPEIEIIAET
BapUaHTHI TeueHus 3a00s1eBaHusa. OTMeUeHa 3aBUCUMOCTD
TSXKECTH TeUeHU MyKOBHUCIH/103a OT CPOKOB IIOSIBJIEHUSA
IIEPBBIX CUMIITOMOB — UeM MJIaile peOEHOK K MOMEHTY
MaHHUdecTauu 00JIE3HU, TEM TSIKeEJIee ero TeueHue u boJiee
He0JIaroNpHUATEH IPOTHO3. YUUTHIBASA MIOJIUMOPDU3M
KJINHUYECKUX ITPOSBJIEHNN MyKOBUCITU/I03a, TSYKECTb TEUEHU S
IIPUHSTO OLIEHUBATh B OOJIBIIIMHCTBE CIyUYaeB XapaKTEPOM 1
CTeNeHbIO TTOPakeHU OPOHXOJIETOYHOU CUCTEMBI.




CTaJMW NATOJIOrMYECKMX-UIMEHEHIMNA
OPOHXO/IEr04HOM CUCTEMbI MPU
MYKOBMCLMA03E:

1 cTajiusl — CTAJHs HEOCTOSHHBIX (DYHKIIMOHATIBHBIX N3MEHEHUH, KOTOPast
XapaKTEPUBYETCs CyXUM KalieM 6e3 MOKPOThI, HE3HAYUTEIbHOU UJTH
YyMEPEHHOH OZIBIIIKOM MPH (HPU3UUECKUX HATPy3Kax. [IpofoKUTEIBHOCTD
JTAHHOU CTaJINM MOXKET COCTaBJIATH JI0 10 JIET.

2 cTaZiusl — CTAUs Pa3BUTHS XPOHUUECKOTO OPOHXUTA, KOTOPAas
XapaKTepu3yeTcs HaAJIUYUEeM KAl ¢ OT/IeJIEHHUEM MOKPOTBI, YMEPEHHOU
OABIIIKOU (yCUIUBaeTCsA IPU HaOpsixKeHuu), GopMupoBaHuem gedopmarimen
KOHIIEBbIX (pasIaHT nasiblieB. IIpu aycKysibTaliiu BBICJAYIIINBAIOTCA BIIAKHbIE,
«TpecKyuure» XpUIlbl Ha (POHE KECTKOTO JIbIXaHUA. [ IpOI0/KUTEIBHOCTD
JTAHHOM CTaJIN! MOXKET COCTaBJIATH OT 2 JI0 15 JIET.

3 cTaziusl — CTaJUsl IIPOoTrpeccupoBaHus OPOHXOJIETOUHOTO IIpoIlecca ¢
pa3BUTHEM OCJ0KHeHUU. PopmupytoTes 30HbI AUddy3HOTO IMTHEBMODHOPO3a
1 OTPAHUUYEHHOTO ITHEBMOCKJIEPO3a, OPOHX03KTAa3bl, KUCTHI U BhIpAKEHHAs
ZbIXaTeJIbHAsA HEJOCTATOUHOCTD B COUETAHUHU C CEP/IEUHOUN HEIOCTATOYHOCTHIO
I10 IIPaBOKEIYIOUKOBOMY THUITY («JIETOYHOE cepitie»). [IpogoKuTeIbHOCTD
CTAJ WU OT 3 JI0 5 JIeT.

4 CTaqUusA XapaKTEPU3YETCA TAKETOU KapAUO-pPECITUPATOPHOMN
HEJI0CTaTOYHOCTHIO, KOTOPAsd B TEUEHHE HECKOJIBKUX MeCAIEeB TPUBOJUT K
cMepTH OOJIBHOTO.



/InarHOCTMKa MyKOBMCLIMA03a

JlmarHo3 MyKOBHCIIN/103a ONPeAeAeTCS JaHHBIMU
KJIMHUYECKUX 1 J1JabopaTOPHBIX METOA0B 00C/IeIOBaHUA
IarreHTa.

* B nies1Ax paHHeM JUarHOCTUKH MyKOBHMCIIHM/I03 BXO/UT B
IIporpaMmy 00CJIe0BaHKus HOBOPOXK/IEHHBIX HA
HacJeACTBEHHbIE U BPOKJIEHHBIE 3a00/1eBaHUSI.

« OO01I1e IpU3HAKU: OTCTaBaHME B GU3NUECKOM PA3BUTHH,
PEUINBUPYIONUE XPOHIYECKHUE 3a00IEBAHUsI OPTAHOB
JIbIXaHUs, TOJIUIIBI HOCA, YIIOPHO TEKYIIMHI XPOHUIECKUN
raiMOPUT, XPOHUYECKUN OPOHXUT, PELUIUBUPYIOIINI
[IaHKPEeaTUT, JibIXaTeJbHAas HEJOCTATOYHOCTh. XPOHUYECKHE
KOJIUTBI, XOJIELIUCTUTHI Y POJACTBEHHUKOB.

« NcenenyoT ypoBeHb HMMYHOPEAKTUBHOTO TPUIICUHA B CYyXOM
IATHE KpOBU. [Ipy MOSI0KUTETBHOM pe3yabTaTe TECT
IIOBTOPAIOT HA 21—28 JieHb »KU3HU. [Ipy moBTOpHOM
ITOJIOKUTEJIbHOM pe3yJsbTaTe HAa3HA4YaI0T IIOTOBBIMN TECT.



/1nA NOCTaHOBKM AMArHo3a
3a60/1€eBaHMS HEOOXOAMMO HaIMYMeE
YeTbIpEX OCHOBHbIX KpUTEPUEB:

* XpOHUUYECKNH OPOHXO0JIETOUHBIN IIPOIIECC,
* KUIIIEYHBIA CUHIPOM,
* cJIydau MYKOBHCIIHI03a Y COCOB,

* [IOJIOXKUTEJIbHBIE PE3YJIbTaThl IOTOBOTO
TecCTa.



/InarHoCTMKa

» I[loTOBBIN TeCT: HOHODOPES C MUIOKAPIIMHOM.
IToBhIIIeHHE XJIOPUJIOB 60Jiee 60 MMOJIb/JT —
BEPOSTHBIN UArHO3; KOHIIEHTPpaIUs XJIOPUI0B
60Jiee 100 MMOJIb/J1 — TOCTOBEPHBIN JUarHo3.

e IIpu 3TOM pasHUIla B KOHIIEHTPAIUU XJI0pa U
HaTPHUA He J0JKHA IIPEeBBINIaTh 8—10
MMOJIb/J1. IIOTOBBIN TECT J1JI1 MOCTaHOBKH
OKOHYATEJbHOTO JINaTHO3a MOJIXKEH OBITH
[I0JIOKUTEIbHBIM He MeHee Tpex pa3s. [IoToByio
IIpo0y He0OXOAUMO MPOBOAUTD KaKIOMY
pPeOEHKY ¢ XPOHUYECKHM KaIllJIEM.




[loTOBbIM TECT

Taénuya 3. UHTepnpertaums peaynbLTaToB
NOTOBOIO TeCTa

Morpanmy- Monoxu-
Pesynetar (mmone/n) | Hopma ::ii ST
Knaccuyeckuit meton <40 (30) 40-60 Ho Hzegbw :
(no TecoHy-Kyky) (30-60) 150 ore/n
Onpepenesue npoeo- >80
aumocTu (Makpogaxr, <60 60-80 HO He Bbiwwe
HaHnopaKT) 170 Mmone/n




« B komporpamme 60 1bHOTO MYKOBUCIIH/I030M HaI/I!OJIee XapaKTEePHbBIM

IIPU3HAKOM ABJIAETCA IIOBBIINIEHHOE COAEPKaHHE HeﬁTpaJIbHOFO KHPa,
HO BOSMOXXHO HAJIMUNE MbIIIIE€EYHbBIX BOJIOKOH, KJIETUATKH U
KpaXMaJIbHBIX 3€EPEH.

« OnpegesieHue > KUPHBIX KUCJIOT B CTyJIE: B HOPME MeHee 20
MMOJIb/ ZIeHb. [lorpaHnYHbIe 3HAUEHUS — 20—25 MMOJIb//ieHb. [Tpoba
IIOJIOKUTEbHA IIPU CHUKEHNHN QYHKIINH MOJXKEITY/IOUHOM JKejle3bl HE
MeHee ueM Ha 75 %.

- JHK-guarsoctuka HanOoJiee UyBCTBUTEIbHAA U clieruduuecKas.
JIozKHBIE pe3ysbTaThl IOJIY4aroT B 0,5—3 % ciay4daeB. B Poccuu
OTHOCUTEJIBHO JI0pOora.

 IIpeHaTtaspbHasA AUATHOCTUKA: UCCIIEIOBAHUE N309H3UMOB
TOHKOKMIIIEUHOU I1eJI0UHOU (pocdaTasbl U3 OKOJIOIIOAHBIX BO/I,
BO3MO>KHO ¢ 18—20 HeJiesin 6epeMeHHOCTH.

» OpueHTUPOBOYHBIMH METOAAMHM JIJI1 JUATHOCTUKHU MYKOBHCIIHI03a
SIBJISAIOTCA OIIpeiesIeHHE IIPOTEOTUTUYECKON aKTUBHOCTH KaJjia
PEHTTEHOJIOTUYECKUM TECTOM, AKTUBHOCTH (DEPMEHTOB
IO/ PKETyJOUHOU JK€eJIE3bl B AyOJeHATIbHOM COAEPKUMOM,
KOHIEHTPALIK HATPUs B HOI'TAX U CEKPETE CIIOHHBIX Keles. B
KayecTBe CKPUHHMHT-TECTA B IIEPHUOJIE HOBOPOXKAEHHOCTU NCHOIb3YIOT
METOJI, OTIPe/IeJIEHH s TIOBBIIIEHHOTO CO/IEPKAHUSA aJTbOyMUHA B
MEKOHUU — MEKOHUAJIbHBIN TECT (B HOpMe cozep:kaHie aJTbOyMHUHA He
IIPEeBBIIITAET 20 MT Ha 1 T CyXOU MaccChbl).



[InddepeHumanbHbIM AMArHO3

» JlndpdepeHuAIbHYIO JUATHOCTUKY MYKOBHCIIH/I03a

IIPOBOJSAT:

C KOKJIIOIIIEM,

OOCTPYKTUBHBIM OPOHXHUTOM,

OpOHXMAJILHON aCTMOM,

* BPOKAEHHBIMU 1 IPHUOOPETEHHBIMU OPOHX0KTA3aMU,

» GuOPO30M JIETKUX HEITAHKPEATUYECKOTO
IIPOUCXOKIEHUS.

« [Io HAJIMYMIO B IOTE BBICOKUX ITOKA3aTeJIen
3JIEKTPOJINTOB MYKOBUCIIMA03 TUMPHEPEHIIUPYIOT C
TaKUMH 3a00J1eBAaHUAMU, KaK:

¢ HecaxapHBIU ITI0OYEeUYHBIU AuabeT, HeJIOCTATOUYHOCTDh KOPbI
HA/IIIOUYEYHUKOB, HACJIeCTBEHHAA SKTOIEpPMaJIbHA
IUCIIa3usl, TJINKOTeHHAas1 00J1e3Hb, Ae(PUITUT IJTI0K030-h-
docdaraspl, TMIIONIaAPATUPEOUAU3M, TUIIOTPODH,
(byKO3U03, AeruapaTaius, OTEKU.



——
JleyeHue

 llesnu jieueHus:

* o MOJJEep:KaHUe oOpa3a >KU3HU IalllieHTa,
MaKCUMAaJIbHO IPHUOJIMKEHHOTO K KU3HU
3/I0POBBIX JIETEMN;

o IMpoduUIaKTUKA U JieueHre 000CTpeHU
OpPOHXOJIETOUYHBIX 3a00JIeBaHMI;

« o obecrieueHune aJIeKBaTHOTO ITUTAHUA.



/lnetotepanmsa

« CyTOYHBIN KaJIOpaXk TOJIKEH Ha 10—30 % IPEBBIIIATh BO3PACTHYIO
HOPMY 34 CUET YBEJIMUEHUS B palliOHe O€JIKOBOT'O KOMIIOHEHTA.
IToTpebHOCTH B OesIKe YAOBIETBOPAIOT yIOTpebIeHuEM B ITHIITY MsCA,
PBIOBI, AUII, TBOPOTA.

 IloTpebsieHue :KUPOB 3HAUNUTEIHbHO OTPAHUYNBAIOT. MOKHO
HCII0JIb30BaTD KUPbI, B COCTaB KOTOPBIX BXOAAT *KUPHbIE KHCJIOTBI CO
CPEAHUM Pa3MePOM IIelH, TAK KaK UX YCBOEHHE HE 3aBUCHUT OT
AKTUBHOCTH JIUIIa3bl MOXKEITY/IOUHOM 2KeJIe3bl.

 Ilpu nedunure qucaxapujas B TOHKOM KUIIIEYHUKE U3 PAIOHA
HCKJII0UAIOT COOTBETCTBYIOIME caxapa (Jalle Bcero Jiaktosy). [luty
00JIbHBIM BCET/IA MMOACAIUBAIOT, 0COOEHHO B JKapKoe BpeMs rojia u
IIPU BBICOKOU TeMIlepaType, YTO HEOOXO0UMO, YUNUThIBAasI OOJIbIIITE
IIOTEPH COJIEU C IIOTOM.

+ bosbHOMY 00ecreunBaoT IOTPedJIEHNE IOCTaATOUHOTO KOJTUYECTBA
*KUJTKOCTU. B TuTaHNEe NOKHBI OBITh BKJIIOUEHBI COAEPIKAIIITE
BUTAMUHBI IPOAYKTHI, PPYKTOBBIE U OBOIIIHbIE COKH, CINBOYHOE
MacJIo.

* 35—45% Bcell SHepreTHUYeCKOl NOTPeOHOCTH JIOJIKHO
obecIeunBaThCs JKUpaMu, 15% — 0eJIKOM U 45—50% — yTjIeBoJaMHU.



AHTUOaKTEepHasibHada Tepanums

° BI)I60p HpOTI/IBOMI/IKpO6HOI‘O JIEKAPCTBEHHOT'O CpEeACTBaA OIIpEACIACTCA BUAOM
MUKPOOPraHU3MOB, BbIACJIA€MbIX U3 MOKPOTHI ITalTUEHTA C MYKOBUCIU030M, U UX
YYBCTBUTEJIBHOCTBIO K HpOTI/IBOMI/IKpO6HI)IM JICKAPCTBEHHBIM CpEACTBAM.

+ Ilpu sleuenuu o6ocTpeHUs OPOHXO0JIETOYHOTO MPOIlecca, BBI3BAHHOTO S. aureus, 4acToTa
KypCOB aHTHOAKTEPUAIbHOU TEPATUK MOKET BAphbUPOBATh OT 1—2 B IO/ I0 OYEHD YaCThIX
IIOBTOPHBIX KYPCOB C KOPOTKUMM MHTEPBAJIAMU MeEKy HUMU.

« C uenpio TpodUIAKTUKU WU IPU HETSXKEJIOM 000CTpEHUH OPOHXO0JIETOUHOTO ITpollecca:

* ABUTPOMUIIMH BHYTPb 10 MI/KI 1 p/cyT 3—5 cyT (feTsAM crapiie 6 mec); 200 Mr 1 p/cyT 3—
5 cyT (IeTsAM ¢ Maccoit Tesia 15— 25 Kr); 300 MI' 1 p/CyT 3—5 CyT (,Z[ET}IM ¢ MaccoH TeJjia
26—35 KT'); 400 MT 1 p/CyT 3—5 CyT (,Z[eTHM C MaccoH Tejia 36—45 KI);

e AMOKCUITWIJIUH BHYTPb 50—100 MT/KI/CyT B 3—4 npuemMa 3— 5 cyT (1eTsam);

«  KiapuTpoMuIIMH BHYTPb IO 7,5 MT'/KT 2 p/cyT 3—5 ¢yT (meTsam ¢ Maccoi Tesia < 8KT); 1Mo
62,5 MT 2 p/cyT 3—5 cyT (meTsamM 1—2 JieT); BHYTPb 110 125 MT 3— 5 cyT (AeTsam 3—6 JIeT) 110
187,5 MT 2 p/cyT 3—5 cyT (zIeTam 7— 9 JIeT) 10 250 MT 2 p/cyT (meTsaM crapiie 10 JieT);

» Ko-Tpumokcaszos1 BHyTPb 110 120 MT

- 2p/cyT 3—5 cyT (meTam 6 Hex — 5 Mec); 110 240 MT 2 p/cyT 3—5 cyT (meTsam 6 mec — 5
JIET); TI0 480 MT 2 p/cyT 3—5 CyT (,Z[eT}IM 6—12 J1eT);

«  OkcalWIIuH BHYTPb 100 MT/KT/CYyT B 4 ipreMa 3—5 cyT (ZIeTaAM); o 2 T 3—4 p/cyT 3—5
cyT (B3pOCJIBIM) WU

¢ PudamnunuH BHyTpPSH 110 10—

e 20 MI/Kr/cyT B 1—2 npuema 3— 5 cyT (metsam); 0,6—1,2 r/cyT B 2—4 nipruemMa 3—5 CyT
B3POCJIBIM) HJIU

« IledTrpuakcoH B/B miu B/M 50— 80 MI/KT/cyT B 3—4 BBeJIeHUA 14 cyT (AeTsiM); B/B Win
B/M 4 T'/CyT B 4 BBeieHUs 14 CyT (B3POCIBIM) WU

« Iledypoxcum B/B uiu B/M 30— 100 MI/KT/CyT B 3—4 BBeleHUs 14 CcyT (JIeTAM); 110 750 MT
3— 4 p/cyT 14 cyT (B3pOCIIBIM)



cpelcTB, akTUBHBIMU B oTHoIneHue H. influenzae

- [Tokazana npodunakruyecku (mpu OPBU,
BBISIBJIEHHUH JJAHHOTO MUKPOOPTaHU3Ma B MOKPOTE)
1 Ipu 000CTpeHNU OPOHX0JIETOUYHOTO IIPOIIecca,
obyciosaennoM H. influenzae.

 JIJIUTEebHOCTD Kypca aHTHOAKTepUaJIbHOMN
Tepauy OOBIYHO COCTABJIAET 14 CyT. B
COOTBETCTBHUH C JAaHHBIMH UYBCTBUTEIbHOCTH
IIPUMEHSAETCA OJHO U3 CIIEAYIOIIUX
IIPOTUBOMUKPOOHBIX JIEKAPCTBEHHBIX CPEJICTB:
a3UTPOMUIINH, AaMOKCUITWMJLJINH, KJIADUTPOMUIIUH,
KOTPH-MOKCa30J1, edakiiop, nedukcum Pexe, mpu
COXpaHEHHUU ITPU3HAKOB 000CTPeHUs
OPOHXO0JIETOUHOTO IIPOoIiecca U IIOBTOPHOM
BoIsiBJieHUH H. influenzae, pexomenayercs Kypc
aHTHOAKTepHaJIbHON TePAINU JIEKAPCTBEHHbBIE
cpeAcTBa Jis1 BHyTPUBEHHOIO IIPUMEHEHU S

(medTpuakcoH, eypoKCcHuM).



S e

BblAB/IEHUU B MOKpOTe P. aeruginosa

 IIpoBOAUTCA B CIIEAYIOIINX CUTYyAIIUAX:
o Ipu 0060CTpeHN OPOHXO0JIETOYHOTI'0 MPOIlecca;

o MpOPUIAKTUYECKU ¥ OOJIbHBIX O€3 MPU3HAKOB
o0ocTpeHnsA OPOHX0JIETOYHOTO Ipoliecca:

e — IPH IEPBBIX BbhICEBAX U3 MOKPOTHI P. aeruginosa c
1IeJIbI0 IIPEAYTIIPEKAEHNA PA3BUTHA XPOHUYECKOU
MHQEKIIUY, BBI3BAHHOU JAHHBIM MUKPOOPraHU3MOM; —
maleHTaM C XpOHI/IquKof/’I KOJIOHHBauHeiv’I HUXKHUX
IbIXaTeJIbHBIX IIyTeu P. aeruginosa c 1eJbio
IpeaylpexaeHNs IPOrpecCupPoOBaHs OPOHX0JIETOUYHOTO
Ipoiiecca.

- IlpeanoureHue oTaeTCA IPOTUBOMU-KPOOHBIM
JIEKapCTBEHHBIM CPeACTBaM, BBOAUMBIM BHYTPHUBEHHO.

* AHTHOaKTepHa/IbHbIE JIEKAPCTBEHHEIE CPEJICTBA,
aKTUBHBIE B OTHOIIIEHUH P. aeruginosa



JleKapCTBeHHble npenapartbl - PEXMUM
A031MpOBaHUA

» AzJOnWINH B/B 300 MTI'/KI/CyT B 3—4 BBeZleHUs: (eTsaM); 15 I/CyT B 3—4
BBeleHUsI (B3POCIIbIM) UJIN

« AmukanuH B/B 30—35 MI'/Kr 1 p/cyT (HeTsam); 1o 350—450 MT 2 p/cyT
(B3pOCIBIM)

« I'enramuniua B/B 8—12 Mr/kr 1 p/cyT (meTsam); 10 MT/Kr 1 p/cyT (B3pOCabIM);
B UHTAJIAIUAX: 110 40 MT 2 p/cyT (zeTsam 10 5 JieT); mo 80 mr 2 p/cyT (meTam
5—10 JIeT); mo 160 MT 2 p/cyT (AeTsaAM cTapiiie 10 JIET U B3POCIbIM UIN

« MepormeneM B/B 60—120 MT/Kr/cyT B 3 BBeZieHus (meTsam); 3—6 r/cyT B 3
BBe/IeHUA (B3POCJIbIM)

 IMunepanusinH/TazobaxkTaM B/B QO MI/Kr/cyT B 3 BBeieHUs (IeTIM); IO
2,25—4,5 T 3 p/cyT (B3pOC/IbIM)

« Tobpamunua B/B 8—12 Mr/kr 1 p/cyT (AeTsam); 10 MT/KT

» 1p/cyT (B3pOCIBIM); B UHTAIAIHUAX: IO 40 MT 2 p/cyT (AeTsAM J10

« 5Jet); 1o 80 Mr 2 p/cyT (ieTam 5—10 JieT); mo 160 Mr 2 p/cyT (meTam
cTapiiie 10 JIeT ¥ B3POCJIbIM) WU

» Iledenum B/B 150 Mr/Kr/cyT B 3 BBeZileHUsI (J1eTsIM); 6 T/CyT B 3 BBeZIEHU
(B3pOCJIBIM) WJIH

- IedTaszugum B/B 150—300 MT/KI/CyT B 2 BBeieHUA (1eTsAM); 6—9 I/CyT B 2
BBe/IeHUA (B3POCJIBIM).



T E D T O T E C R —

NeKapCTBEHHbIMU NMpenapaTamu

« AMOpPOKCOJI BHYTPh 1—2 MT'/KI'/CyT B 2—3 IIpHEMA;
B/B 35 MI'/KI'/CyT WA

» AlleTUILUCTEUH BHYTPD

e 30 MTI'/Kr/cyT B 2—3 IIpueMa; B/B 30 MI'/KI/CyT B
2—3 BBeJIeHUs; 20% pacTBOp B MHTAJIAIIUAX, 110 2—
5 MJI 3—4 P/CyT Uin

- JlopHaza anb(a, B HHTAJIAIMAX yepe3 Heby1anszep,
2,5 MI' 1 p/CyT

» Bce crioco0blI paz:kukeHUs MOKPOThI HEOOX0IUMO
COUETaTh C yZaJIEHUEM €€ U3 JIbIXaTeJbHbIX ITyTeH,
HCII0JIb3Ys METOAUKH JIPEHUPOBAHU S
OpPOHXHAJILHOTO JlepeBa U ieueOHyI0 QU3KYIbTYPY.



Tepanna MyKOJIMTUYECKMMMU
NNeKapCTBEHHbIMM NpenapaTamm




 IlocTypanbHbIU pEHAK IPOBOAUTCA KAXKI0E
yTPO, BUOPAIIMOHHBIM MaccaXk — He MeHee 3 pa3
B CYTKH.

» JleueOHasA OPOHXOCKOIIUS C IIPOMBIBAHUEM
OpPOHXOB aIeTUJIIIMCTENHOM U U30TOHUYECKUM
PacTBOPOM XJIOpHa HATPHs MOKa3aHa Kak
SKCTPEHHAas MPOoIie/lypa Ipu OTCYTCTBUH
3¢ deKTa BHIIIEOIIHCAHHON TEpaIIH.



[lpoTMBOBOCNaNINTEIbHAA TEpanuA

o [Ipu Ts2K€710M T€UEHHUY ITHEBMOHUY IPUMEHSIOT
KOPTHKOCTEPOUHBIE ITPENAPAThl B TEUEHHE
1,5—2 mecsAneB. [IpeqgHn30/0H HAa3HAYAKOT U3
pacdera 1,0—1,5 MTI'/KI' B CyTKH B TedeHUe 10—
15 THeW. 3aTEM 03y IIOCTEIIEHHO CHUIKAIOT.



noAKesly104HOM Kee3bl

- ITaHKpeaTHUH WX KOMOMHUPOBAHHEIE IIpeNapaThl,
cojiepaKalliyie Hapsay ¢ IaHKPeaTHuHOM JIpyTHE
KUIleuHble PepMEeHTHI U JJUIOTPOMIHEIE BEIleCTBa
(mosn3uM, NaH3UHOPM, MeKcasa U ap.). o3y
(bepMeHTHBIX IIperapaToB NOo0UPAIOT
UHIUBUAYaIbHO, ODUEHTHUPYACH Ha JaHHbIE
KOIIPOJIOTUYECKOTrO uccienosanusa. llokasarenamu
OIITUMAaJIbHOI'O O/I00pa 03kl CIyKaT
HOpMaJIN3allus CTyJia U NCUe3HOBEHHE B KaJle
HeUTpaJbHOTO Kupa. HauasnpHas 103a mpenapara
COCTaBJIAET 2—3 T B CYTKH. /103y I1IOCTEIIEHHO
IIOBBIIIAIOT /10 IIOSABJIEHHUSA IOJI0KUTEILHOTO

s PekrTa.

 ZKupopacrBopumsie ButaMuHsbl (A, 1, E u K)
caenyeT 100aBIATh K IMUIIE esKeTHEBHO.



/lncnaHcepusaumAa

- IIpu opranusamnuu guclaHCEPHOTO HAOJIIO/IEeHUS 3a
00IbHBIMYM MYKOBUCIIUZI030M B aMOyJIaTOPHBIX YCIOBUSX
He0OX0AUMO OCYILECTBJIATH KOHTPOJIb 3a CTYJIOM M MaccoM
Tesia 60JILHOTO, PeryJisapHo (1 pa3 B 3 Mecsila) IPOBOIUTH
KOITPOJIOTUYECKOE MCCIIEOBAHYE C IIEIBI0 KOPPEKIIMH JI03bI
IIpernapaToB MOKeIyJOUHON 3Kejle3bl, BECHOH U IIPU
obocTpeHnH IIpoliecca Ha3HAYaTh KypChl BUTAMUHOTEPAIINU
(ompaBzaHO Ha3HAYEHHE JABOMHOMN 036l X KUPOPACTBOPUMABIX
BUTaMHUHOB A, E, D B Bujie BOJHBIX pAaCTBOPOB).

« PoacTBEHHUKOB 00JIBHOT'O HEOOXOUMO OOYUHTD MPHUEMAM
IIOCTYPaJIbHOI'O ApEeHaKa, BUOPAIIMOHHOTO MaccaXka B yXOJ1y
3a nmanyeHToM. Hapsaay ¢ 3aHATUAMU J1edeOHOMU
GHUBKYIBTYPON PEKOMEH/IOBAHBI IO3MPOBAHHBIE (PU3UIECKHUE
Harpy3Ku U 3aHATHA cnopToM. [Ipu ycToMUnBOl peMUCCHU B
TeueHHre 6 MecCsIleB pa3pelllaeTcsi MPOBeIeHE
NIPOMUITAKTUYECKUX IIPUBUBOK.



[lporHo3

 IIpOrHO3 Ipr MyYKOBUCIIHUI03€ 10 HACTOAIIETO
BpeEMEHH OCTaETCA HeOJIarONPUSITHBIM.
JleTasIbHOCTB COCTaBJIsIET 50—60 %, cpeau
JleTeN paHHEero Bo3pacra — Bbile. [1o3aHsas
TUAaTHOCTUKA 3a00J1eBaHUA U HeaJleKBaTHAaA
Tepamnusa 3HAYUTEJIbHO YXY/AIIAIOT IPOTHO3.
boJibiioe 3HaueHne NpuodpeTaeT MeIUuKO-
reHeTUYEeCKOe KOHCYJIbTUPOBAHUE CEME, B
KOTOPBIX €CTh O0OJIbHBIE MYKOBHCITH030M.






