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Aunomayun.  bonesno  Menvepa  xapaxmepuzyemcs — onpedeieHHbIMU
KAUHUYECKUMU ~CUMRIMOMAMU, MAKUMU KaKk Guiokmyupyiowas nomeps Cc1iyxa,
INUB00UUECKOe — 20JI0BOKPYIICEHUEe U  WYM 6 Ywax, U XapaKkmepusyemcs
IHOOUMGPDAMUYECKOU 80OAHKOU, OOHAPY’CUBAEMOU NPU NAMOI020AHAMOMUYECKOM
uccnedosanuu. Ilamogusuonocus 6onesnu Menvepa 0o cux nop ocmaemcs noo
80NPOCOM U 00 KOHYA He U3YYeHd, HeCMOMPsS HA NOYMU Cmojiemue Uccied08aHull.
Muocue Oemepmunanmsl 3¢hghexkmuHbl 8 BOZHUKHOBEHUU IHOOIUMGPDAMUUECKOU
BOOSIHKU U 8 NAMO2eHe3e COOMBEmMCcmeayioujell KoXaieo8ecmuoyisapHou oucyukyuu. B
OauHOM 0030pe 00CyHcoaromcess UCCIe008aHUs. NOCAeOHUX Jlem, Kacaroujuecs
namozenesa u namogusuonrocuu 6one3nu Menvepa. [ucmonamonocuueckue
ucciedo8anusl, NPoBedeHHbvle 8 NOCiIe0HUe 200bl )Y nayueHmos ¢ bonesnvo Menvepa,
yacmo  OblIU  COCPEOOmMOUeHbl HA  CLeOYIWUX  B80NPOCAX.  AKBANOPUHDL,
OKUCTUMENbHBIN CMpecc, 2eHemuKd, UsmeHeHuss OOKO8oU CMeHKU YAumkuy, oioxada
NPOOOILHO20 — KPOBOMOKA,  GHYMPUCKEIEMHble  KAHAAbL  CIYX080U  KANCYIbl,
euoponudeckue u KiemoyHvle usmeneHusi npu 6one3nu Peiiccnepa. membpanoi,
B0I0CKOBbIX KIIEMOK VIUMKU U KIEeMOK CHUPANIbHO20 2AHNUS, MOTUUHBL KPYeL020
OKHA, NOBPENHCOeHUs. OMONUMOBOU MembpaHbl. Hedasnue ucciedosanus mexanuzmos
namozenesa 6Oonesnu Menvepa nozeonunu Ovl YIY4UWUMb OUASHOCIMUKY U JedeHue
9mMo2o ocnabnsowe20 3a001e8aHUS.

Knwuesvie cnosa: suoonumgpamuveckuii  euoponc, 6oaeznvb Menvepa,

namocenes.
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Mexanuctudeckas stuonorusi 6onesnn Menbepa (BM) mo cux mop ocraercs
IO0/1 BOIIPOCOM U JI0 KOHIIA HE M3y4YeHa Ja)Ke IMOCJE MOYTH BEKOBBIX MCCIIEAOBAHUM.
OHomuMpaTHYECKU THUAPONC ObLI BIEPBBIE TUArHOCTHUPOBAH IMPH HCCIEI0BAHUU
BUCOYHOW KocTh y mnamueHta ¢ BM B 1938 r. u omnucaH Kak HayalabHBII
TUCTOIMATOJIOTHYECKUN UHIUKATOP 3a00JI€BaHMUS.

OToT 0030p HampaBlieH Ha TO, YTOOB TMPOJUTH CBET Ha HEJABHUC
TUCTONATOJIOTMYECKUE HCCIIENOBAHUSA MAaUMEeHTOB ¢ bM, pacmmputs 3TOT
MepBOHAYAJIbHBIN YIPOIICHHBIN B3IJIsIT HA 3a00JIEBAHUE U CIIOCOOCTBOBATH JIyUIIEMY
MOHUMAHUIO MEXaHW3Ma €ro naToreHe3a W NaToPU3HONOruu. 3Aech OyIayT
ONpENIECNICHbl CTPYKTYpPHbIE HM3MEHEHMS, BUIMMbBIE uepe3 BM, BKiIoyas KOCTHBIE
M3MEHEHUSI OT KOCTHM CIyXOBOM KarcCyjbl BECTHUOYJSPHOTO BOJAOIPOBOJA H
M3MEHEHUS! MSTKUX TKaHEd 110 SHI0JMM(ATHYECKOr0 MeIIKa W KPYTJoro OKHa.
Kpome Ttoro, OyayT oOcCyXIaTbcsi ATH W3MEHEHHUS JHAOTEIHAIBbHBIX CTPYKTYp B
MepernoHYaToM JaOUpUHTE, BKIIIOYAs OTOJUTOBYIO MeMOpaHy, MemMOpany Peiiccuepa
(MP), BOJIOCKOBBIE KJIETKH YJHMTKU, KIETKH CHUPAIBHOTO TaHTJIUs, W3MEHEHUS
OOKOBOI CTEHKH YJIUTKU U MATOJIOTHIO Oa3ainbHOM MemOpanbl (BM).

bnokaoa npooonvnozo nomoka 3nH001uM@psl. BHyTpY BHYTPEHHETO yXa €CTh
JIBe TEPMHUHAJBHBIE CTPYKTYpPHl MEPEMOHYATOrO JIAOUPHUHTA: IHAOIUM(DATUYECKUMA
npoTok W MemokK. Cuuraercs, 4TO UX (QYHKUUS 3aKIIOYaeTcss B pe3opOuuu
SHAOIUM(DBI. DHI0IMM(a BbIpadaTHIBACTCS MPOKCUMAIIbHEE B YIUTKE U MPEIJIBEPUU.

B HeckonpKHMX TPEpIIyIIMX MCCIAEAOBAHUAX COOOIIATOCh O MHOMKECTBE
BPOXKICHHBIX WJIA BPOXJIEHHBIX aHOMAJIWM, KOTOpPHIC BIHUSIOT Ha MPOAOJbHYIO
SHAONUM(DATHUECKYIO JPEHAXHYI0 CHUCTEMY, BEpOSITHO, BBI3BIBAS BOJSHKY H
KIMHUYeCKyt0 bM. DHnonumdaTudecKkuil MOTOK OOBIYHO MOXKET OBITH 3aTPYJHEH B
SHAONUM(DATUUECKOM  MPOTOKE, BOCCOCIMHEHMHM  TMPOTOKA U YTPUKYJIO-
sHAOMMM@aTHUEeCKOM KiamaHe. Jlpyroe wuccienoBaHHE BBISBUIO 3aKYNOPKY
sHAOIMM(DaTHUEeCKOTo MPOTOKa B MATH (23%) 13 21 BUCOUHON KOCTH y MAIMEHTOB C
BM, Ho Hum B omHoM wu3 21 HopMmanbHOW BucouHOM koctu (p=0,016).

BrlmeynoMsiHy ThIi HEOOBIION MPOLEHT MPEIoIaraeT, uTto 3aepxKa Gusnueckoro
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pa3BUTHSL OTBEYAET TOJBKO 33 HHU3KOE COOTHOUIEHHE JTHUX MPEIMETHBIX
HCCIIEIOBAHUI U, BEPOSITHO, Y nanueHToB ¢ bM B nenom. I1okazaHo, 4TO KOJIHMYECTBO
CBUIIEH MEXIY YJIUTKOBBIM XOJOM U NepuIMM(PATUYECKUM MPOCTPAHCTBOM
3HAYUTENIbHO BHINIE B yIIax, mopakeHHbIX bM, a B MP 06HapyxuBaroTCsI IpUMEpPHO
LIEJIbIE CBUILIN.

Tonwguna Kpy2nozo okua. ENVHCTBEHHBIM 0apbepOM M3 MATKUX TKaHEU MEXIY
CpPEIHUM U BHYTPEHHUM yXOM SIBJISIETCSI MeMOpaHa Kpyrioro okHa. OH COCTOUT U3
TpPEX OCHOBHBIX CJIOEB U SIBJIAETCS MOJTYNpPOHHUIIaeMbIM. MeMmOpaHa Kpyrjioro OkKHa
croco0Ha TPaHCIOPTUPOBATh BEIIECTBA CaMbIX pa3HbIX pa3MepoB. B mocnennee
BpeMs HWHTpaTHUMIaHAIbHbIE WHBEKIUU (CTEPOUAOB WM TeHTaMullMHa) npu bM
MPUBJICKAIOT OOJIbIIIOE BHUMAHUE M CYUTAIOTCA TOJIE3HBIMH. TeM HEe MeEHee,
WHTpAaTUMIIAaHAIBHBIE WHBEKIMHA HE CO3/aBajl aaeKkBaTHOW pasHuibl y 5-20%
naueHToB ¢ bM.

Iloepesrtcoenue omonumoeonr memopanvl. DHAOIUMPATAYECKUN THUAPOIIC
YKa3bIBa€T Ha PACTHKEHHE SHIOTUM(PATHYECKUX CTPYKTYpP BO BHYTPEHHEM YXe€,
0oOHapy»XEHHOE TMPH THUCTOMNATOJIOTHH, W OOBIYHO cBsizaHO ¢ BM. Mexanudeckas
CTUMYJISIIUSI  OTOJIUTOB B MAaTOYKE W/WIM MEIIOYKE MOXET aKTUBUPOBATH
BEeCTUOYJIOCTIMHATILHBIC TYyTH, BBI3bIBAas MajJiecHWe. B ucciaenoBaHuu, MPOBEICHHOM
Kanp3ana, nerenepaiust yTpuKyIsipHOM MeMOpaHbl MposiBisiach B oOpasuax bM mo
CPaBHEHUIO C HOPMAJIbHBIMH 00pa3laMu CO 3HAYUTENHHO YMEHBUIEHHOW TOIIMHON
OTOJIMTOBOM MeMOpaHbl. DTH JaHHBIE YKa3bIBAIOT Ha TO, 4YTO TOBPEXKICHUE
OTOJIMTOBBIX OPIraHOB CBSA3aHO C Jexalled B OcHOBe mnarodusuonorueir bM. B
BBIIIICYTIOMSIHYTOM HCCJICIOBAHUN CPEIHSS TOJIIMHA OTOJIUTOBOM MEMOpaHbI MSATH
apxuBHBIX 00pasnoB bM Bucounoit koctu cocraBuia 11,45 MkMm 1o cpaBHeHUIO ¢ 38
MKM Y TISITH 310poBBIX 00pasios (P = 0,001).

Memobpana Peiiccnepa. OnuTennaibHble W Me30TeaualbHble KiaeTku RM
BKJIFOYAIOT MUHOIIMTO3HBIE BE3UKYJIbl, KOTOPHIE YKa3bIBAIOT HA MEPEHOC >KUJKOCTU
yepe3 MmemOpany. JItoObie n3mMeHeHus: B kietoyHocTh MP MOryT BIUSITH Ha CUCTEMY

TPaHCIIOPTAa MOHOB JKHUJIKOCTH, BbI3bIBasi cieqpl bBM. Takum oOpaszoMm, 3HadyeHHE
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CTPYKTYpHBIX H3MeHeHuM Ipu MP, BebIBatomux cumnTomsel bM, sBusercs
npeaMeroM cnekynasuuid. Kypeoriny u ap. NMpoaeMOHCTPUPOBAIM, YTO KIIETOYHAs
IJIOTHOCTh JMUTETUANIBHBIX KJIETOK B 0a3albHBIX M cpelnHux oboporax MP Obuia
3HAYUTENIbHO BhINIE B rpymnmnax bM mo cpaBHeHHUIO ¢ OOBIYHBIMU ciyyasiMu. Kpome
TOTO, UCCIIEIOBATEIN COOOLIMIN O CHIXKEHUH YUCJIa ME30TeIUalbHbIX KIeTok MP B
0a3aapbHOW W CpeaHel odepeau yd4acTHUKOB bM 10 CpaBHEHHWIO ¢ KOHTPOJBHBIMU
rpyImnamu.

Knemku cnupanvnozo camziusa u 6010CKOGble Kilemku yaumku. B cBoem
uccinenoBanu Kapus u Ap. COOOLIMIM, YTO BOJOCKOBBIE KJIETKH YJIUTKH B
KOHTpaJlaTepajbHbIX YIIAX Yy [MAIUEeHTOB C OJHOCTOpoHHEN bBM cepbe3Ho
noctpananu. Kpome Toro, mpoueHTHIb NOTEPH BOJIOCKOBBIX KJIETOK OKasajcs Ooisee
TSKEJIBIM 110 CPAaBHEHUIO CO CKOPOCTBIO CHHKEHMS KJIETOK CHUPAJIBHOTO TaHTJIUSA
Ja)K€ Ha KOHTPAJIATEPAIIbHOM CTOPOHE Y MALIMEHTOB C ONHOCTOPOHHEN bM.

I'enemuueckoe u aymoummyHHnoe npoucxoxcoenue. 11puBiexaTeIbHbI METON
I TIOAAECPKKH JaHHOM TeopuH maroreHe3za bM wucnonp3yercs MOCpecTBOM
IF€HETUYECKOro ucciaenoBanus. OmnucaHue MyTalMd TeHa, ONperessrolen
YyBCTBUTEIBHOCTb, MO-BUAMMOMY, MOATBEPAUIO Obl JAaHHYIO TEOPUI0 H
MEPEOPUEHTUPOBAIO OBl TOMBITKH JICUEHUS Ha KOHKPETHBIM MOJEKYJSIPHBINA IMYTh.
ITouck reHeTMyeckoro BkjIaga B JOOyH 0OOJIe3Hb  BKJIIOYAET Pa3yMHOE
DIUJIEMHUOJIOTUYECKOE  MCCIENOBAHWE  LeNeBoM  ayaurtopuu.  KnuHuueckue
HaOJIIOACHUS, KacaloIUecsl paclipoCTPaHEHHOCTH, HA4YaJIbHOTO BO3pacTa, 1MoJja, packl,
COLIMAJIbHO-DKOHOMUYECKOT0  CTaTyCca, CEMEWHOW MpPEIpacIiolOKEHHOCTH U
COMYTCTBYIOIIUX 3a00JI€BaHUM, MTOMOTAIOT CO3/aTh TUIIOTE3Y UyBCTBUTEIHLHOCTH K
3aboneBanuto. becnpuctpacTHpie OaHHBIE, KOTOpPbIE MOXXHO HCIHOJB30BaTh IS
MOATBEPKACHUSA TpoLecca AUArHOCTUKH, YJIYYIIAOT BO3MOXHOCTb OIMCAaHMS
MOCTPAIABIIMX JIAL. DBUIO MPEMIOKEHO HECKOJIBKO T€HOB-HOMHUHAHTOB i1 bM,
OOJBIIMHCTBO M3 HHUX OpPraHM3yIOT MOHHBIM COCTaB WJIM TPAHCHOPT BOIbBI

BHYTpEHHETO yXa. bosbioe 0ecriokoNCTBO BbI3bIBAIU T'€HbI aKBAITOPUHOBBIX BOJIHBIX
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kaHaioB aquaporin 1-4 rensr kamueBbix kananoB KCNE1 u KCNE3 u perymstop
aktuBHocTu Na-K-nacoca ADD1.

3akioyenue. Muorue  Mopdosoruueckue M NATO(PHU3UOJIOTUUYECKHUE
uccienoBanusi, kacarouecss bM, Obutd poBeeHbI Ha apXUBHBIX BUCOYHBIX KOCTSIX
4esoBeKa. OJTOT 0030p IMOKa3bIBA€T, YTO OH MOXKET CHOCOOCTBOBATH JIydllEMY
NOHMMAHUIO TIAaTOreHe3a. Touyka 3peHHsT Ha MAaTOJOTUYECKUE H3MEHEHHS,
OTIpe/ieNICHHbIC 37I€Ch, MOKET J1aTh MPEACTABICHUE JIJIS JANbHEUITNX MUCCIICJOBAHUMA.
HenaBHO mpoBeACHHOE UCCIEAOBAaHHE TIOMOXKET YIYUYIIUTh JWAarHOCTUKY U

ne4yeOHble BMeIaTenbcTBa Ipu bM.
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