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C mesbi0 paHHErO BbIsIBJIEHUsT 3a0oJieBaHUil mo4uek, obcienoBan 31 pe-
OGEHOK € MYKOBHCIIJIO30M. BceM HeTsiM TPOBEIEHO KOMILIEKCHOE 00CIIe 10~
Banue GyHKmuu nodek. Y 30 o0cCiel0BaHHBIX JleTell OTMeJaroTCs U3Me-
HeHUsT (QYHKIMHA MOYEK.

BBenenue

Myxkosucunnoz (MB) (kucrosusiit ¢bubpo3 HOIZKeIy0IHON Keyle3bl) — da-
cTOe MOHOTEHHOEe 3aD0JIeBaHUE, OIPEJIEIEHHOE MyTallieil reHa MYyKOBUCITHI03HO-
ro Tpancmembpannoro peryisaropa (MBTP), xapakrepusytoreecsi nopazkeHuem
9K30KPUHHBIX 2KeJle3 JKM3HEHHO BAXKHBLIX OPraHOB W CHUCTEM W WMeIOIee, Kak
NIPABUJIO, TSXKEeJIOe TedeHHe W IIPOTHO3.

3abojieBaHrEe MMeET ayTOCOMHO-PEIECCUBHBIN TUIT HacjeoBaHus. PUCcK pox-
JleHust 6OJIbHOrO pebeHKa cocTaBisier 25% Npu KayKJiol HOBOW GEPEMEHHOCTH.

Yacrora myrtanTaoro rexa 2%. I'em MB pacnonoxken Ha IJIMHHOM ILIE€Ye
7 XpOMOCOMBI, BKJIOYaeT B cebst 27 9K30HOB, KOAUPYeT OEJIOK, COCTOSIIUN 13
1480 ammuokmcsor [1].

Yacrora 3abosieBaHUsS B PA3HBIX HOIYJIANNIX, HAIUAX U ITHUIECKUX T'DPYI-
Iax CyIIeCTBEHHO BapbUPYET, COCTaB/sdAs B cpedHeM 1:2-25 ThICSYIN HOBOPOXK-
JIGHHBIX TIpejicTaBuTesieit 6esoit pacel u 1:9-10 ThicSY HOBOPOXKJIEHHBIX Y IIPE/I-
craBuTeseil adpPUKAHCKON pach.

Ilo omenkam BceMUpHOI acCOIUAIMY 3/IPABOOXPAHEHUsS] B MHUPE €2KEr0JIHO
poxkraercsa 45-50 Twicad JleTeil ¢ MYKOBHUCIIMO30M, & YHUCJIO IeTE€PO3UTOTHBIX
HOCHTesel 3ab0JIeBaHUS HACUUTHIBAET MHOI'ME JECATKH MUJLIMOHOB.

Peasibroe uncsio 60JIbHBIX MYKOBHCHHI030M B Poccuu OIEHUTDH JIOCTATOYHO
cinoxxHo. Jlo HejaBHEro BpeMeEHHM CUHMTAJIOCh, 4TO exkeronHo B Poccum poxja-
ercs okoJio 750 GOJIBHBIX TIpU cpejHeit gactore 1:3,5 THICSIM HOBOPOXKICHHBIX
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B eBporeiickoit dactu crpanbl. OHAKO Jdayke MCCAEIOBAHUS IMOCJIEIHUX JIET He
CMOTJIM OJTHO3HAYHO OIEHUTb YacTOTy MyKoBHCHHI03a B Poccuu. Mmerormecs
Ha 3TOT CYeT JAHHbIE BECbMa IIPOTUBOPEYMBLI, OHU BapbUpPYIOT OT 1:6 ThICAd
st Cankr-Ilerepbypra o 1:12 Thicsid 10 JAHHBIM MEJUKO-T€HETUIECKOIO IIEH-
tpa PAMH (MockBa) 1 COCTAaBJISIIOT 110 YCPEIHEHHBIM JIAHHBIM OKOJIO 1:7 ThICsSY
HOBOPOXKJIeHHBIX. OJIHAKO HET COMHEHHsI B TOM, YTO YaCTOTAa MYKOBUCIHI03a
B Poccun cymecreenno Himke, dem B crpaHax 3amaigHoit Esponbr u CeBepHoii
Awmepuku (1:2-2,5 ThICSYE HOBOPOXKIEHHBIX) [2].

MBTP pacnosiaraercsi Ha aluKaJbHONH MeMOpaHe >KEeJIe3UCTHIX KJIETOK K-
30KPUHHBIX 2Kejie3. Hapylmenne TpaHCIOpTa MOHOB XJIOPa {epe3 alUKaJJIbHYIO
MeMOpaHy SIBJISeTCs NPUYIUHON naTodusnoornieckux mporeccos npu MB. Hc-
cae0BaHUS MEeMOpaH SMUTETUAJbHBIX KJIETOK IOKa3aJi, ITo y 0ojibHbIXx MB u
HOPMaJIbHBIX OCODEHl YMC/IO XJIOPHBIX KAHAJOB HA AIMKAJbHBIX MeMOpaHaX OJu-
HaKOBO, HO npu MB xjiopHBIE KaHAJBI OCTAIOTCS (DYHKIMOHAJHLHO HEAKTUBHBI-
MU U HE MOT'YT OBITh aKTHBUPOBAHDLI, B OTJINYNE OT HOPMAJIbHBIX, IPU IIOMOIIN
HAT® nnn nATP-3aBucumoii mporenH-KuHa3bl. JledeKTHBIN GesloKk paspyiiaer-
cs B KJIETKE, B Pe3yJIbTaTe Yero CO3JaeTcs IUCcOaJIaHC BOIHO-3JIEKTPOJIUTHOIO
0OM€Ha, UTO B CBOIO OYEpEJlb BeJIeT K JErWIpaTalui CeKpeToB. Bs3kuii cekper
IPUBOIUT K OOTypalyu, pereHnuu u obpasoBanuioo Kucr [1].

Xopomo u3sectao, uro MB xapaktepusyercss mapyienuneMm (QyHKIUNE BCeX
9K30KPUHHBIX 2Kejie3 opraHu3Ma. KJmHUYecKn 3TO 3aD0JIeBAHME ITPOSIBJISIETCS
HEJIOCTATOYHOCTBIO YK30KPUHHON (DYHKIIUU IMOMZKETYIOIHON KeJIe3bl, a TaKKe
[IPOTPECCUPYIOMIUME  OPOHXOJIENOYHBIMU HAPYIIEHUSIMU, KOTOPbIE U SIBJISIOTCS
OIIPEESIIOIINMI JJIsT >KIU3HU O0sbHOrO. IIpu 9TOM 3abo/eBaHnM B TOW WM WHOM
CTENIEHU BOBJIEKAETCS B IMATOJOIMYECKUIT TTPOIECC BECh OPTaHW3M, HO B OOJIBIIEH
CTEIIEHN OPTraHbl JIBIXAHUS, IUIEBAPUTEIbHBIA AIlapaT, [eYeHb, TOIXKe/TyI04-
Hasl 2KeJie3a, YKeJYHbIe I[yTH, [IOTOBbIE KeJIe3bl M II0JIOBble OpraHbl (0COGEHHO
Yy My>KYUH).

Benymumu wmapymenusivu npu MB - gBisrorcs mopakeHusi IBYX CHCTEM:
OGPOHXOJIErOYHON U THIEBAPUTETHHOM [2].

Pannue serounnie mposiBiieHusT TOABIIAIOTCS TIOCTIE 5—7 HeJIeJIb YKU3HU B BUJIE
ruriepTpodun OPOHXMATBHBIX CJIM3UCTBIX 2KeJIe3 U THIEPILIA3uu OOKATOBUIHBIX
KJIETOK. Bsi3kuil OpOHXUAJIBHBII CEKPET TOPMO3UT JIBU2KEHUE DPECHUYEK SITUTE-
Jiist OPOHXOB, HAPYIasi MEXAHU3M CAMOOYHUINEHHSI. DTO CIOCOOCTBYET POCTY IIa-
ToreHHoit ¢uiopel u passutuio Bocnasenus [1]. Haubosiee wacTeiMu BO3OYIuTE-
JsiMu GakTepuaJibHOil mHekuu npu MB seistorest Staphylococcus aureus, u
ocobenno Pseudomonas aeruginosa. Bbicokast KOHIEHTpalusi XJIOpHJa HATPUS
B CekpeTe OpPOHXMAJLHBIX Keje3 y 0obHBIX MB npwBOIUT K CHMXKEHHWIO aK-
TUBHOCTH 3aIUTHBIX MPOTUBOMUKPOOHBIX cUCTeM. KJIeTKU JIbIXaTe/IbHBIX IIyTeil
bosbabix MB, B cpaBHeHHN ¢ HOPMAJBHBIMEU KJIETKAMU, UMEIOT OOJIbIIE perer-
TopoB K Pseudomonas aeruginosa, BciieJicTBHE Yero uX CIIOCOOHOCTb K haro-
UTO3y 3aMeTHO CHuKeHa [2]. B cBoio ouepesb BocnajieHue IPUBOJUT K OTEKY
CJIUBUCTON, BTOPUIHOMY OPOHXOCIIA3MY M yMEHBIIEHHUIO MIPOCBETa OPOHXOB, yBe-
JIMUEHUIO CEKPEIUU BHA3KONW MOKPOTHI, (OpPMUPYETCs MOPOYHBIN Kpyr. B 6oJib-
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meil creneHrn U3MEHEHHs BbIPayKeHbl B OPOHXHOJIAX W MEJKUX OpOHXaX. IJTH
U3MEHEHUSI TTPOTEKAIOT 0 THUILY XPOHUIECKOr0 OPOHXUTA, OCOOEHHOCTBIO KOTOPO-
IO sIBJISIETCS PACIPOCTPAHEHHOCTh HUXKE MECTA 3aKYIMOPKU, ATeJTeKTaTHIECKIMU
ITHEBMOHUSIMU, HEPEJIKO C TeHJeHInell K abcreaupoBanuio. B majeko 3arreammx
caydasx gopmupyercss qudy3HbIil THEBMOCK/IEpO3. HacTo pa3BuBaioTcsa OPOH-
xo9kTa3bl. nddysubiii mHeBModuOPO3 U dMpu3eMa MIPUBOAAT K YMEHBITEHUIO
JIMaMeTpa apTepuoji, UYTO B CBOK OYepejib CIIOCOOCTBYET PA3BUTHUIO JIETOTHOMN
TUTIEPTEH3UN, JIETOYHOIO CEPIA U IPABOXKEIYI0IKOBON HEIO0CTATOUHOCTH.

CHmKeHne BOJIHO-3JIEKTPOJUTHOTO KOMIIOHEHTA [TAHKPEATUIeCKOI'0 COKa IIPH-
BOJIUT K CrYIIEHUIO, 3aTPYAHEHUIO OTTOKA C IOCIEIYIONIUM PA3BUTUEM KHCTO-
¢ubpoza. BakrTepmasbHOrO BOCHAJIEHUS B TOKEJIYJIOYHON »Kejeze HeT. Hapy-
IIIeHNEe OTTOKA CEKpeTa MPUBOAUT K (DEPMEHTATHBHON HEIOCTATOIHOCTH. Bosee
85% 6Gosbubix MB Hy>KZal0TCsl B IOCTOSHHOM IIPUEME IPENapaToB IOJZKeIy-
JIOYHON KeJIe3bl.

DepMeHTATHBHAS HEJIOCTATOYHOCTD ITOJZKEJIYJIOYHON Kejie3bl MPUBOIUT K
CHUZKEHUIO yPOBHsI JINIIA3bI, TPUIICUHA W B MEHBINEH CTEIEeHN aMUJIA3bl, ITO Ha-
pyIliaeT paciiellyieHue U BCaChIBAHUE KHUpa, OeJIKa W YIJIEBOJIOB W IPUBOIUT K
runorpodun. B pesysibrare BO3HUKAOT I'HUJIOCTHBIE MPOIECCHI, METEOPU3M, yBe-
Jimuenune kupora. CTysl OOWJIBHBIN, »KUPHBINM, 3JI0BOHHBIN, JacTbiil. CirecTBrEM
9TOro siBJisteTcsi Bbinajenne npsMoil kumku (18%).

Ve npn poxkagenun y 10-20% 6Gomapaeix MB oGHApy>KHBAIOT HEIIPOXOIH-
MOCTb TOHKOI'O KHINEYHUKA — MEKOHWAJbHBINA mieyc. CHHIPOM HEIIPOXOIUMO-
CTH JUCTAJILHOTO OTJ/EsIa KUINEeIHHKa BeTpedaerca Gosee dem y 20% B3pOCIBIX,
6osibabix MB. Tlpuuntoit MEKOHHAIBHOTO WJIEyCa W CHHIPOMA HEIPOXOIUMOCTH
JUCTAJILHOTO OT/EJIa KHUIIETHUKA SIBJISIETCS YMEHDLIIEHUE YKUJIKOCTU B COMECPIKU-
MoM KuiedHuka. OHOBPEMEHHO HAOJIIOMAIOTCS HAPYIIIEHUS BCACHIBAHUS U3 KU-
IIEYHUKA W HEKOTOPbIE [PYyrUe HPU3HAKU IATOJIOTUU IUIIEBAPEHUSI.

B neuyenu oOHApYKUBAIOTCS JKEJIUHBIE CTa3bl B MEXKJIOJIBKOBBIX ITPOTOKAX
U PETEeHIMO3HOE KHCTO3HOE pachimpenue mnocaeaaux. CBoeoOpasHBIM IIPOsIBIIE-
nnem MB sBisiercs yBenmdeHne KOJUIECTBA YKETIHBIX KAIULIAPOB IIPEUMYyIIe-
CTBEHHO II0J[ KAIICYJIO TeYeHN. DTO HPUBOIUT K PA3BUTHIO OEJIKOBO-?KUPOBOI
aucTpodun, XPOHMYECKOTO PEaKTUBHOIO TelaThTa W OMInapHOro mupposa. Ilpn-
Gumsurensio y 12% B3pocsbix GpopMUPYeTCss KeTIHOKAMEeHHasi 00JIe3Hb.

Crenuduyeckre m3MeHEHNsT PA3BUBAIOTCS W B TOHKON KuIke. ['Mneprpomayk-
[Asi CJIU3H, IOBBIIMIEHHOE KOJUYECTBO OOKAJIOBUIHBIX KJIETOK, ME€PEIOJHEHHBIX
CJN3bI0, o4arosas aTpodus CIAM3UCTON ODOJIOYKH, OTEK IOJCIU3UCTOrO CJIOH C
dopmupoBanreM (Gudbpo3a — BCe ITO MPUBOAUT K CHUXKEHHUIO BbIpaOOTKN dep-
MEHTOB TOHKON KHIIKU M UTPAET OIPEIE/JIEHHYIO POJb B IaTOoreHe3e 3abo/ieBa-
HUS.

XapakTepHble m3MeHeHus HaOJIIOMAMN B CJIIOHHBIX, ITOTOBBIX 2KejIe3aX, CJIM-
SHUCTBIX JKeJI€3aX HOCOIVIOTKHM C Pa3BUTHEM XPOHUYECKHUX CHHYCHTOB [1].

95% wmy»xkunn, 6oabubix MB crepunbibl. Hepenko y mHux Habogaercs oT-
CYTCTBHE CEMSIBBIHOCSIIUX ITPOTOKOB, 3MUJIUMYCa U CEMEHHBIX IIY3BIPHKOB. DTO
TaK Ha3BbIBAEMBII CHUHIPOM OMJIATEPAJIBHOIO OTCYTCTBHUS CEMSIBBIHOCSIIWI IIPO-
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TOKOB. BceiiencrBre yILUIOTHEHHUS CAU3U OTMEYAETCsl HEIPOXOIUMOCTD ITOJIOBBIX
nyreii. BosibmmuCcTBO 2kKeHITMH, 60bHBIX MB depruibHbl, XOTS Yy HUX OTMeE-
YeHa IOHWKEHHAs] POXKIAEMOCTHb, YTO OOBSICHSIETCS OTCYTCTBHEM IE€PUOIIMIHO-
CTU MEHCTPYAJIbHBIX IUKJIOB, & TAKXKE I'YCTBIM, 00€3BOYKEHHBIM CEKPETOM IEeHKH
MAaTKH, NPENATCTBYIONUM IIPOXOXKJIEHUIO CIEPMATO30HI0B [2].

Nccnenopanusavu jokazano, ayro MBTP mupoko skcmpeccupoBaH B TKaHSIX
[TO/KEJIYIOTHON KeJI€3bl, HOCOBBIX IIOJIAIIOB, JIEPKUX, B TOJICTON KHIIKE, ITOTO-
BbIX JKejle3aX, IJIalleHTe, I[edeHne, HO B HamboJIbIleil creneHu B 1odkax |[3].

WNsyuenne dynkiun nodek y 6osibHbIXx MB 1nposoguTcst poctarodHo JgaBHO,
HO PE3yJIbTaThl 3TUX PabOT IMOIYAC HOCST HEOJHO3HAUYHBIN XapakTep. MHTepec K
MTOOOHBIM KCCJIEIOBAHUSIM BBI3BAH JIBYMsi OOCTOATEIbCTBAMU: IIPEIIIOIAraeMOMN
UJIEHTUIHOCTBIO MEXaHU3MOB abCOPOIUHU U CEKPEIUU MOHOB KaJlusi, HATPHUS, XJIO-
pa B SIUTENUN IBIXaTeJbHBIX IIyTell, KOXKHBIX MOKPOBOB M IOYEYHBIX KAHAJb-
1eB 1 OOHAPY?KEHHEM B ITOYKAX CIEIUAJN3UPOBAHHBIX ~XJIOP — CEKPETUPYIONUX
kieTok” [3,4].

Hopmanbhasi nouka duisrpyer mpumepro 23 mosb Cl™ B cytku. C mouoit
9KCKpeTupyercss ToNbKo 1% sroro xommdectsa. 99% npoduibrpoBaHHOrO XJI0-
pa peabcopbupyercsi B pasHbIX cermeHTax Hedpona. OCHOBHas pOJib B 3TOM
nporiecce IMPUHAJJIEIXKUT MPOKCUMAabHbIM Kanajubiam (50-60%), B Toscrom cer-
MeHTe BOCXOJsInero KojeHa newin lense scacbiBaercs 20-30%, B AMCTAJIBHBIX
kanasbiax 5-10%, a ocraBimmecss HECKOJIBKO IIPOLEHTOB peabcopOupyIoTest B Co-
OupaTesbHBIX TPYyOOUYKAX.

Mexanusmbl peabcopbiuu xjiopa rereporeHubl. Hapsiiny ¢ peabcopbiueit, 10-
Ka3aHO CyIecTBOBaHUe MexaHu3MoB cekpernnu Cl~. B KjIeTOUYHBIX Ky/abTypax u
MHTAKTHBIX IOYEYHBIX KAHAJBIAX MJIEKOIUTAIONINX ODHAPY2KEHBI CIEIUATU3U-
poBaHHBIE XJIOp-CeKpeTupyomue KiaeTtkn . HecMoTpst Ha nX MajO9IHCIEHHOCTD,
9TH KJIETKHU CJIyXKAT MOIYJISTOpaMU WHTEHCUBHOCTH TYOYJSPHON peabcopOrmm.
Cekpenust Cl™ recno cessana ¢ obpaborkoit monos HCO3™, Na*, K* u Ca2”*
B Hedpore [3].

Heonmokparno mokazano, uro mpu MB u3menena criocoOHOCTL MOYEK K Pas3-
BEJICHUIO U KOHIIEHTPUPOBAHUIO MOYU, SKCKPEIUU COJIell, & TaK>Ke YBEJIMYEH I10-
YEUHBI KJIMPEHC MHOIUX JIEKAPCTBEHHBIX IIPEIapaToB.

Y 6OJIbHBIX MYKOBHCIIMJIO30M KMEET MECTO IMEPBUYHBIN XapaKTep MopaXKe-
Hug TOoYeK, cBs3annbiii ¢ mytamueit MBTP, skcupeccupoBanuoro B snumrenu
[IOYEYHBIX KaHajbleB. Y jereii ¢ MB nabiofaercs TeHjeHIUs K HAPYIIEHUIO
OKcaJlaTHO-KaJibIeBoro u Qocdarnoro oomenos |5, 6], yBeandeHue sKcKpenus
oKcajiaTa KaJibliusi, Qocdara KaJbIUs, MOYEBOW KHUCJIOTHI U, HAIPOTUB, CHU-
JKEHO BBIJEJICHNE IUTPATOB — CYOCTAHINY, YBEJIUIUBAIONICH KOJIJIOWHBIE CBOM-
CTBAa MOYH WM UPEHSTCTBYIONEH Kpucrajimsanuu cojeit. Bo mHOrmx paborax
IIOKa3aHo, 4TO y marmenToB ¢ MB cymecrByeT MOBBINIEHHDBIN PUCK PA3BUTHS
yposinTuaza U HePOKAJIBIMHO3a, [IPU TOM OCHOBHOI COCTABJISIONIEH KamHeil
SIBJISIIOTCSL oMM Kauibiust [7,8,9]. B ocHoBe passuTusi 3TOro Imporecca Jiexkar
TUTIEPOKCAJTyPHUsI, TEPBUYHBbIE HAPYIIEHUsS KaJBbIIMEBOIO OOMEHA B IIOYKE, BbI-
3BanHble MmyTarueit MBTP, runeprurparypust u HemocTarodHasi KOJOHU3AIUS
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Ozalobacter formigenes, cBsi3aHHAsT C YACTBIMU KypCaMH AHTHOAKTEPHAIbHOMN
reparun |10, 11].

Kpome Toro, nanmentsr ¢ MB B TedyeHme Bceil >KM3HU IOJIBEPYKEHBI BO3JIEH-
CTBUIO TIEJOTO PsAma PaKTOPOB C IMOTEHIINAIBHON HEePPOTOKCHIHOCTHIO. K HuUM
OTHOCSITCSI DaKTepuaJibHbIe, BUPYCHBbIE, IPUOKOBbIe MH(EKIINOHHBIE AN€HTHI, CBsI-
3aHHBIA C HUMH CIeNU(pUIECKUN UMMYHHBII OTBET, [IPEHapaThl, UCIOJIB3yeMbIe
B Jlevenun >tux uHbexkimii [12]. B wacTHOCTH, BBIsIBIEHA CHIBHASI KOPPEJISIIH-
OHHASI 3aBUCUMOCTb MEXKJIy WCIIO/Ib30BAHUEM AMHUHOIVIMKO3UJIOB M CHUXKEHUEM
dbyuxipn novek [13], onmcan ciaydvaii passurusi y GosbHoro ¢ MB moveunoit
HEJIOCTATOYHOCTH, Ha (DOHE WMHIAJSIIIMOHHOIO Ipuema TobpamuriuHa [14], ume-
IOTCS JIAHHDBIE O MTOBPEXKJIAIONIEM JIEHCTBUM HA IOYEYHBbIE KAHAJIBIIBI KO-TPUMOK-
cazomna u nedrasuanma [15].

B snmreparype mnpejicTaBiieHBl CBEJEHMS, TO3BOJISIONINE TOBOPUTH O CBS3H
[IOYEYHON MATOJIOTHH C HAJUYUEM CHHErHOWHOU wmHbekiuu. Tak, B 9acTHOCTH,
BBISIBJIEHO, UTO Y TSXKEJIbIX OOJIbHBIX I'HOMHBIMU 3a00JIEBAHUSIME JIETKUX XapaK-
Tep BBISBJIEHHBIX HAPYIIEHUN YKA3bIBAET HA pa3BUTHE TYOYJIOMHTEPCTUIIUAB-
Hoit HedpponaTuu. OOHAPYKEHBI UCTPO(US KAHAIBIIEBOIO SIUTENs], 0UaroBbIil
CKJIepo3 ¥ JimMdorucTuonuTaptas uHuabTpays snureaus [16].

B ocuoBe narosiormaeckoro mporecca npu MB jiexxur necrabunuzariusi Kiie-
TouHBIX MeMOpan. [larosormyeckuil mporecc pa3BUBACTCA MPEUMYIIECTBEHHO B
[IPOKCUMAJIbHBIX, JINCTAJIBHBIX U3BUTHIX KAHAJBIAX U B HUCXOJAINIEH YacTU TeT-
s lemte. Mopdosorndeckas KapTuHa XapaKTePU3yeTCsl AUCTPOMDUICCKUME U
HEKPOOMOTHUIECKUMH MU3MEHEHUSIMH TIOYETHBIX KAHAJBIEB, O UYeM CBUIETEIbCTBY-
0T JlaHHble ayToricuu. llaTosiorndeckne M3MeHEHUs! B MOYKAX JOCTOBEPHO YAIle
BCTpeYaloTcs y OOJIBHBIX C THXKEJIOH CTEleHbI0 TedeHusi 3aboJieBaHus, a IIPH-
3HAKM JIECTPYKTUBHBIX M3MEHEHUil B modkax y OosibHbix MB MakcuMaabHO BbI-
pazkeHbl BO BTOpPOii mosioBute jasi [12].

Hecomuenno, moparkerue modyek He OIPEIE/IsieT MPOTHO3 Y JIAHHON T'DYIIIIbI
OOJIBHBIX, XOTSI B JINTEPAType ONUCAHBI ciaydan rudeau OosibHbIX ¢ MB ot mpo-
rpeccupylonieii 1mo4evHoil HeJ0CTATOYHOCTH Ha (OHE BTOPUYHOrO HedpoThHUe-
CKOrO aMmIono3a. B HacTosInee BpeMsi BCJIEICTBUAE YBEJIUUYEHUS POJIOJIKY-
TesibHOCTH Ku3HU 607bHBIX MB, Takoe ocjioykHeHUe KaK aMUJIOWI03 OyAeT Mpu-
obperaTh Bce GosbIee Kanmnmdeckoe 3uadenne. Crermududaeckyio TPyIINy pHCKa
10 PA3BUTHIO aMUIJIOU03a COCTABJIAIOT DOJIbHBIE cTapiie 15 Jjier, KOTOphIe JIOJIK-
HBI OBITH OOCJIEIOBAHBI HA IPEIMET AMUJIOWI03a IIPU IOSBJICHUM ITPOTEUHYPUN
WA TaJeHnn rjaoMepysspHoit duibrparnuu. [louednasi HEIOCTATOYHOCTDb, pa3-
BUBIITAsiCsad Ha (DOHE BTOPUIHOIO AMUJIOUI03a, MOXKET OCJIOKHUTL Tedenune MB u
CTaTh TJIABHBIM [TPOTHOCTHYECKH HEGJIArONPHUSATHBIM (DaKTOPOM y B3POCIBIX [5].

WsmMmeneHust B MOYKaxX MOI'YT TaKKe IIPOTEKATh 10 THUIY XPOHUIECKOI'O WH-
TEPCTUNMAILHOTO HePUTA CMEMIAHHON ITUOJOTUH, 3a CUET HAJUYIAA XPOHIIE-
CKOIl TepcucTupyroneil MHMEKIUH U JIOCTATOYHO arpeccuBHOil Tepanuu. Kpome
TOrO, UMEIOTCs JTAHHBIE O JILJIUPYIOIIEM MeCTe JUCMEeTabOINYecKoil Hed pornaTum
B CTPYKType ImodedHoit naroyiorun y obospubix MB. B crpykrype marosoruun mo-
YEBOI CUCTEMBI MOTYT TaK»Ke OTMEUYAThCS HEeWpOTeHHas JMUCHYHKIMS MOUIEBOIO
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Iy3bIps, TEPBUYHBIN SHYpE3, aHOMAJIMU Pa3BUTHS OPraHOB MOYEBON CHUCTEMBI,
[HEJIO9KTA3UH, UHQEKINH OPraHOB MOYEBOH CHCTEMBI, XPOHHYECKAsl MOYedHAs
HEI0CTATOIHOCTD [12].

Takum 0b6pa3oM, B HACTOsIIEe BPEMs CYIIECTBYeT yOeauTe/IbHbI HAaOOp HaH-
HBIX, IMO3BOJISIIONINX FOBOPUTHL O TOM, 4To npu MB mapymenue cexperuu xjopa,
cBsi3anHOe ¢ MyTanueii MBTP, BbI3bIBaeT 3HaUMMBbIE JIIsI TOMEOCTa3a H3MEHe-
HUS Psifia TapIUAJIbHBIX (DYHKIWI MOYeK: CHU?KEHUE CITOCOOHOCTHU K PA3BEICHUIO
1 KOHIIEHTPUPOBAHUIO MOYHM, IMPOKCUMAJbHBIA TyOY/SpHBINA alii03, BCJIEICTBHE
HapyIeHus BbIJeJIeHUs T'IIPOKAPOOHATHOIO AHUOHA, a8 TaKKe MHOXKECTBEHHDLIE
JI0Ka3aTe/IbCTBa HapyIIeHns OOMeHa Kaablind. I 9Tu m3MeHeHUsl He MOI'YT OBbITh
OTHECEHBI K BTOPUYIHBIM M3MEHEHUSIM, BBI3BAHHBIMU TSXKEIBIMH ATOJTOTHIECKH-
MU U3MEHEHHSMHU B JIBIXaTeJIbHON W MUIIEeBapUTeIbHON cucreMax. OHU JIOJKHBI
paciieHmBaThCst Kak peHoTUNMYecKne mposiaenns MB.

Benencrsue sroro msydenume pyHkimum modek y gereii ¢ MB u paspabor-
Ka METO/0B PaHHEell KOPPEKIUMU II0YEYHON IIaTOJIOIMU BHECYT IIEHHBIA BKJIQJ B
yBeJIMYEeHNEe HPOJOJIZKUTEJbHOCTU KU3HU IIAIIUEHTOB 3TOW I'DYIIIbI.

1. MarepuaJj m MeTOabl NCCJIeJOBAHUA

Hamu mposomurcs pabora 1mo orenke (HyHKIIMOHAJIHHOTO COCTOSIHUST TOYEK
U paHHeil JUATHOCTHKE MOYEYHON marosjorum y zgereiri ¢ MB.

B macrosimee Bpewmsi obcienosan 31 GosbHolt MB (8 meBouek — 26%, 23
manbanka — 74%). Bee onu mabmomarorcss B CaMapckoMm OOJIACTHOM IIEHTPE
mo jgeuennio MB, pacmnonoxkennoMm Ha 0a3e JIeTCKOM TOPOACKON KIMHIIECKOM
Gosbaunbl Ne1 (pykoBomurens nentpa B.M.Cwmerannukos). Muorue 6oJibHBbIE
00C/1e/IOBaHbI TIOBTOPHO.

Mpbl aHaIM3UpOBAIN ODOIIHE KINHUYECKNE AHAJIU3bI KPOBU U MOYHN, OMOXUMMU-
JecKue nokazarenan (DYHKIMU HOUeK, (dyHKIMOHAJbHBIE 1Ipobbl novek (Pebepra
1 3UMHUIIKOTO), KPOME TOr0, BCEM JETsIM I[IPOBOJUIIOCH YIBTPA3BYKOBOE HCCJIe-
JOBaHUE ITOYEK.

ITanuenTor 6bUM passeeHbl HA 4 BO3paCTHBIE TPYIILL: 0 7 Jier, 8—14 jer,
15-18 ger, crapme 18 jer. C serounoii dpopmoit MB nabmonaercs 1 (3%), c
kumteanoit — 3 (10%), co cmemannoit — 27 (87%). C Jierkoil crenenbio TedeHust
3abosteBanust 661 1 (3%) Gosbroit, co cpenneit 15 (48,5%), ¢ TsyKesJbIM TeUeHHU-
em 15 (48,5%). Kimnuueckue 1nposiBieHus 3a00JieBatusi y MOJABJISIONIErO GOJIb-
HIMHCTBA JIeTeil OTMEYaINCh yKe Ha 1epBoM oy »kusuu. Imarnos MB 6wl mmo-
CTaBJIeH B BO3pacTe OT 2 Mecsles jio 15 jer. Bee gern mosydaior craHgapTHYIO
Tepanuio: (PEpMEHTDI, MyKOJUTUKHU, Te€IaTONPOTEKTOPbI, BATAMUHBI, aHTHOUOTH-
k. Y 17 Gombubix (55%) UMEIOTCS BBICEBBI CHHETHOMHOI MAJOYKH B MOKPOTE.
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2. PQByﬂbTaTbI nccijiej0Banmda m UX O6cy}K,ZLeHI/Ie

B pesynbraTe mpoOBEmEHHOTO WCCAETOBAHUS OBLIT BLISBICH DS/l M3MEHEHMWIA,
YKa3bIBAIOIINX B TOW WJIM WHOI CTEIEHU HA Pa3BUTHE HATOJOTMYECKOI'O MPOIEC-
ca B TOYKAX.

Usmenenust B 001eM aHasm3e MOYM BblsiBjieHbl y 15 nanuentos (48,5%) npe-
UMYIIECTBEHHO B BUJE KPUCTAJIYPUM, M3 HUX MOUYEBast KHUCJIOTA OIIPEJIE/IsIIach
y 1 (6%), oxcamarwr y 12 (80%), yparst y 3 (20%) nammenros. ¥ 2 (13%)
OOJIbHBIX M3MEHEHUsI B aHAJIM3aX MOYM OBbLIM B BUJE HPOTEUHYPUHM U JIEHKO-
IATYypun. BoJIBIIMHCTBO M3MeHeHUil B OOINEM aHAJM3€ MOYM PErUCTPUPYETCs y
[MAIIIEHTOB B Bo3pacTe orT 7 jo 18 Jier 1o Tully KPUCTAJUIYPUU, & U3MEHEHUS
B CTapIreil BO3PACTHON TPyIe HOCHIN 0OoJiee BBIPAXKEHHBIN XapaKTep W IPO-
SIBJISLTACH B BHJE Jlefikorurypun u nporeunypun. ¥ 10 (66%) mereii uz 15 ¢
U3MEHEHUSIME B OOIEM AHAJN3e MOYH WMEETCs] BBICEB CHHETHOWHOW MAJIOYKU B
MOKpOTE.

YpoBeHb MOYEBHHBI ObLI TOBBINIEH y 1 GOJBHOTO, & ypPOBEHb KpEATHMHUHA
y 4 (13%) narnuentos.

Y 22 (71%) namuenTtoB ObLIN BBISIBJIEHBI W3MeHeHusi B npobe Pebepra, B
Bugie noebimenust y 10 (45%) GosbHbix miau cHuzkenust y 12 (55%) GosbHBIX
cKopocTH KJIyboukoBoit dusbrparuu. [lokazarenn peabcopbiuu y Beex OOJIBHBIX
ObLIN B IIpeaesiax HOPMBI.

Y 25 (81%) aereit nmerorcst n3MeHeHUst B Ipobe SUMHHIIKOTO B BUJIE U30CTE-
Hypun (B 2 ciydasix), HUKTYpun (B 24 ciydasix) u runocreHypun (B 7 ciiydasix).
YV wactu GOJIBHBIX OTMEYAIOTCS COYETAHHBIE W3MEHEHWSI.

Y 18 nereii (58%) ummerorcsi OJHOBpeMeHHbIEe u3MeHeHHsi B 1pobe Pebepra
1 SUMHUIIKOTO.

Huarnos amuiongosa nodek 6b11 BbicTasieH y 1 (3%) nanuenTa mo JaHHbIM
Ay TOTICHH.

ITo jgaHHBIM YIBTPa3BYKOBOro wuccienoBanus nodek y 24 (77%) GoiabHBIX
BBISIBJISJINCh M3MEHEHUsI B YJIBTPA3BYKOBON KapTHHE II0YEK MPEUMYIIECTBEHHO
B BHUJE YIUIOTHEHHS YallledHO-JIOXQHOYHON CHUCTEMBI W IMTOBBIIIEHUST 9XOM€HHOCTH
[TOYEYHON MapeHXuMbl, ¥ 1 OOJBHOTO OTMEYAJINCh MUKPOKAJIBIUHATHL. Y 00JIb-
meit 9acTu GOMBHBIX OTMEYAIOTCS COYETAHHDIE WU3MEHEHUSI B YIbTPA3BYKOBOI
KapTUHE MOYeK.

Y 20 namuenros (65%) uMEOTCsI OJHOBDEMEHHblE W3MEHEHUsl, KaK B YJlb-
TPa3BYKOBOI KapTUHE IMOYEK, TaK W B (DYHKIMOHAJBHBIX IIPodax.

JlaHHBIX TAIMEHTOB CJIeJyeT BECTH KAaK OOJIbHBIX XPOHUYECKUM TYOYJIOUH-
TePCTUIUAIBHBIM HE(PPUTOM CMEIIAHHOIO I'eHe3a W PacCMaTPUBATHL KaK TPYIILY
pucka 10 (GOPMUPOBAHUIO AMUJIOUI03a IOYEK.

Takum obpasom, PyHKIIMOHAIBLHOE COCTOsSHUE IOYeK ObLIio HapyieHo y 30
(97%) obcieioBaHHBIX JleTeill, IPUYEM Ts¥KeCTb JAHHON IATOJIONMH KOPPEJIUpPYyeT
¢ TsKecThio u Gopmoii MB.

B crpykType moweunoii marosoruum mpeobJiaiaeT WHTEPCTUIHAIBHBIN Hed-
PUT CMEIIAHHOTO TeHe3a.
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Mepsr npodunakruku: Membpanocrabuimsaropsl (keupudon 2%, aumedoc-
dbon 15%), npenaparsl, yaydinarolue MOY€IHbI KPOBOTOK (KYpPaHTHII, 3ydui-
JIMH).
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